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AIMS and SCOPE / AMAC ve KAPSAM

The Turkish Journal of Pediatric Disease is an open access and
a scientific publication journal of the Ankara Bilkent City Hospital,
Children’s Hospital. The journal is published in accordance with
independent, unbiased, and double-blind peer review principles.
The journal is published bimonthly (January, March, May, July,
September, November).

In the Turkish Journal of Pediatric Disease original articles, reviews,
case reports, editorials, short reports, book reviews, biographies
and letters to the editor are also published in the journal. Besides
if related with pediatrics, articles on aspects of pedatric surgery,
dentistry, public health, genetics, pshyciatrics and nursery could
be published. The publication language of Turkish Journal of
Pediatric Disease is English.

Manuscripts submitted to the Turkish Journal of Pediatric
Disease will go through a double-blind peer-review process. Each
submission will be reviewed by at least two external, independent
peer reviewers who are experts in the field, in order to ensure
an unbiased evaluation process. The editorial board will invite
an external and independent editor to manage the evaluation
processes of manuscripts submitted by editors or by the editorial
board members of the journal. The Editor in Chief is the final
authority in the decision-making process for all submissions.

Turkish Journal of Pediatric Disease is indexed in Turkish Medical
Index of TUbitak / Ulakbim, EBSCOhost Research Databases and
TUrkiye Citation Index.

Journal is published on acid free paper.

Subscription

Turkish Journal of Pediatric Disease is delivered free of charge
to library of Medical Faculties, Departments of Pediatrics in
Universities and Research Hospitals and also to researchers
involved in pediatrics. Full text of the artciles are available on
http://dergipark.org.tr /tchd. For subscription please visit http://
dergipark.org.tr /tchd.

Scientific and ethical responsibility

When submitting a manuscript to the Turkish Journal of Pediatric
Disease, authors should accept to assign the copyright of their
manuscript to the Turkish Journal of Pediatric Disease. If authors
rejected for publication, the copyright of the manuscript will be
assigned back to the authors. The Turkish Journal of Pediatric
Disease requires each submission to be accompanied by a
Copyright Transfer and Acknowledgement of Authorship Form
(available for download at https://dergipark.org.tr/en/pub/tchd).
When using previously published content including figures,
tables, or any other material in both of the print and electronic
formats, authors must obtain permission from the copyright
holder. Legal, financial and criminal liabilities in this regard belong
to the author(s).

Turkiye Cocuk Hastaliklar Dergisi, Ankara Bilkent Sehir Hastanesi
Cocuk Hastanesi’nin acik erisimli bilimsel yayindir. Dergi bagimsiz,
tarafsiz ve cift-kér hakemlik ilkelerine uygun olarak yayinlanir. Dergi
iki ayda bir yayinlanmaktadir (Ocak Mart, Mayis, Temmuz, EylUl,
Kasim).

Turkiye Cocuk Hastaliklari Dergisi'nde orijinal makale, derleme,
olgu sunumu, editoryal, calisma yontemi, kisa rapor, kitap
incelemeleri, biyografiler ve editore mektup yaynlanmaktadir.
Ayrica pediatrik cerrahi, dis hekimligi, halk saglidi, genetik, cocuk ve
ergen psikiyatrisi ve hemsirelik konularinda makaleler yayinlanabilir.
Tirkiye Cocuk Hastaliklari Dergisi’nin yayin dili ingilizcedir.

Turkiye Cocuk Hastalklari Dergisi'ne goénderilen yazilar gift
kor hakemlik surecinden gececektir. Her bir yaz tarafsiz bir
degerlendirme sureci saglamak icin alanda uzman en az iki
harici, bagimsiz hakem tarafindan incelenecektir. Bas editér, tim
basvurular igin karar aima strecindeki nihai otoritedir.

Turkiye Cocuk Sagligi ve Hastaliklari Dergisi Tubitak/Ulakbim Turk
Tip Dizini, EBSCOhost Research Databases ve Turkiye Atif Dizini
tarafindan indekslenmektedir.

Dergimiz asitsiz kagida basiimaktadir.

Abonelik islemleri

Tirkiye Cocuk Hastaliklar Dergisi Tip Fakilltesi olan Universite
Kuttphanelerine, Cocuk Sagligi ve Hastaliklari AD Baskanliklar'na,
Saglk Bakanlig'na bagh Egitim ve Arastirma Hastanelerinin
Bashekimlikleri’ne ve konu ile ilgilenen bilim insanlarina Ucretsiz
olarak ulastinimaktadir. Yayinlanan makalelerin tam metinlerine
https://dergipark.org.tr/tr/pub/tchd adresinden Ucretsiz olarak
ulasilabilir. Abonelik islemleri igin Iitfen https://dergipark.org.tr/tr/
pub/tchd adresini ziyaret ediniz.

Yazarlarin Bilimsel ve Hukuki Sorumlulugu

Yazarlar Turkiye Cocuk Hastaliklari Dergisi’'ne bir yazi gdnderirken,
yazilarin telif haklanni Tirkiye Cocuk Hastaliklari Dergisi’ne
devretmis olmayi kabul ederler. Yayinlanmamak Uzere reddedilirse
veya herhangi bir sebepten yazi geri gekilirse telif hakki yazarlara
geri verili. Turk Turkiye Cocuk Hastaliklar Dergisi'ne ait Telif
Hakki Devri ve Yazarlk Formlar (https://dergipark.org.tr/tr/pub/
tchd adresinden indirilebilir). Sekiller, tablolar veya diger basil
materyaller de dahil olmak Uzere baslil ve elektronik formatta
daha 6nce yaynlanmis icerik kullaniliyorsa yazarlar telif haklarn
sahiplerinden gerekli izinleri almalidir. Bu konudaki hukuki, finansal
ve cezai yukimlUlUkler yazarlara aittir.
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INSTRUCTIONS FOR AUTHORS

The Turkish Journal of Pediatric Disease is an open access and a
scientific publication journal that is published from the Ankara City
Hospital, Children’s Hospital. The journal is published in accordance
with independent, unbiased, and double-blind peer review principles.
The journal is published bimonthly (January, March, May, July,
September, November)

In the Turkish Journal of Pediatric Disease original articles, reviews,
case reports, editorials, short reports, book reviews, biographies and
letters to the editor are also published in the journal. Besides if related
with pediatrics, articles on aspects of pedatric surgery, dentistry, public
health, genetics, pshyciatrics and nursery could be published. The
publication language of Turkish Journal of Pediatric Disease is English.

The editorial and the publication processes of the journal are shaped
in accordance with the guidelines of the World Association of Medical
Editors (WAME), the Committee on Publication Ethics (COPE), the
International Council of Medical Journal Editors (ICMJE), the Council
of Science Editors (CSE), the European Association of Science Editors
(EASE) and National Information Standards Organization (NISO). The
journal conforms to the Principles of Transparency and Best Practice
in Scholarly Publishing (doaj.org/bestpractice).

The originality, high scientific quality, and the citation potential are
the most important criterias for a manuscript to be accepted for the
publication. Manuscripts submitted for the evaluation should not have
been previously presented or already published in an electronic or
printed medium. The journal should be informed if manuscript have
been submitted to another journal for the evaluation and have been
rejected for the publication. The submission of previous reviewer
reports will expedite the evaluation process. Manuscripts that have
been presented in a meeting should be submitted with a detailed
information of the organization, including the name, date, and location
of the organization.

Manuscripts submitted to the Turkish Journal of Pediatric Disease
will go through a double-blind peer-review process. Each submission
will be reviewed by at least two external, independent peer reviewers
who are experts in the field, in order to ensure an unbiased evaluation
process. The editorial board will invite an external and independent
editor to manage the evaluation processes of manuscripts submitted
by editors or by the editorial board members of the journal. The Editor
in Chief is the final authority in the decision-making process for all
submissions. Articles accepted for publication in the Turkish Journal
of Pediatrics are put in the order of publication, with at least 10
articles in each issue, taking into account the acceptance dates. If the
articles sent to the reviewers for evaluation are assessed as a senior
for publication by the reviewers, the section editor and the editor
considering all aspects (originality, high scientific quality and citation
potential), it receives publication priority in addition to the articles
assigned for the next issue.

An approval of the research protocols by the Ethics Committee in
accordance with international agreements (World Medical Association
Declaration of Helsinki “Ethical Principles for Medical Research
Involving Human Subjects,” amended in October 2013, www.wma.net)
is required for the experimental, clinical, and drug studies and for some
case reports. If required, ethics committee reports or an equivalent
official document will be requested from the authors. For manuscripts
that are concerning experimental researchs on humans, a statement
should be informed included that shows a written informed consent of
the patients and the volunteers who were given a detailed explanation
of the procedures that they may undergo. For studies carried out
on animals, the measures taken to prevent pain and suffering of the
animals should be stated clearly. Information of the patient consent,
the name of the ethics committee, and the ethics committee approval
number should also be stated in the Materials and Methods section of
the manuscript. It is the authors’ responsibility to carefully protect the
patients” anonymity carefully. For the photographs that may reveal the
identities of the patients, releases signed by the patient or their legal
representative should be enclosed.

A similarity report in terms of plagiarism will be requested in
accordance with the agreement between DergiPark and intihal.net

for all manuscript submissions. Authors will be informed during the
submission process and the system will prepare a report during the
file upload step and the result will be sent to the author via e-mail. The
author will be able to complete the submission process at this stage.
In order to submit a manuscript to the Turkish Journal of Pediatric
Disease, the similarity rate should be maximum 20%.

In the event of alleged or suspected research misconduct, e.g.,
plagiarism, citation manipulation, and data falsification/fabrication,
the Editorial Board will follow and act in accordance with the COPE
guidelines.

Each individual listed as an author should fulfill the authorship criteria
recommended by the International Committee of Medical Journal
Editors (ICMJE - www.icmje.org). The ICMJE recommends that
authorship should be based on the following 4 criteria:

1. Substantial contributions to the conception or design of the work;
or the acquisition, analysis, or interpretation of data for the work; AND

2. Drafting the work or revising it critically for important intellectual
content; AND

3. Final approval of the version to be published; AND

4. Agreement to be accountable of all aspects of the work in ensuring
that questions related to the accuracy or the integrity of any part of the
work are appropriately investigated and resolved.

In addition to being accountable for the parts of the work he/she
had done, an author should be able to identify which co-authors are
responsible for the specific other parts of the work. In addition, authors
should have confidence in the integrity of the contributions of their
co-authors.

All those designated as authors should meet all of the four criteria
for authorship, and all who meet the four criteria should be identified
as authors. Those who do not meet all of the four criteria should be
acknowledged in the title page of the manuscript.

The Turkish Journal of Pediatric Disease requires corresponding
authors to submit a signed and scanned version of the authorship
contribution form (available for download through https://dergipark.
org.tr/en/pub/tchd) during the initial submission process in order to act
appropriately on authorship rights and to prevent ghost or honorary
authorship. If the editorial board suspects a case of “gift authorship,”
the submission will be rejected without a further review. As a part of the
submission of the manuscript, the corresponding author should also
send a short statement declaring that he/she accepts to undertake
all of the responsibility for the authorship during the submission and
review stages of the manuscript.

The Turkish Journal of Pediatric Disease requires and encourages the
authors and the individuals who involved in the evaluation process of
submitted manuscripts to disclose any existing or potential conflicts
of interests, including financial, consultant, and institutional, that
might lead to the potential bias or a conflict of interest. Any financial
grants or other supports received for the submitted study from
individuals or institutions should be disclosed to the Editorial Board.
To disclose a potential conflict of interest, the ICMJE Potential Conflict
of Interest Disclosure Form should be filled in and submitted by all of
the contributing authors. Cases of the potential conflict of interest of
the editors, authors, or reviewers are being resolved by the journal’s
Editorial Board within the scope of COPE and ICMJE guidelines.

The Editorial Board of the journal handles all of the appeal and
complaint cases within the scope of COPE guidelines. In such cases,
authors should get in direct contact with the editorial office to regard
their appeals and complaints. When needed, an ombudsperson may
be assigned to resolve cases that cannot be resolved internally. The
Editor in Chief is the final authority in the decision-making process for
all of the appeals and complaints.

When submitting a manuscript to the Turkish Journal of Pediatric
Disease, authors should accept to assign the copyright of their
manuscript to the Turkish Journal of Pediatric Disease. If authors
rejected for publication, the copyright of the manuscript will be
assigned back to the authors. The Turkish Journal of Pediatric Disease
requires each submission to be accompanied by a Copyright Transfer
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and Acknowledgement of Authorship Form (available for download at
https://dergipark.org.tr/en/pub/tchd). When using previously published
content including figures, tables, or any other material in both of the
print and electronic formats, authors must obtain permission from the
copyright holder. Legal, financial and criminal liabilities in this regard
belong to the author(s).

Statistical analysis to support the conclusions are usually necessary.
Statistical analyses must be conducted in accordance with the
international statistical reporting standards (Altman DG, Gore SM,
Gardner MJ, Pocock SJ. Statistical guidelines for contributors to
medical journals. Br Med J 1983: 7; 1489-93). Information about the
statistical analyses should be provided with a separate subheading
under the Materials and Methods section and the statistical software
that was used during the process must be specified certainly.

Statements or opinions expressed in the manuscripts published
in the Turkish Journal of Pediatric Disease reflect the views of the
author(s) and not the opinions of the editors, the editorial board, or the
publisher; the editors, the editorial board, and the publisher disclaim
any responsibility or liability for such materials. The final responsibility in
regard to the published content rests with the authors.

MANUSCRIPT PREPARATION

The manuscripts should be prepared in accordance with the
ICMJE-Recommendations for the Conduct, Reporting, Editing, and
Publication of Scholarly Work in Medical Journals (updated in May

2022 - http://www.icmie.org/recommendations).

4V -4 mje.crg/recomm

CONSORT Randomised controlled trials

STROBE Observational epidemiological research
STARD Diagnostic accuracy

PRISMA Systematic reviews and meta-analysis
ARRIVE Experimental animal studies

TREND Non-randomized public behavior

Manuscripts can only be submitted through the journal’s online
manuscript submission and evaluation system, available at

www.dergipark.org.tr/en/journal/2846/submission/step/manuscript/
new. Manuscripts submitted via any other medium will not be
evaluated.

Manuscripts submitted to the journal will go firstly through a technical
evaluation process where the editorial office staff will ensure that the
manuscript has been prepared and submitted in accordance with
the journal’s guidelines. Submissions not conforming to the journal’s
guidelines will be returned to the submitting author with the technical
correction requests.

Authors are required to submit the following:
Copyright Transfer and Acknowledgement of Authorship Form and

ICMJE Potential Conflict of Interest Disclosure Form (should be filled in
by all of the contributing authors) during the initial submission. These
forms are available for downloading at www.dergipark.org.tr/en/pub/
tchd.

Manuscripts should be written using Microsoft Word™ (2010 and
higher) software, in Times New Roman, 12 point size and double line
spacing. There should be 2 cm margins on all sides on the pages.
“System International” (Sl) units should be used in manuscripts. Tables
and graphics should be cited in the text. Abbreviations can be used
provided that they are written openly at the first place they appear in
the abstract and text, and the abbreviation is given in parentheses.

In the article, when giving the mean and percentile, 2 digits should be
used after the decimal point (such as 231.69 or 231.70, instead of
231.7). In the representations other than integers, two digits should
be written after the dot, and in the representation of statistical values
(such as p, r, t, z values), three digits should be written after the dot.

In the presentation of p values, instead of p<0.05 or p>0.05, the full p
value should be given with three digits after the dot (eg p=0.029) with
the test statistic. If this value is less than one thousandth, it should be
displayed as p<0.001.

Preparation of the Manuscript Title page:

Title page should be submitted for all of the submissions and
this page should include:

Title page of the manuscript should include the English title of the
article. The title page should include the authors’ names, degrees,
ORCID number and the institutional/professional affiliations, a short
title (max 50 character), abbreviations, financial disclosure statement,
and the conflict of interest statement. For manuscripts sent by the
authors in Turkiye, a title in Turkish is also required. If a manuscript
includes authors from more than one institution, each author’s name
should be followed by a superscript number that corresponds to this/
her institution, which is listed separately. Please provide a contact
information for the corresponding author, including name, e-mail
address, and telephone and fax numbers.

Important Notice: The title page should be submitted separately.

Keywords: Each submission must be accompanied by a minimum
of three to a maximum of six keywords for subject indexing at the
end of the abstract. The keywords should be listed in full without
abbreviations. The keywords should be selected from the National
Library of Medicine, Medical Subject Headings database (https://
www.nlm.nih.gov/mesh/MBrowser.html). For manuscripts sent by the
authors in Turkiye, key words in Turkish are also required.

MANUSCRIPT TYPES

Original Articles:

Word count: up to 3,500 (Introduction, Methods, Results, Discussion)
Title: maximum of 20 words

Structured abstract: up to 250 (Objective, Materials and Methods,
Results and Conclusion)

Keywords: 3-6 word, listed in alphabetical order.
Figures and tables: are not limited, but must be justified thoroughly
References: It should be at least 20 and at most 40.

Original articles should include; English title, English structured
abstract (structured as, English key words. If the article is in Turkish,
Turkish title and English title, Turkish structured summary and English
summary (structured as Purpose, Material and Method, Conclusion
and Discussion), Turkish and English keywords are required.

for most readers, reading the abstract first, is critically important.
Moreover, various electronic databases integrate only abstracts into
their index, so important findings should be presented in the abstract.

The other sections of the manuscript should include Introduction,
Materials and Methods, Results, Discussion, Acknowledgement (if
required) and References. All sections of the manuscripts should start
on a new page.

Review Articles:
Word count: up to 5000

Abstract: up to 500 (Objective, Materials and Methods, Results and
Conclusion)

Keywords: 3-6 word, listed in alphabetical order.
Figures and tables: are not limited, but must be justified thoroughly
References: up to 80

Review articles are comprehensive analyses of the specific topics
in medicine, which are written upon the invitation due to extensive
experience and publications of authors on the review subjects.
All invited review articles will also undergo peer review prior to the
acceptance.

Review articles should include; English title, English abstract and
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English key words. For manuscripts sent by authors in Turkiye, a
Turkish title, Turkish abstract and Turkish key words are also required.

Case Reports:

Word count: up to 2000

Abstract: up to 200

Keywords: 3-6 word, listed in alphabetical order.
Figures and tables: total 5

References: up to 15

There is a limited space for the case reports in the journal and
reports on rare cases or conditions that constitute challenges in the
diagnosis and the treatment, those offering new therapies or revealing
knowledge that are not included in the literature, and interesting and
educative case reports are being/ will be accepted for publication. The
text should include Introduction, Case Presentation and Discussion.

Case reports should include; English title, English abstract and English
key words. For manuscripts sent by authors in Turkiye, a Turkish title,
Turkish abstract and Turkish key words are also required.

Letters to the Editor:
Word count: up to 1500
Figures and tables: total 3
References: up to 15

This type of manuscript discusses about the important parts,
overlooked aspects, or lacking parts of the previously published
article. Articles on subjects within the scope of the journal that might
attract the readers’ attention, particularly educative cases, may
also be submitted in the form of a Letter to the Editor. Readers can
also present their comments on published manuscripts in the form
of a Letter to the Editor. An abstract and Keywords should not be
included. Tables, Figures, Images, and other media can be included.
The text should not include subheadings. The manuscript that is being
commented on, must be properly cited in this manuscript.

Letters to the Editor should include; English title. For the letter to the
editor sent by authors in TUrkiye, a Turkish title also required.

Study Protocols:

The Turkish Journal of Pediatric Disease welcomes study protocols
to improve the transparency of research and inform the scholarly
community about the trials that are being underway. Publication
decision of study protocols will be by editorial decision. Study
protocols for the pilot or feasibility studies are not generally taken into
consideration.

Study protocol articles should follow the SPIRIT guidelines that provides
a detailed account of the hypothesis, rationale, and methodology
of the study. All study protocols must provide an Ethics Committee
Approval. All protocols for the clinical trials require a trial registration
number and the date of registration.

Tables

Tables should be included in the main document, presenting after the
reference list, and they should be numbered consecutively in the order
they are referred in the main text. A descriptive title must be placed
above the tables. Abbreviations used in the tables should be defined
below the tables by the footnotes (even if they were defined within the
main text). Data presented in the tables should not be a repetition of
the data presented within the main text but should be supporting the
main text. The following symbols should be used for abbreviations in
sequence: *, t, £, §, |, 1, ™, t1, £f.

Figures and Figure Legends

Figures, graphics, and photographs should be submitted as separate
files (in TIFF or JPEG format) through the submission system. The
files should not be embedded in a Word document or in the main
document. When there are figure subunits, the subunits should not
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be merged to form a single image. Each subunit should be submitted
separately through the submission system. Images should not be
labeled (a, b, ¢, etc.) to indicate figure subunits. Thick and thin arrows,
arrowheads, stars, asterisks, and similar marks can be used on the
images to support figure legends. Like the rest of the submission,
the figures should also be blind. Any information within the images
that may indicate an individual or an institution should be blinded. The
minimum resolution of each submitted figure should be 300 DPI. To
prevent delays in the evaluation process, all submitted figures should
be clear in resolution and large size (minimum dimensions: 100 x 100
mm). Figure legends should be listed at the end of the main document.

All acronyms and abbreviations used in the manuscript should be
defined at first use, both in the abstract and in the main text The
abbreviation should be provided in parentheses following the definition.

When a drug, product, hardware, or software program is mentioned
within the main text, product information, including the name of
the product, the producer of the product, and city and the country
of the company (including the state if in USA), should be provided
in parentheses as in the following format: The skin prick tests were
performed using a multi-prick test device (Quantitest, Panatrex Inc,
Placentia, California, USA).

All references, tables, and figures should be referred in the main text,
and they should be numbered consecutively in the order that they are
referred in the main text.

Limitations, drawbacks, and the shortcomings of original articles
should be mentioned in the Discussion section before the conclusion
paragraph.

REFERENCES

While citing publications, the preference should be given to the latest,
most up-to-date publications. Authors should avoid using references
that are older than ten years. The limit for the old reference usage is
20% in the journal. If an ahead-of-print publication is cited, the DOI
number should be provided. Authors are responsible for the accuracy
of the references. Reference numbers should be indicated at the end
of the sentences in parentheses and references should be numbered
consecutively in the order that they are mentioned in the text. Journal
names should be abbreviated as listed in “Index Medicus” or in
“ULAKBIM/Turkish Medical Index”. References should be typed in
consistence with the following examples. Native references should be
used as much as possible.

If the reference is a journal;

Author(s)’ surname and initial(s) of the first name (all authors if the
number of authors are 6 or less, first 6 authors if the number of authors
of an article is more than 6 followed by “ve ark.” in Turkish references
and “et al.” in international references). Title of the article, title of the
manuscript abbreviated according to Index Medicus

(http://www.ncbi.nlm.nih.gov/sites/entrez/query.fcgi?db=nimcatalog).
Year;Volume:First and last page number.

Example: Benson M, Reinholdt J, Cardell LO. Allergen-reactive
antibodies are found in nasal fluids from patients with birch polen-
induced intermittent allergic rhinitis, but not in healthy controls. Allergy
2003;58:386-93.

If the reference is a journal supplement;

Author(s)’ surname and initial(s) of the first name. Title of the article.
Title of the manuscript abbreviated according to Index Medicus (http://

www.ncbi.nlm.nih.gov/sites/entrez/query.  fcgi?db  =nimcatalog).
Year;Volume (Suppl. Supplement number): First and last page number.

Example: Queen F. Risk assessment of nickel carcinogenicity and
occupational lung cancer. Envirol Health Perspect 1994;102 (Suppl.
1):S2755-S2782.

If the reference is a book;

Author(s)’ surname and initial(s) of the first name. Title of the book.
Edition number. City of publication; Publisher, Year of Publication.

Example: Ringsven MK, Bond N. Gerontology and leadership skills for
nurses. 2™ ed. Albany, NY: Delmar Publishers, 1996.

VI
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If the reference is a book chapter;

Surname and initial(s) of the first name of the author(s) of the chapter.
Title of the chapter. In: Surname and initial(s) of the first name(s) of
the editor(s) (ed) or (eds). Title of the book. Edition number. City of
publication: Publisher, Year of publication: First and last page numbers
of the chapter.

Example: Phillips SJ, Whistant JP. Hypertension and stroke. In: Laragh
JH, Brenner BM (eds). Hypertension: Pathophysiology, Diagnosis and
Management. 2" ed. New York: Raven P, 1995:466-78.

If the reference is a conference paper presented in a meeting;

Author(s)” surname and initial(s) of the first name (all authors if the
number of authors are 6 or less, first 6 authors if the number of authors
of a conference paper is more than 6 followed by “et al.”. Title of the
conference paper, If applicable In: Surname and initial(s) of the first
name(s) of the editor(s) (ed) or (eds). Title of the abstract book. Title
of the meeting; Date; City of the meeting; Country. Publisher; Year:
Page numbers.

Example: Bengtsson S, Solheim BG. Enforcement of data protection,
privacy and security in medical informatics. In: Lun KC, Degoulet P,
Piemme TE, Reinhoff O (eds). MEDINFO 92. Proceedings of the 7
World Congress on Medical Informatics; 1992 Sep 6-10; Geneva,
Switzerland. North-Holland; 1992: 1561-5.

If the reference is an online journal:

Author(s)” surname and initial(s) of the first name (all authors if the
number of authors are 6 or less, first 6 authors if the number of authors
of an article is more than 6 followed by “ve ark.” in Turkish references
and “et al.” in international references).Title of the article, title of the
manuscript abbreviated according to Index Medicus Year; Volume
(Number). Available from:URL address. Accessed date:day.month.
year.

Example: Arrami M, Garner H. A tale of two citations. Nature
2008;451(7177): 397-9. Available from: URL:www.nature.com/nature/
journal/v451/n7177/full/451397a.html. Accessed 20 January 2008.

If the reference is a website:

Name of the web site. Access date. Available from: address of the
web site.

Example: Centers for Disease Control and Prevention (CDC). Acsess
date: 12 March 2013. Available from: http://www.cdc.gov/

If the reference is a thesis:

Author’s surname and initial of the first name. Title of the thesis (thesis).
City; Name of the university (if it is a university); Year.

Example: Ozdemir O. Fibrilin-1 gene polymorhism and risk of mitral
valve disorders. (Thesis). Ankara: Gazi University, 2006.

REVISIONS

When submitting a revised version of a paper, the author must submit
a detailed “Response to the reviewers” that states point by point

how each issue were raised by the reviewers, and where it can be
found (each reviewer’s comment, followed by the author’s reply and
line numbers where the changes have been made) as well as an
annotated copy of the main document. Revised manuscripts must
be submitted within 30 days from the date of the decision letter.
If the revised version of the manuscript is not submitted within the
allocated time, the revision option may be cancelled. If the submitting
author(s) believe that additional time is required, they should request
this extension before the initial 30-day period is over.

Accepted manuscripts are copy-edited for the grammar, the
punctuation, and the format. Once the publication process of a
manuscript is completed, it will be published online on the journal’s
webpage as an ahead-of-print publication before being included in
it’s scheduled issue. A PDF proof of the accepted manuscript will be
sent to the corresponding author and their publication approval will
be requested within 2 days of their receipt of the proof.

CHANGE OF AUTHORSHIP AND WITHDRAWAL REQUEST
Change of Authoship

Any request to change the author list after submission, such as a
change in the order of the authors or the deletion or the addition of
author names, is subject to the Editorial Board’s approval. To obtain
this approval, please find and complete the change of authorship
form on the Journal’s website and send it to the Journal’s office.
This form should include the following information: The reason for
the change of authorship signatures of all authors (including the new
and/or removed author)

Please note, if you are adding or removing author/authors, a new
copyright transfer form signed by all authors should also be sent to
the editorial office after the Editorial Board approves the change of
the authorship.

Withdrawal Policy

Turkish Journal of Pediatric Disease is committed to provide high
quality articles and uphold the publication ethics to advance the
intellectual agenda of science. We expect our authors to comply
mbestly with the practice in publication ethics as well as in the
quality of their articles.

Withdrawal of a manuscript will be permitted only for the most
compelling and unavoidable reasons. For the withdrawal of a
manuscript, authors need to submit an “Article withdrawal Form”,
signed by all of the authors mentioning the reason for withdrawaling
to the Editorial Office. The form is available at the web page of the
journal. Authors must not assume that their manuscript has been
withdrawn until they have received appropriate notification to this
effect from the editorial office.

In a case where a manuscript has taken more than six months’ time
for the review process, that this allows the author for withdrawing
the manuscript.

YAZARLAR iCiN BiLGi

Turkiye Cocuk Hastaliklari Dergisi, Ankara Sehir Hastanesi Cocuk
Hastanesi’nin acik erisimli bilimsel yayindir. Dergi bagimsiz, tarafsiz ve
cift-kor hakemlik ilkelerine uygun olarak yayinlanir. Dergi iki ayda bir
yayinlanmaktadir (Ocak Mart, Mayis, Temmuz, Eylul, Kasim)

Turkiye Gocuk Hastallklari Dergisi’nde orijinal makale, derleme, olgu
sunumu, editdryal, calisma ydntemi, kisa rapor, kitap incelemeleri,
biyografiler ve editére mektup yayinlanmaktadir. Ayrica pedatrik
cerrahi, dis hekimligi, halk sagligi, genetik, cocuk ve ergen psikiyatrisi
ve hemsirelik konularinda makaleler yayinlanabilir. Turkiye Cocuk
Hastaliklari Dergisi’nin yayin dili ingilizcedir.

Derginin yayin ve yayin surecleri, Dinya Tibbi Editérler Dernegi
(World Association of Medical Editors (WAME)), Yayin Etigi Komitesi

(Committee on Publication Ethics (COPE)), Uluslararasi Tibbi Dergi
Editérleri Konseyi (International Council of Medical Journal Editors
(ICMJE)), Bilim Editorleri Konseyi (Council of Science Editors (CSE)),
Avrupa Bilim Editorleri Birligi (EASE) ve Ulusal Bilgi Standartlari
Organizasyonu (National Information Standards Organization
(NISO) (NISO)) kurallarina uygun olarak sekillendirilmistir. Dergi,
Bilimsel Yayincilikta Seffaflik ve En lyi Uygulama llkeleri’ne (Principles
of Transparency and Best Practice in Scholarly Publishing (doaj.
org/bestpractice)) uygundur.

Yazilarin yayina kabull igin en énemli kriterler 6zgUnlik, yiksek

bilimsel kalite ve atif potansiyelidir. Degerlendirme i¢in gdénderilen
yazilar daha &nce elektronik veya baslli bir ortamda yayinlanmamis
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olmalidir. Dergi, degerlendirimek Uzere bagka bir dergiye génderilen
ve reddedilen yazilar hakkinda bilgilendirimelidir. Onceki inceleme
raporlarinin sunulmasi degerlendirme surecini hizlandiracaktir. Kongre
ve toplantlarda sunulan yazlarda yazinin sunuldugu toplantinin
kongrenin adi, tarihi ve yeri de dahil olmak tzere ayrintil bilgi ile birlikte
sunulmalidir.

Turkiye Cocuk Hastalklari Dergisi'ne gdnderilen yazilar gift kor
hakemlik strecinden gegecektir. Her bir yazi tarafsiz bir degerlendirme
sUreci saglamak icin alanda uzman en az iki harici, bagimsiz hakem
tarafindan incelenecektir. Bas editér, tim basvurular icin karar ama
sUrecindeki nihai otoritedir. TUrkiye Cocuk Hastaliklari Dergisinde
yayinlanmak Uzere kabul edilmis makaleler kabul tarihleri dikkate
alinarak her sayida en az 10 makale olacak sekilde yayin sirasina alinr.
Degerlendiriimek Uzere hakemlere génderilen makaleler tim yonleri
(6zgUnlik, yiksek bilimsel kalite ve atif potansiyeli) dikkate alinarak
hakemler, alan editorii ve editor tarafindan oncelikli olarak yayinlanmaya
aday bir makale olarak degerlendirilir ise bir sonraki sayida o sayi i¢in
atanmis makalelere ek olarak yayinlanma onceligi alir.

Yazarlardan deneysel, klinik ve ilac calismalari ve bazi vaka raporlari igin
gerekirse, etik kurul raporlari veya esdeger bir resmi belge istenecektir.
Insanlar tizerinde yapilan deneysel arastirmalarla ilgili yazilar icin, hasta
ve gondlltilerin yazili bilgilendiriimis olurlarinin alinabilecedi prosedtirlerin
ayrintill bir agiklamasinin ardindan elde edildigini gésteren bir ifade
eklenmelidir. Hayvanlar Gzerinde yapilan ¢alismalarda, hayvanlarin aci
ve istiraplarini énlemek icin alinan énlemler acikga belirtimelidir. Hasta
onami, etik komite adi ve etik komite onay numarasi hakkinda bilgi
de makalenin Materyal-Metod béliminde belirtilmelidir. Hastalarin
anonimliklerini  dikkatlice korumak yazarlarin  sorumlulugundadir.
Hastalarin kimligini ortaya gikarabilecek fotograflar igin, hasta veya
yasal temsilcisi tarafindan imzalanan bultenler eklenmelidir.

TUm makale basvurularinda DergiPark ile intihal.net ile arasinda yapilan
isbirligi uyarinca intihal agisindan benzerlik raporu istenecektir. Makale
gbnderim adimlarinda yazarlar bilgilendirlecek ve dosya yikleme
adiminda sistem tarafindan rapor hazirlanarak sonug e-posta ile
yazara bildirlecektir. Rapor agiklandiginda yazar génderim islemini
tamamlayabilecektir. TlUrkiye Cocuk Hastalklari Dergisi'ne makale
goénderebilmek icin benzerlik orani en fazla %20 olmalidir.

intihal, atif maniptilasyonu ve gercek olmayan verilerden stiphelenilmesi
veya arastirmalarin kéttye kullaniimasi durumunda, yayin kurulu COPE
yonergelerine uygun olarak hareket eder.

Yazar olarak listelenen her bireyin Uluslararasi Tip Dergisi Editorleri
Komitesi (ICMJE - www.icmje.org) tarafindan &nerilen yazarlik
kriterlerini karsilamasi gerekir. ICMJE yazarlgin asagidaki 4 kritere
dayanmasini dnerir:

1. Calismanin tasarimi, verilerin elde edilmesi, analizi veya yorumlanmasi

2. Dergiye gonderilecek kopyanin hazirlanmasi veya bu kopyayinin
icerigini bilimsel olarak etkileyecek ve ileriye gotlrecek sekilde katki
saglanmasi

3. Yayinlanacak kopyanin son onay.

4. Calismanin tim béltimleri hakkinda bilgi sahibi olma ve tim boéldimleri
hakkinda sorumlulugu alma

Bir yazar, yaptigi calismanin bdélimlerinden sorumlu olmanin yani
sira, galismanin diger belirli boélumlerinden hangi ortak yazarlarin
sorumlu oldugunu bilmeli ayrica yazarlar, ortak yazarlarinin katkilarinin
butinligune glvenmelidir.

Yazar olarak atananlarin timu yazarlk icin dort kriteri de karsilamali
ve dort kriteri karsilayanlar yazar olarak tanimlanmalidir. Dort kriterin
timUnd  karsilamayanlara makalenin  baslk sayfasinda tesekkir
edilmelidir.

Yazi gbénderim asamasinda ilgili yazarlarin, yazarlk katki formunun
imzall ve taranmis bir versiyonunu (https://dergipark.org.tr/en/pub/
tchd adresinden indirilebilir) Turkiye Cocuk Hastaliklar Dergisi’ne
goéndermesini gerektirir. Yayin kurulu yazarlk sartarini karsilamayan
bir kisinin yazar olarak eklendiginden stiphe ederse yazi daha fazla
incelenmeksizin reddedilecektir. Makalenin génderilmesi asamasinda
bir yazar makalenin génderimesi ve gbzden gegirimesi asamalarinda
tim sorumlulugu Ustlenmeyi kabul ettigini bildiren kisa bir aciklama
goéndermelidir.

Turkiye Cocuk Hastalklari Dergisi’ne gonderilen bir ¢alisma igin
bireylerden veya kurumlardan alinan mali hibeler veya diger destekler
Yayin Kuruluna bildirimelidir. Potansiyel bir ¢ikar catismasini bildirmek
icin, ICMJE Potansiyel Cikar Catismasi Bildirim Formu, katkida bulunan
tim yazarlar tarafindan imzalanmali ve gdénderimelidir. Editorlerin,
yazarlarin veya hakemlerin gikar catismasi olasiligl, derginin Yayin Kurulu
tarafindan COPE ve ICMJE yonergeleri kapsaminda goztimlenecektir.

Derginin  Yayin Kurulu, tim itiraz durumlanni COPE kilavuzlari
kapsaminda ele almaktadir. Bu gibi durumlarda, yazarlarin itirazlar
ile ilgili olarak yaz isleri burosu ile dogrudan temasa gegmeleri
gerekmektedir. Gerektiginde, dergi icinde ¢ozllemeyen olaylarn
¢6zmek icin bir kamu denetgisi atanabilir. Bas editor itiraz durumlarinda
karar alma surecinde alinacak kararlarla ilgili nihai otoritedir.

Yazarlar Turkiye Cocuk Hastaliklar Dergisi'ne bir yazi génderirken,
yazilarin telif haklarini Turkiye Cocuk Hastaliklari Dergisi'ne devretmis
olmayi kabul ederler. Yayinlanmamak Uzere reddedilirse veya herhangi
bir sebepten yazi geri cekilirse telif hakki yazarlara geri verilir. TUrk
Turkiye Cocuk Hastallklari Dergisi'ne ait Telif Hakki Devri ve Yazarlk
Formlari (https://dergipark.org.tr/tr/pub/tchd adresinden indirilebilir).
Sekiller, tablolar veya diger basii materyaller de dahil olmak Uzere
basili ve elektronik formatta daha dnce yayinlanmis icerik kullaniliyorsa
yazarlar telif haklar sahiplerinden gerekli izinleri almalidir. Bu konudaki
hukuki, finansal ve cezai yukimlultkler yazarlara aittir.

Yazilarin sonuglarinin rapor edilemesi sirasinda genellikle istatistiksel
analizler gereklidir. Istatistiksel analizler uluslararasi istatistik raporlama
standartlarina uygun olarak yapiimalidir (Altman DG, Gore SM, Gardner
MJ, Pocock SJ. Tip dergilerine katkida bulunanlar icin istatistiksel
yonergeler. Br Med J 1983: 7; 1489-93). Istatistiksel analizler hakkinda
bilgi, Materyal ve Metot béliminde ayr bir alt baslik ile aciklanmali ve
bu sUlregte kullanilan istatistiksel yaziimlar mutlaka belirtilmelidir.

Turkiye Gocuk Hastalklari Dergisi’nde yayinlanan yazilarda belitilen
ifade veya gorUsler, editorlerin, yayin kurulunun veya yayincinin
gOruslerini yansitmaz; editdrler, yayin kurulu ve yayinci bu tir materyaller
icin herhangi bir sorumluluk veya yUkimltlik kabul etmez. Yayinlanan
icerikle ilgili nihai sorumluluk yazarlara aittir.

YAZININ HAZIRLANMASI

Yazllar, Tibbi Calismalarda Bilimsel Calismanin  YUrttdimesi,
Raporlanmasi, Dizenlenmesi ve Yayinlanmasi icin Uluslararasi Tibbi
Dergi Editérleri Konseyi (International Council of Medical Journal Editors
(ICMJE)) Onerileri’ne uygun olarak hazirlanmalidir (Aralik 2019’da
glincellenmistir - http://www.icmje.org/icmje-recommendations). Bu
liste asagida gorulebilir.

CONSORT Randominize kontrollti calisma

STROBE Gozlemsel epidemiyolojik calismalar

STARD Tani yéntemleri

PRISMA Sistemetik derleme ve metaanaliz

ARRIVE Deneysel hayvan galismalari

TREND Randomize olmayan tutum ve davranis ¢alismalari
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Yazilar yalnizca derginin gevrimici (online) makale génderme ve
degerlendirme sistemi araciliglyla génderilebilir.

https://dergipark.org.tr/tr/journal/2846/submission/step/
manuscript/new Baska herhangi bir ara¢ araciliglyla génderilen
yazilar degerlendirmeye alinmayacaktir.

Dergiye gonderilen yazilar 6ncelikle sekreterlik tarafindan yazinin
derginin  kurallanna uygun olarak hazirlanip  hazirlanmadigi
yonunden teknik bir degerlendirme stirecinden gegecektir. Derginin
yazim kurallarina uymayan yazilar, dizeltme talepleriyle birlikte
gbnderen yazara iade edilecektir.

Yazarlanin yazillan hazrrlarken ve sisteme yiklerken asagidaki
konulara dikkat etmesi gerekmektedir:

Telif Hakki Devri ve Yazarlik Formunun Kabull ve ICMJE tyarafindan
énerilen Potansiyel Cikar Gatismasi Bildirim Formu ik bagvuru
sirasinda (katkida bulunan tim yazarlar tarafindan dolduruimalidir)
sisteme yUklenmelidir. Bu formlan www.dergipark.org.tr/tr/pub/
tchd adresinden indirebilirsiniz.

Yazilar, Microsoft Word™ (2010 ve Ustl) yazlm programi
kullanilarak, Times New Roman karakterinde, 12 punto
blyUkliginde ve cift satir aralig ile yazimaldir. Sayfalarda her
yoénden 2 cm bosluk birakimalidir. Yazilarda “System International”
(SI) birimleri kullaniimalidir. Tablo ve grafiklere metin iginde atif
yapliimalidir. Kisaltmalar 6z ve metinde ik gectikleri yerde acik
yazllip, parantez iginde kisaltma verimek kaydiyla kullanilabilirler.

Makale iginde, ortalama ve vyuzdelik verilirken, ondalikl
hanelerin gosteriminde noktadan sonra 2 basamak kullanimasi
gerekmektedir (231.7 yerine; 231.69 veya 231.70 gibi). Tam sayi
disindaki gésterimlerde noktadan sonra iki hane, istatistiksel
degerlerin gosteriminde ise (p, 1, t, z dederleri gibi) noktadan sonra
U¢ hane yazimasi gerekir. p degerlerinin sunumunda p<0.05 veya
p>0.05 yerine test istatistigi ile birlikte tam p degerinin noktadan
sonra U¢ hane icerek sekilde verilmesi (6r: p=0.029) gerekmektedir.
Bu degerin binde birden kicUk olmasi durumunda p<0.001
seklinde gosterim yapiimalidir.

Kapak sayfasinin hazirlanmasi:

Kapak sayfas| tlim yazilarla birlikte génderilmeli ve bu sayfa sunlari
icermelidir:

Yazinin kapak sayfasinda yazinin ingilizce basligi bulunmalidr.
Kapak sayfasi yazarlarin adlarini, akademik tnvanlarinin, ORCID
numaralarini, kurumsal/mesleki baglantilarini, yazinin kisa baslgini
(en fazla 50 karakter), kisaltmalari, finansal aciklama bildirimini
ve clkar catismasi bildirimini icermelidir. Yazi Turkiye’de bulunan
bir merkez tarafindan génderilmisse yazilar icin Turkce bir baslik
da gerekKlidir. Bir yazi birden fazla kurumdan yazar iceriyorsa, her
yazarin adini, ayri olarak listelenen kurumlarina karsilik gelen bir
Ust simge numarasi izlemelidir. TUm yazarlar igin icin isim soy isim,
e-posta adresi, telefon ve faks numaralar dahili iletisim bilgileri
verilmelidir. Ayrica yazi ile ilgili olrak iletisim kurulacak sorumlu
sorumlu yazarin kim oldugu belirtimelidir.

Onemli Uyari: Kapak sayfasi ayri bir belge olarak yiklenmelidir.

Anahtar kelimeler:

Ozetin sonunda konu indeksleme icin her goénderime en az
U¢c en fazla alti anahtar kelime eklenmelidir. Anahtar kelimeler
kisaltma olmadan tam olarak listelenmelidir. Anahtar kelimeler
“National Library of Medicine, Medical Subject Headings database
(https://www.nlm.nih.gov/mesh/MBrowser.html)”  veritabanindan
secilmelidir. Yazi Tudrkiye'de bulunan bir merkez tarafindan
gonderilmigse Turkge anahtar kelimeler de gereklidir.

YAZI TURLERI:

Orijinal arastirma makalesi

Kelime sayisi: En ¢ok 3500 kelime (Baslik, 6zet, anahtar kelimeler,
kaynaklar, tablo ve figlr yazilar haric).

Ana metnin icerecegi bolimler: Girig, Yéntemler, Sonuclar, Tartisma
Baslik: En ¢ok 20 kelime

Yapisal 6zet: En gok 250 kelime. Bolumler: Amag, Gereg ve
Yoéntem, Sonuglar ve Tartisma

Anahtar kelimeler: En az 3 en fazla alti kelime, alfabetik olarak
siralanmistir.

Sekiller ve tablolar: Sayr sinin yok ancak tam olarak
gerekegelendiriimeli ve agiklayict olmalidir.

Referanslar: En az 20, en ¢ok 40 olmalidir.

Orijinal makaleler; ingilizce baslik, ingilizce yapilandirimis ¢ézet
(yapilandiriimis, Ingilizce anahtar kelimeler. Yazi Turkiye’de bulunan
bir merkez tarafindan goénderimisse Tirkge baglk, Turkce
yapilandirimis 6zet (Amag, Gere¢ ve Yontem, Sonug ve Tartisma
olarak yapilandirimistir) ve Tirkge anahtar kelimeler de gereklidir.

Cogdu okuyucu ilk olarak baslik ve 6zeti okudugu icn bu baltimler
kritik dneme sahiptir. Ayrica, gesitli elektronik veritabanlar yazilarin
sadece Ozetlerini indeksledikleri icin 6zette 6nemli bulgular
sunulmalidir.

Makalenin diger bélimleri Giris, Gerec ve Yontemler, Sonuclar,
Tartisma, Tesekklr (gerekirse) ve Kaynaklar'dan olusmalidir.
Makalelerin tim bdlimleri yeni bir sayfada baslamalidir.

Derleme:

Kelime sayisi: En fazla 5000

Ozet: En fazla 500 kelime

Anahtar kelimeler: En az ¢ en fazla alti kelime, alfabetik olarak
siralanmistir.

Sekiller ve tablolar: Sayi siniryok ancak tam olarak gerekgelendiriimeli
ve aciklayici olmalidir.

Referanslar: 80’e kadar

Derleme makaleleri, tiptaki belirli  konularin  kapsamli  olarak
gdzden gegcirildigi, konunun tarihsel gelisimini, mevcut bilinenleri,
arastinma ihtiyaci olan alanlari igeren yazilarir. Konu hakkinda orijinal
arastirmalar yazarlar tarafindan yazimalidir. TUm derleme yazilari
kabulden 6nce diger yazilara esdeger degerlendirme streclerine
tabi tutulacaktir.

Derleme makaleleri sunlari icermelidir; ingilizce baslik, ingilizce
Ozet ve Ingilizce anahtar kelimeler. Derleme Trkiye’de bulunan
bir merkez tarafindan génderilmisse Tlrkge baslik, Tirkce ¢zet ve
Tlrkge anahtar kelimeler de gerekmektedir.

Olgu Sunumu:

Kelime Sayisi: En fazla 2000 kelime

Ozet: En fazla 200 kelime

Anahtar Kelime: En az li¢ en fazla alti kelime

Tablo ve Sekil: Toplamda en fazla bes ile sinirlandirilmistir.
Referans: En fazla 15

Dergiye sinirl sayida olgu sunumu kabul edilmektedir. Olgu
sunumlarinin tani ve tedavide zorluk olusturan, nadir, literattrde yer
almayan yeni tedaviler sunan ilging ve egitici olgularin segilmesine
dikkat edilmektedir. Olgu sunumu giris, olgu sunumu ve tartisma
icermelidir.
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Olgu sunumlari sunlar igermelidir; ingilizce baslik, ingilizce ézet
ve Ingilizce anahtar kelimeler. Tirkiye'de bulunan bir merkez
tarafindan goénderiimigse Turkge baslk, Turkce 6zet ve Tulrkce
anahtar kelimeler de gereklidir.

Editére mektup:

Kelime sayisi: En fazla 1500 kelime
Sekil ve tablolar: En fazla 3
References: En fazla 15

Editére mektup daha 6énce yayinlanmis bir makalenin énemli
béltmlerini, gézden kagan yonlerini veya eksik bélimlerini tartisir.
Dergi kapsaminda okurlarin dikkatini ¢ekebilecek konularda,
ozellikle egitici vakalarda yer alan yazilarda editére mektup seklinde
de gonderilebilir. Okuyucular ayrica yayinlanan yazilar hakkindaki
yorumlarini editére mektup seklinde sunabilirler. Bir 6zet ve Anahtar
Kelimeler dahil edilmemelidir. Tablo, sekil, gérintU icerebilir. Metin
alt basliklar icermemelidir. Yorum yapilan makaleye bu yazinin
icinde uygun sekilde atifta bulunulmalidir.

Editére mektuplar; Ingilizce baslik. Tirkiye'de bulunan bir merkez
tarafindan gonderilmisse editér mektubu icin Turkce bir baslk da
gerekmektedir.

Calisma Metodlar::

Turkiye Cocuk Hastallklar Dergisi arastirmanin seffafligini artirmak ve
devam etmekte olan arastirmalar hakkinda ilgili kisileri bilgilendirmek
icin calisma metodlar yayinlamaktadir. Calisma metodlarinin yayin
karar editor tarafindan verilmektedir. Pilot galismalarin veya fizibilite
calismalarinin metodlari genellikle yayinlanmamaktadir.

Calisma metodlan  yazilar, c¢alismanin hipotezi, gerekgesi
ve metodolojisi hakkinda ayrintili bir aciklama sunan SPIRIT
yonergelerine uymalidir. TUm galismalar igin etik kurul onayr alinmis
olmalidir. Klinik arastirmalar icin tim protokoller, arastirma kayit
numarasini ve kayit tarihi veriimelidir.

Tablolar

Tablolar, referans listeden sonra ana belgeye dahil edimelidir ana
metin igine vyarlestiiimemelidir. Ana metinde atifta bulunduklar
sirayla numaralandirimalidir.  Tablolarin  Gzerine aciklayici  bir
baglik konulmalidir. Tablolarda kullanilan kisaltmalar ana metinde
tanimlansalar bile tablolarin altinda dipnotlarla tanimlanmalidir.
Tablolarda sunulan veriler, ana metinde sunulan verilerin tekrar
olmamali, ancak ana metni desteklemelidir. Kisaltmalar igin
asagidaki semboller sirayla kullaniimalidir: *, +, £, §, ||, 1, **, t,, .

Sekiller ve sekil alt yazilan

Sekiller, grafikler ve fotograflar, gonderim sistemi araciligiyla ayr
dosyalar (TIFF veya JPEG formatinda) olarak gonderilmelidir.
Dosyalar bir Word belgesine veya ana metne yerlestiriimemlidir.
Sekil alt birimleri oldugunda, alt birimler tek bir gériintl olusturacak
sekilde birlestiriimemeli, her alt birim, bagvuru sistemi aracililyla
ayr ayr yUklenmelidir. Resimlerin Uzerine etiketleme (6rnegin
a,d,c,d gibi) yaplmamalidir. Sekil altyazilarini desteklemek igin
goruntllerde kalin ve ince oklar, ok uclar, yildizlar, yildiz isaretleri
ve benzeri isaretler kullanilabilir. Gorlntllerde bir bireyi veya
kurumu gosterebilecek her turll bilgi kor edilmelidir. Génderilen
her bir seklin ¢6zUnurligl en az 300 DPI olmalidir. Degerlendirme
slrecinde gecikmeleri énlemek icin, génderilen tUm sekiller net ve
blytk boyutlu olmalidir (en kiclik boyutlar: 100 x 100 mm). Sekil
aciklamalar ana metnin sonunda metindeki siraya gore ayr ayri
listelenmelidir.
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Makalede kullanilan tim kisaltmalar ve akronimler, hem 6zet hem
de ana metinde ik kullanimda tanimlanmalidir. Kisaltma, tanimin
ardindan parantez iginde verilmelidir.

Ana metinde bir ilag, Grlin, donanim veya yaziim programindan
bahsedildiginde, GrlnUn adi, Grlnin Ureticisi ve sehri ve sirketin
Ulkesini (ABD’de ise eyalet dahil) iceren Urln bilgileri, parantez
icinde asagidaki bicimde saglanmalidir: The skin prick tests were
performed using a multi-prick test device (Quantitest, Panatrex Inc,
Placentia, California, USA)

TUm referanslar, tablolar ve sekiller ana metin icinde belirtilmeli ve
ana metin icinde belirtildikleri sirayla numaralandiriimalidir. Orijinal
makalelerin kisitliklar tartisma bolumu icinde sonug paragrafindan
once belirtiimelidir.

KAYNAKLAR

Yayinlara atif yapilirken, en son ve en glincel yayinlar tercih ediimelidir.
Yazarlar on vyidan eski referanslar kullanmaktan kaginmalidr.
Yazilarda 10 yildan eski tarihli referans sayisinin toplam referans
sayisinin - %20'sini gegmemesine dikkat edilmelidir. Elektronik
olarak yaynlanmis ancak cilt ve sayfa numarasi verimemis
yazilar atfedilirken DOI numarasi verimelidir. Yazarlar kaynaklarin
dogrulugundan  sorumludur. Referans numaralari  metindeki
cumlelerin sonunda parantez iginde metinde kullanildiklari sira ile
numaralandiriimalidir. Dergi adlar “Index Medicus” veya “ULAKBIM/
Turkish Medical Index” de listelendigi gibi kisaltiimalidir. MUmkUn
oldugunca yerel referanslar kullanimalidir. Kaynaklar asagidaki
orneklere uygun olarak yazilmalidir.

Kaynak dergi ise;

Yazar(lar)in soyadi adinin basharf(ler)i (6 ve daha az sayida yazar icin
yazarlarin timd, 6’'nin Gzerinde yazar bulunan makaleler icin ilk 6
yazar belirtiimeli, TUrkge kaynaklar i¢in “ve ark.”, yabanci kaynaklar
icin “et al.” ibaresi) kullanimalidir. Makalenin basligi. Derginin Index
Medicus’a uygun kisaltimig ismi
(http://www.ncbi.nlm.nih.gov/sites/entrez/query.
fcgi?db=nlmcatalog) Yil;Cilt:llk ve son sayfa numarasi.

Ornek: Benson M, Reinholdt J, Cardell LO. Allergen-reactive
antibodies are found in nasal fluids from patients with birch polen-
induced intermittent allergic rhinitis, but not in healthy controls.
Allergy 2003;58:386-93.

Kaynak dergi eki ise;

Yazar(lar)in soyadi adinin basharf(ler)i. Makalenin basligi. Derginin
Index Medicus’a uygun kisaltimis ismi (http://www.ncbi.nlm.nih.
gov/sites/entrez/query.fcgi?db=nlmcatalog) Yil;Cilt

(Suppl. Ek sayis):ilk sayfa numarasi-Son sayfa numarasi.

Ornek: Shen HM, Zhang QF. Risk assessment of nickel
carcinogenicity and occupational lung cancer. Environ Health
Perspect 1994; (102 Suppl 1):275-82.

Kaynak kitap ise;

Yazar(lar)in soyadi, adinin basharf(ler)i. Kitabin adi. Kaginci baski
oldugu. Basim yeri: Basimevi, Basim VYili.

Ornek: Ringsven MK, Bond N. Gerontology and leadership skills
for nurses. 2nd ed. Albany, NY: Delmar Publishers, 1996.

Kaynak kitaptan béliim ise;

Bolim yazar(lar)inin soyadi adinin basharf(ler)i. Boélim baslidi. In:
Editor(lerin soyadi, adinin basharf(ler)i (ed) veya (eds). Kitabin adi.
Kacinci baski oldugu. Basim yeri: Yayinevi,

Baski yil:BolUmin ilk ve son sayfa numarasi.

Ornek: Phillips SJ, Whisnant JP. Hypertension and stroke. In: Laragh
JH, Brenner BM (eds). Hypertension: Pathophysiology, Diagnosis,
and Management. 2™ ed. New York: Raven P, 1995:466-78.

X
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Kaynak toplantida sunulan bildiri ise;

Yazar(lar)in soyadi adinin basharf(ler)i. (6 ve daha az sayida yazar
icin yazarlarin timd, 6’nin Uzerinde yazari bulunan bildiriler igin ilk 6
yazar belirtilmeli, TUrkge kaynaklar igin “ve ark.”, yabanci kaynaklar
icin “et al.” ibaresi kullanimalidir). Bildirinin baghgl. Varsa In:
Editor(ler)in soyadi adinin basharf(ler)i (ed) veya (eds). Kitabin adi.
Toplantinin adi; Tarihi; Toplantinin yapildigir sehrin adi, Toplantinin
yaplldidi Ulkenin adi. Yayinevi; Yil. Sayfa numaralari.

Ornek: Bengtsson S, Solheim BG. Enforcement of data protection,
privacy and security in medical informatics. In: Lun KC, Degoulet P,
Piemme TE, Reinhoff O (eds). MEDINFO 92. Proceedings of the 71
World Congress on Medical Informatics; 1992 Sep 6-10; Geneva,
Switzerland. North-Holland; 1992. p. 1561-5.

Kaynak elektronik dergi ise;

Yazar(lar)in soyadi adinin basharf(ler)i. (6 ve daha az sayida yazar igin
yazarlarin tim, 6’'nin Uzerinde yazar bulunan makaleler icin ilk 6
yazar belirtilmeli, TUrkge kaynaklar igin “ve ark.”, yabanci kaynaklar
icin “et al.” ibaresi kullanimalidir). Makalenin bashigi. Derginin Index
Medicus’a uygun kisaltiimis ismi YiI; Cilt (Sayi). Available from: URL
adresi. Erisim tarihi: GUn.Ay.YIl.

Ornek: Arrami M, Garner H. A tale of two citations. Nature
2008;451(7177): 397-9. Available from: URL:www.nature.com/
nature/journal/v451/n7177/full/451397a.html.  Accessed 20
January 2008.

Kaynak web sitesi ise:
Web sitesinin adi. Erisim tarihi. Available from: Web sitesinin adresi.

Ornek: Centers for Disease Control and Prevention (CDC). Erisim
tarihi: 12 Mart 2013.

Available from: http://www.cdc.gov/
Kaynak tez ise:

Yazarin soyadi adinin bag harfi. Tezin basligi (tez). Tezin yapildigi
sehir adi: Universite adi (Universite ise); Yili.

Ornek: Ozdemir O. Fibrilin-1 gen polimorfizmi ve mitral kapak
hastaligi riski. (Tez). Ankara: Gazi Universitesi, 2006.”

Diizeltme istenmesi asamasi:

Bir makalenin hakemler tarafindan istenen degisiklikler yapimig
kopyasi génderilirken yazar, hakemler tarafindan istenen her agiklama/
duzeltmeye cevap vermekle yukimltddr. Yazarlar hakemlerin dizeltme/
aciklama isteklerini her istegin ardindan olacak sekilde madde madde
acikimali, dizeltiimis kopyaya yazilacak metin bu agiklamanin altina
eklemelidir. Duzeltme yapimis kopya dergiye ayr bir kopya olarak
yUklenmelidir. DUzeltilmis yazilar dizeltme isteginin génderiimesinden
itibaren 30 gln icinde gdénderilmelidir. Yazinin dizeltiimis kopyasi
istenilen stirede gonderimezse yazi sistemden ototmatik olarak
dusUrulecektir ve tekrar basvuru yapilimasi gerekecektir. Eger yazarlar
ek zaman talep ediyorlarsa bu taleplerini ik 30 gunlik sUre sona
ermeden dnce dergiye iletmelidir.

Kabul edilen yazilar dilbilgisi ve noktalama isaretleri yoninden kontrol
edilir. Kabul streci ve duzenleme islemleri tamamlandiktan sonra
yazl son onay igin yazara gonderilir ve yazar tarafindan son defa
onaylanmasi istenir. Bu islem bittikten sonra yazi dergi web sayfasinda
cilt ve sayfa numarasi verimeden DOI verilerek yayinlanir.

Yazar Listesi/Sirasi Degisimi

Yazi goénderildikten sonra yazar listesinin/sirasinin  degistirilmesi
(yazar adlarinin silinmesi veya yeni yazar adi eklenmesi gibi)
talepleri yayin kurulunun onayina tabidir. Bu talep yazar degisiklik
formunun doldurulup dergiye yiklenmesi ile talep edilebilir. Bu form
asagidakileri icerecek sekilde doldurulmalidir: Talebin gerekgesi, yani
yazar listesi, tUm yazarlar tarafindan (yeni ve eski) imzalanan yeni
bir telif hakki transfer formu, yeni yazar tarafindan imzalanmis ¢ikar
catismasl formu.

Yazinin geri ¢cekilmesi talebi

Turkiye Cocuk Hastaliklari Dergisi yUksek kaliteli yazilar yayinlamayi ve
yayin etigini korumay! taahhit etmektedir. Yazarlardan, yayin etiginde
ve yazllarin kalitesinde tavsiye edilen kurallara uymalari beklenmektedir.

Yazinin geri ¢cekilme talebi olaganUstt durumlarda talep edilmelidir. Bir
yazinin geri gekilmesi icin yazarlarin dergiye geri cekme nedenlerini
belirten ve tUm yazarlar tarafindan imzalanan bir “Makale geri cekme
Formu” yUklemeleri gerekmektedir. Bu form derginin web sayfasindan
indirilebilir. Yazarlar dergiden bu konuda olumlu bir cevap alana kadar
makalelerinin geri ¢cekilme isleminin tamamlanmadigini bilmelidir.

Bir makalenin inceleme sUreci alti aydan uzun bir zaman almis ve
yazarlara karar bildirilmemisse yazinin geri cekime talebi olumlu
karsilanir.
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17 Ekim 2024, Persembe

Glsgllgg:‘am Gelisimi izleme ve Destekleme Rehberi (GIDR) Uygulayici Egitimi Kursu / Kurs Baskani: Dr. Bahar Bingéler Pekcici

09:00 - 09:20 Kurs Oncesi Degerlendirme, Tanisma ve Beklentiler / Dr. Bahar Bingdler Pekcici

09:20 - 10:00 Erken Cocukluk Déneminde Gelisimin Onemi, Gelisimsel Zorluklarin Sikligi, Nedenleri ve Onleyici Yaklagimlar /
Dr. Funda Akpinar

10:00 - 10:30 GIDR Felsefe ve Yapisi, Arastirmalari ve Diinyada GIDR Kullanimi / Dr. Bahar Bingdler Pekcici

10:30 - 11:00 Kahve Molasl

11:00 - 11:45 GIDR Teknigi, Temel llkeleri, Uygulama / Dr. Funda Akpinar

11:45 - 12:30 GIDR Uygulama, Kodlama, Yorumlama / Dr. Ayse Akkus

12:30 - 13:30 Ogle Arasi

13:30 - 13:45 GIDR Yarigmasi / Dr. Ayse Akkus

13:45 - 14:30 GIDR Uygulama Bélimi / Dr. Ayse Akkus

14:30 - 15:00 GIDR Gelisimi Destekleme Balimi / Dr. Funda Akpinar

15:00 - 156:15 Kahve Molasi

15:15 - 15:45 GIDR Sonuglarinin Aileler ile Paylagiimasi / Dr. Pelin Celik

156:45 - 16:00 Ozel Gereksinimi Olan Cocuklar, Yaklasim ve izlem ilkeleri / Dr. Pelin Celik

16:00 - 16:30 GIDR ile Erken Girisim ve Sagaltim Uygulamalar / Dr. Bahar Bingdler Pekcici

16:30 - 16:45 Kursun Degerlendirimesi ve Kapanis / Dr. Bahar Bingdler Pekcici

C Salonu

Bagisiklama Kursu / Kurs Baskanlari: Dr. Aslinur Ozkaya Parlakay, Dr. Aysun Kara Uzun

Ulusal Asi Takvimimiz
13:00 - 13:30 Oturum Bagkanlan: Dr. Aslinur Ozkaya Parlakay, Dr. Atilla Giftgi
Ulusal Asi Takvimimiz ve Rutin Asilar / Dr. Betl Ulukol

Ozel Durumlarda Asllama
Oturum Bagkanlari: Dr. Aysu Duyan Camurdan, Dr. Belgin Gulhan
13:30 - 14:30 immiin Yetmezlikte ve Immiin Supresif Kullaniminda Asilama / Dr. Ali Bilent Cengiz
Kok Hucre Nakli, Solid Organ Nakli / Dr. Aysun Kara Uzun
Kronik Hastalarda Asllama / Dr. Bahar Cuhaci Cakir

Eksik Asill Cocuk

14:30 - 15:00 Oturum Baskanlari: Dr. Fadime Yuksel, Dr. Saliha Kanik YUksek
Eksik Asill Cocuklarin Asilanmasi / Dr. Ergin Ciftci
15:00 - 156:30 Kahve Molasi

Rutin Digi Asilar

Oturum Baskanlar: Dr. Giilstim iclal Bayhan / Dr. Seval Ozen
156:30 - 16:30 Meningokok Asilari / Dr. Sidika Songul Yalgin

Rota Virtis Agllari / Dr. Fatma Nur Oz

Human Papilloma Virts (HPV) Asilari / Dr. Hatice Klbra Konca

Gelistirimekte Olan Asilar

16:30 - 17:00 Oturum Baskanlari: Dr. Tugba Erat / Dr. Aysun Yahsi
Gelistirimekte Olan Asllar / Dr. Zafer Ecevit
17:00 KAPANIS
D Salonu
Radyografi Okuma Kursu / Kurs Baskanlari: Dr. Merter Keceli, Dr. Ahmet Sigirci
13:00 - 13:30 Réntgen Fizigi ve Radyasyon Guvenligi / Dr. Ozge Oztiirk / Dr. E. Yagiz Ertuna
13:30 - 14:00 Kranyum ve Servikal Alan Radyografisi / Dr. Ayse Ozdemir Gokce
14:00 - 14:30 Akciger Radyografisi / Dr. Rana Beyoglu
14:30 - 15:00 Batin Radyografisi / Dr. Sefa Tigrak
15:00 - 156:30 Kahve Molasl
15:30 - 16:00 Ekstremite Radyografisi / Dr. Mesut Sivri
16:00 - 16:30 Radyografide Kateter Yerlesimi ve Komplikasyonu Degerlendirmesi / Dr. Cagri Damar
16:30 - 17:00 Radyografi Okuma: Hep Birlikte Okuyalim / Dr. A. Merter Kegeli
17:00 KAPANIS
E Salonu

Temel Mekanik Ventilator Kursu / Kurs Baskanlari: Dr. Serhat Emeksiz, Dr. Funda Kurt
Oturum Baskanlari: Dr. Serhat Emeksiz, Dr. Funda Kurt

13:00 - 13:30 Kan Gazi Degerlendirilmesi / Dr. Selman Kesici
13:30 - 14:15 Non-Invaziv Mekanik Ventilasyon / Dr. Ebru Azapagasi
14:15 - 15:00 Invaziv Mekanik Ventilasyon / Dr. Benan Bayrakgi
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E Salonu
Temel Mekanik Ventilator Kursu / Kurs Baskanlari: Dr. Serhat Emeksiz, Dr. Funda Kurt

15:00 - 15:30 Kahve Molasi

Oturum Basgkanlari: Dr. Halise Akca, Dr. Emel Uyar
15:30 - 16:00 Monitérizasyon / Dr. Zeynelabidin Oztiirk
16:00 - 16:30 Sedasyon ve Analjezi / Dr. Emrah Gun
16:30 - 17:00 Mekanik Ventilatérden Ayirma / Dr. Merve Havan
F Salonu

Cocuk Acil ve Yogun Bakim Kursu / Kurs Baskanlari: Dr. Can Demir Karacan, Dr. Oktay Perk
Oturum Baskanlari: Dr. Can Demir Karacan, Dr. Oktay Perk

13:00 - 13:30 Kritik Hastanin Degerlendiriimesi / Dr. Mustafa Oguz Kaynak

13:30 - 14:00 Kardiyo-Pulmoner Resusitasyon / Dr. Ali Gingor

14:00 - 14:30 Solunum Yetmezliginin Taninmasi ve Destek Tedavileri / Dr. Oksan Derinéz Gulerylz

14:30 - 15:00 Cevresel Aciller / Dr. Medine Aysin Tasar

15:00 - 15:30 Kahve Molasi

Oturum Bagkanlan: Dr. Nilden Tuygun, Dr. Serhan Ozcan

15:30 - 16:00 Septik Sok ve Tedavisi / Dr. Tanil Kendirli

16:00 - 16:30 Status Epileptikus / Dr. Mutlu Uysal

16:30 - 17:00 Kafa Igi Basing Artigi / Dr. Esra Kogkuzu
G Salonu
Simiilasyonlarla Term ve Ge¢ Preterm Bebek Yonetim Kursu / Kurs Baskanlari: Dr. Nihal Demirel, Dr. S. Suna Oguz
13:00 - 13:30 Dogum Odasi Yonetimi (Altin Dakika) / Dr. Duran Yildiz
13:30 - 14:00 Dogum Sonrasi Etkin Ventilasyon Destegi (GUncel Uygulamalar) / Dr. Seda Kunt Aydogan
14:00 - 14:30 Ozel Durumlarda Dogum Salonu Uygulamalari / Dr. Emel Okulu
14:30 - 15:00 Dogum Salonundan Yenidogan Yogun Bakim Unitesine Yenidoganin Givenli Yolculugu / Dr. Ozden Turan
15:00 - 156:30 Kahve Molasi
15:30 - 17:30 Simulasyon Uygulamasi / Dr. H. Gézde Kanmaz Kutman / Dr. Sara Erol
17:30 Kapanis
H Salonu

Beslenme Kursu / Kurs Baskanlari: Dr. Samil Hizli, Dr. Hasan Ozen
Oturum Bagkanlan: Dr. Selim Dereci, Dr. Aysel Unliisoy Aksu

18:00 - 13:30 Nutrisyonel Degerlendirme ve Malniitrisyonda Tani ve Tarama Yontemleri / Dr. Aysel Unliisoy Aksu
13:30 - 14:00 St Cocuklarinda Malnitrisyona Yaklasim / Dr. Sinan Sari
14:00 - 14:30 Bilylik Cocuklarda Malniitrisyona Yaklagim / Dr. Figen Ozcay
14:30 - 15:00 Kahve Molasi
Oturum Baskanlan: Dr. Selim Dereci, Dr. Aysel Unliisoy Aksu
15:00 - 15:30 Olgularla Malnitrisyon Tedavi Ornekleri / Dr. Hasan Ozen
156:30 - 16:00 Yeniden Beslenme Sendromu / Dr. Arzu Meltem Demir
16:00 - 16:30 Malnutrisyon Tedavisinde Kullanilan Formula ve Enteral Urtinler / Dr. Necati Balamtekin
16:30 KAPANIS

18 Ekim 2024, Cuma

A Salonu

09:00 - 10:00 Kongre Agilis Konusmalari
P~ Acilis Konferansi

et Cocuk Haklari / Dr. Orkun Tolunay

10:45 - 11:00 Kahve Molasi

Panel: Bilim Isiginda Saglik Hizmeti Uygulamalari

Oturum Baskanlari: Dr. Zehra Aycan, Dr. Tugba Ensari, Dr. Mehmet Ali Gulgelik
11:00 -12:30 Bilimsel Arastirma Yontemleri / Dr. Bahar Gliciz Dogan

Bilimsel Arastirmalarda Etik Tartismalar / Dr. Nesrin Cobanoglu

Hekimlerin Yasal Sorumluluklari ve Medikolegal Sorunlar / Dr. Ali Coskun

12:30 - 13:30 Ogle Yemegi
Uydu Sempozyumu - PFIZER
18:30 - 14:30 Oturum Baskani: Aslinur Ozkaya Parlakay

Nimenrix ile Tam zamaninda ve uzun sureli koruma / Dr. Ergin Ciftci

Uydu Sempozyumu - BILIM ILAC
14:30 - 156:30 Oturum Baskan: Dr. Ergin Giftci
Degisen Dinyada Degismeyen Tedaviler / Dr. Hasan Tezer
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13:30 - 156:00

13:30 - 156:00

15:30 - 16:00
A Salonu

16:00 - 17:30

C Salonu
Oturum Bagkanlan: Dr. Sare Gillfem OzIii / Dr. Ganime Ayar
Yenidoganlarda Ultrason Esliginde Ttnelli ve TUnelsiz Santral Vendz
Kateterlerin Karsilastirimasi: Retrospektif Gozlemsel Bir Calisma

D Salonu
Oturum Baskanlari: Dr. Fatma Nur Sari / Dr. Zeynep Emeksiz
On Sekiz Yas Alti Suriyeli Hastalarin 2020-2022 Tarihleri Arasinda Gocuk
Acil Servis Basvurularinin Degerlendirilmesi

Mustafa Senol Akin, Batuhan Yeke, Mehmet Bayat, Turan Derme, Gulsim Zeynep Dinger Ezgt, Halise Akca

Kadioglu Simsek

Juvenil idiyopatik Artritli Hastalarda intraartikiiler Steroid Deneyimi
Ahmet Girge¢ Serkan Coskun

Cocuklarda Respiratuar Sinsityal Virls Enfeksiyonlari

Ece Karakoése , Metin Yigit

Akut Postenfeksiydz Glomerulonefritin Degisen Klinik Prezentasyonu
Demet Baltu, Nesrin Tas

Ergenlik Déneminde Jinekomasti: Demografik, Klinik ve Laboratuvar
Verilerinin Degerlendirilmesi

Emre Ozer

Nutrisyonel Rikets: Farkli Klinik Bulgularla Bagvuran Olgularimiz
Oznur Karaca Vural, Ali Kansu Tehgi, Emine Polat

Bronsektazide Bronkoskopi: Tani ve Tedavi Uzerine Retrospektif Bir
inceleme

Gamze Akca Ding, Gokgen Dilsa Tugcu

Bas Dénmesi Sikayeti ile Son 1 Sene Igerisinde Cocuk Néroloji Poliklinige
Basvuran Hastalarin Retrospektif Degerlendirmesi

C")zge Tanidir Artan, Didem Ardicli, Nese Citak Kurt
Wolf-Parkinson-White Sendromunun Klinik Ozellikleri ve Sonuglarinin
Degerlendiriimesi: 3. Basamak Merkezin 4 yillk deneyimi

Yasemin Ozdemir Sahanemine, Giilsah Torunserhat Koca
Yenidogan Taramasinin Kistik Fibrozis Hastaligi Tanisi ve Kilinigine Etkisi
Meltem Kirtll Cakar, Isil Bilgic, Dilber Ademhan Tural

Kahve Molasl

Panel: Yenidogan Sorunlari
Oturum Baskanlari: Dr. Saadet Arsan / Dr. Aysegul Zenciroglu
Yenidogan Sagliginin Ulkemizde Guincel Durumu / Dr. Esin Kog

Sit Cocugu Servisine Yatan Hastalarin Dogumsal Anomaliler Agisindan
Degerlendiriimesi

Esra Nur Efe, Esra Nur Efe, Halil ibrahim Yakut, Esra Kilic

Pediatrik Grupta Bronsial Arter Cikis Varyasyonlari: Cinsiyet Anlamli Bir
Degisken Midir?

Ozge Oztiirk, E. Yagiz Ertuna, A. Merter Kegeli

Kronik Bobrek Hastaligi Olan Cocuk Hastalarda Pubertal Gelisim ve
Etkileyen Faktorlerin Degerlendirimesi

Hulya Gézde Onal, Mesut Onal, Hulya Nalgacioglu, Demet Tekcan Karali
Kronik Rekurren Multifokal Osteomiyelit: Tek Merkez Deneyimi

Didem Oztiirk, Banu Celikel Acar

Sotos Sendromlu 7 Olgunun Klinik ve Genetik Analizi

Yusuf Kemal Cadatay Seymen, Emre Sanri, Aslihan Sanri

Digkilama Zorlugu Olan Bebeklerin Annelerindeki Anksiyete ve Fonksiyonel
Kabizlik Durumlari

Esra Akbulut, Aysel Unliisoy Aksu

Influenza Enfeksiyonu Nedeniyle Yatan Hastalarin Klinik ve Laboratuvar
Verilerinin Degerlendiriimesi

Gamze Nur Guler, Furkan Kalayci

Juvenil Psériatik Artrit Hastalannin Degerlendirimesi

Dorukcan Alkan, Emine Nur Sunar Yayla

Olgularla Hipoksik Iskemik Ensefalopati Tani ve Yoénetimi / Dr. Sabriye Korkut
Olgularla Term Yenidoganin Solunum Sikintisina Yaklasim / Dr. Gilsim Kadioglu Simsek

15:30-17:00

156:30-17:00

C Salonu
Oturum Bagkanlari: Dr. Halil ibrahim Yakut / Dr. Gilstim iclal Bayhan
Alerjik Rinit Tanil Cocuklarin Ebeveyenleri Tarafindan Bagvurulan
Tamamlayici ve Alternatif Tip Uygulamalari
Funda Aytekin Glvenir, Gokhan Yoristin, Ragip Dere, Zeynep Sengul
Emeksiz
immiinglobulin A Vaskiilitinde Multisistemik Tutulumun Ongériicileri
Melike Mehves Kaplan, Zahide Ekici Tekin
Onemli Bir Morbidite Nedeni: Ergenlerde Asir Menstriiel Kanamalar
Berrak Naz Kirgil, Alkim Oden Akman
Yenidoganlarda Fleksibl Bronkoskopi Uygulamalarimiz: Tanisal ve Klinik
Deneyimler
Sati Ozkan Tabakel, Sanem Eryllmaz Polat
Kawasaki Tanisi Koymada Yapay Zeka Modeli ‘Galadriel’: Rakip Mi
Yardimer Mi?
Emil Aliyev, Veysel Cam
Kistik Fibrozis Hastalarinda Modulatdr Tedavi Deneyimimiz: Tek Merkez
Retrospektif Calisma
Isil Bilgi¢, Sanem Eryilmaz Polat

D Salonu
Oturum Baskanlari: Dr. Clineyt Tayman / Dr. Derya Tepe
Solunum Yolu Viral Panelinde Rinovirtis Pozitifligi Saptanan Hastalarin
Klinik izlemleri
Merve Dervisogdlu Yurteri, Kaan Celebier
Cocukluk Caginda Fasiyal Paralizi ile Bagvuran Olgularin Degerlendiriimesi
Ezgi Erem, Didem Ardicli, Aysegll Nese Citak Kurt
Cocuk Yogun Bakim Unitesine Yeniden Yatislarin Degerlendirimesi
Emre Karadeniz, Alper Oglakcioglu, Sadik Kaya, Emel Uyar, Oktay
Perk, Serhan Ozcan, Serhat Emeksiz
Periodik Ates, Farenijit, Aftoz Stomatit, Servikal Adenit Hastalarinda Aile
Oykisti Varliginin Klinik Seyre ve Tedaviye Etkisi
Emine Ozcelik, Zahide Ekici Tekin
Cocuk Saghgr ve Hastallklar Asistanlarinin Tamamlayici Beslenme
Konusundaki Bilgi ve Uygulamalar
Hulya Seker Yikmaz, ilknur Bodur, Emine Polat
Down Sendromu Tanis lle izlenen Cocuklanin ve Ebeveynlerinin Ogiin
Zamani Davranislarinin Degerlendiriimesi
Fatma Zeynep Unlii, Emel Omercioglu, Pelin Celik

Entezit lligkili Artrit Tanili Hastalarnn Degerlendiriimesi: Tek Merkez Deneyimi Preterm Bebeklerin Annelerine Verilen Temel Yasam Destegi Egitiminin

Bahar Demirbas, Nilufer Tekgoz

Pediatrik Palyatif Bakim Hastalarinda D Vitamini Dizeyinin
Degerlendirimesi

Begiim Odlakcioglu, Ganime Ayar

Cocuklarda Hemoptizi: Tanisal Fleksibl Fiberoptik Bronkoskopinin Roll ve
Bulgular

Ayytce Unli, Sati Ozkan Tabakgi, Sanem Eryilmaz Polat

Degerlendirilmesi

Okan Sahin, Okan Sahin, Sabriye Korkut, Sara Erol

Entezit lligkili Artrit Tanili Hastalarda Aksiyal Eklem Tutulumunun Hastalik
Seyrine Etkisi

Sultan Nilay Yogun, Elif Celikel

Artrit Ataklan Olan Ailevi Akdeniz Atesi Tanill Hastalarin Degerlendiriimesi
Nesibe Gékce Kocamaz, llknur Bagrul

Pediatrik Grupta Kronik Karin Agrisi Nedenleri: Ultrasonografik Taniya Gére Human Papilloma Virus Asisi Hakkinda Ebeveynlerin Bilgi, Tutum ve

E. Yagiz Ertuna, Ozge Oztlirk, A. Merter Kegeli
Pediatrik Grupta Hidronefroz Varligi ve Renal Pelvis Ap Capinin
Vezikolireteral Reflii Ciddiyeti ile lliskisinin Degerlendiriimesi

Sahap Toérenek, A. Merter Kegeli

Deneyimlerinin incelenmesi
Zeynep Yilmaz Oztorun, Armagan Keskin, Meda Kondolot




19 Ekim 2024, Cumartesi

A Salonu

Akilcl flag Oturumu

Aslinur Ozkaya Parlakay
Panel: Ates

Oturum Bagkanlari: Dr. Nese Yarall, Dr. Derya Ozydrik
Sit Cocugunda Ates / Dr. Halil Ozdemir
Notropenik Ates / Dr. Ali Fettah

08:30 - 09:00

09:00 - 10:30

B Salonu

Panel: Karin Agdrisi

Oturum Baskanlari: Dr. Esra Baskin, Dr. Mijdem Azil

Karin Agrisina Yaklasim / Dr. Samil Hizli

Uriner Sistem Kaynakli Karin Agrisi / Dr. Umut Selda Bayrakgi

Tekrarlaian Atei Sendromlari / Dr. Banu iielikel Acar Karin Ai rnisinin Cerrahi Nedenleri / Dr. Tutku Soier

C Salonu

Oturum Baskanlari: Dr. Abdullah Kurt / Dr. Nesrin Ceylan

Kedi Duyarliigi Olan Pediatrik Hastalarn Klinik Ve Laboratuvar Ozelliklerinin
Degerlendiriimesi

irem Turgay Yagmur

Cocuklarda Supraventrikiiler Tasikardinin Acil Servis Yénetimi ve ilk Basamak
Tedavi Yanitsizliginin Degerlendirimesi

Bilge Akkaya, Cihan inan, Nilden Tuygun

Devam Eden Onemli Bir Saglik Sorunu: “Adélesan Gebelikler”

Mehmet Kenan Nahya, Ebru Yicesoy Bagdiken, Ertugrul Dedeoglu
Juvenil Dermatomiyozitli Hastalarin Degerlendiriimesi: Tek Merkez Deneyimi
Tuba Glndogdu, Esra Baglan

Ailevi Akdeniz Atesinde Kronik Artrit Risk Faktorleri Belirlenebilir Mi?

Nimet Oner, Zahide Ekici Tekin

Artrit ve Artralji Etiyolojisi Arastinlan Gocuklarda Oyk, Fizik Muayene,

09:00-10:30 Laboratuvar Bulgulari ile Tani ve Tedavi Streglerinin Degerlendiriimesi
Gizem Avci Karaulus, ibrahim llker Cetin, Banu Celikel Acar
Bocavirlis Enfeksiyonu Nedeni ile Hastane Yatigi Olan Cocuklarin Retrospektif
Olarak Degerlendirimesi
Betill Demircioglu Kalayci, Aslinur Ozkaya Parlakay
Cocuk Acil Klinigine Bagvuran 2 Yas Alti Hastalarin Ebeveynlerinin Nazal
irigasyon Hakkindaki Bilgi Diizeylerinin, Tutum ve Davraniglarinin Incelenmesi
Rukiye Soykdk, Dilek Kaya, Funda Kurt, Damla Hanalioglu
immunglobulin A Vaskdiliti Hastalarinda Gastrointestinal Sistem Tutulumunda
ileri Tedavi ihtiyacini Ongérmek Mimkiin Mii?
Mehves Isiklar Ekici, Elif Celikel

10:30 - 11:00 Kahve Molasi

A Salonu
Uydu Sempozyumu - SANOFI

11:00 - 12:00 Oturum Baskani: Ganime Ayar

Bi Menquadfi Konusalim / Dr. Seda Topgu

C Salonu

Oturum Baskanlari: Dr. Aynur Kugukgongar Yavas / Dr. Clineyt Karagdl
Dikkat Eksikligi Ve Hiperaktivite Bozuklugu Tanisi Olan Cocuk ve Ergenlerde
Hastalik Siddeti, Anksiyete Ve Depresyonun Uyku Sorunlar lle iligkisi
Gokeen llcioglu Ekici, Kardelen Akbal Bagci, Merve Onat

Juvenil Idiopatik Artritin Nadir Bir Alt Grubu: Juvenil Psériyatik Artrit

Yasemin Ugur Es, Zahide Ekici Tekin

Cocuklarda Visseral Leishmaniasis Klinik Ozellikleri, Laboratuvar Bulgulari,
Tedavi Segenekleri ve Sonuglari ) )

Ummihan Gay , Asena Unal, Nisanur Tapag, Ozlem Ozgur Gundeslioglu,
Derya Alabaz

Geg Preterm Yenidoganlarda Yogun Bakim izlemi: Morbidite ve Mortaliteyi
Etkileyen Faktorler

Safa Meric Aldag, Bekir Furkan Yalgin, Evrim Alyamag Dizdar, Fatma Nur Sar
Cocuklarda Migren Tip Bas Agrilarinda Sigara Kullanim Ve Maruziyetinin Atak
Sikligina/Siddetine Etkisi

Latfiye Cilkol Bayram, Demet Tas, Nesrin Ceylan, Aysegul Nese Citak Kurt
Cocukluk Gaginda Atopik Dermatit Tanisi ile Takip Edilen Hastalarda Notrofil-
Lenfosit Orani, Platelet-Lenfosit Orani ve Eozinofil-Lenfosit Oraninin Hastalik
Siddeti ve Tedavi Yaniti Arasindaki lliskinin Degerlendirilmesi

Pinar Yilmaz, Zeynep Sengll Emeksiz, Ahmet Selmanoglu, Mige

Toyran, Emine Dibek Misirlioglu

Cocukluk Gagi Nefrotik Sendromda Tromboembolik Komplikasyonlarin
Degerlendiriimesi

Evra Celikkaya, Tulin GUngor

11:00-12:30

D Salonu

Oturum Bagkanlar: Dr. Sevim Unal / Dr. Esra Kilig

Bilissel Gecikmesi Olan Cocuklarda Klinik Ozellikler ve Gelistiren Bakima Erisim
Zeynep Arslan, Ayse Mete Yesil, Pelin Celik

Cocuklarda Yasa Gore B12 Eksikligi: Serum B12 Duzeylerinin Dederlendiriimesi
Ahmet Alptug Gungdr
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Comparison of Ultrasound-Guided Tunneled and Non-Tunneled Central
Venous Catheters in Newborns: A Retrospective Observational Study

Yenidoganlarda Ultrason Esliginde Tunelli ve TUnelsiz Santral Vendz
Kateterlerin Karsilastiriimasi: Retrospektif Gézlemsel Bir Calisma

Mustafa SENOL AKIN, Batuhan YEKE, Mehmet BAYAT, Turan DERME, Giilstim KADIOGLU SIMSEK

Department of Neonatology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: It is well known that central venous catheters (CVCs)
inserted under ultrasound guidance are effective and reliable in
solving vascular access problems in newborns. Currently, two
different techniques, tunneled and non-tunneled, are commonly
used for central venous catheter placement. Tunneled catheters
are placed subcutaneously and terminate away from the venous
entry site, reducing the risk of bacterial contamination and
decreasing the likelihood of catheter dislodgement. Additionally,
tunneled catheters require fewer dressing changes compared
to non-tunneled catheters. Recent protocols aim to determine
the appropriate indications for tunneled catheters, based on
factors such as infection risk, vascular anatomy, and treatment
duration. In this study, we aimed to compare the insertion sites,
dwell times, and short- and long-term complications of tunneled
and non-tunneled CVCs inserted under ultrasound guidance in
newborns between 2019 and 2024.

Materials and Methods: Our study was designed as a
single-center, retrospective observational cohort  study,
with the aim of comparing the safety and clinical efficacy of
tunneled and non-tunneled central venous catheterization
under ultrasound guidance in newborns. The study included
newborns admitted to a level lll neonatal intensive care unit
between 2019 and 2024 who required central venous access
but could not have an epicutaneo-cava catheter placed due to
poor peripheral vasculature. These patients required long-term
antibiotic therapy, total parenteral nutrition, or venous access
for other medical needs. The variables evaluated included the
vessel used for catheterization, the reason for catheter insertion,
catheter dwell time, catheter tip position, central line-associated
bloodstream infections (CLABSI), and thrombosis rates. All
catheter placements were performed under ultrasound guidance
by three experienced neonatologists, and the correct position of
the catheter tip was confirmed by radiography or ultrasound.

Results: A total of 275 newborns underwent central venous
catheterization, with 31 receiving tunneled catheters and 244
receiving non- tunneled catheters. There were no significant
differences between the groups in terms of gender, gestational
age, or birth weight. In terms of catheter insertion site, 77.4%
of the tunneled catheters and 70.9% of the non-tunneled
catheters were placed on the right side. The internal jugular vein
was the most commonly used vessel for catheterization in both
groups. The most frequent indication for catheter insertion in
both groups was the need for long-term intravenous therapy or
nutrition. The median dwell time for tunneled catheters was 14
days, compared to 10 days for non-tunneled catheters. There
was no significant difference in malposition rates between the
two groups. While thrombosis rates were similar between the
groups, CLABSI rates were significantly higher in the non-
tunneled catheter group (p<0.050).

Discussion: This retrospective study provides a comparative
analysis of the safety and clinical efficacy of tunneled and non-
tunneled central venous catheters in newborns. The results
suggest that tunneled catheters have the potential to reduce
the risk of dislodgement and infection during long-term use.
The longer dwell times and lower CLABSI rates observed in the
tunneled catheter group support the clinical effectiveness of this
method.

Keywords: Newborn, Non-tunneled catheter, Tunneled

catheter
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Amac: Yenidoganlarda damar yolu erisim problemlerinin
¢dzUmuinde ultrasonografi rehberliginde yerlestirilen santral
ventz kateterlerin etkili ve guvenilir oldugu bilinmektedir.
GUnUmuzde, santral vendz kateter yerlestiriimesinde tinelli ve
tUnelsiz olmak Uzere iki farkll yontem kullaniimaktadir. Ttnelli
kateterler, cilt altindan ilerleyerek vendz giris bdlgesinden
uzakta sonlanir; bu &zellikleri bakteriyel kontaminasyon riskini
azaltirken, kateterin yerinden gikma olasiligini da distrmektedir.
Ayrica tUnelli kateterler, tUnelsiz kateterlere kiyasla daha az
pansuman degisikligi gerektirmektedir. Son dénemde gelistirilen
protokoller, enfeksiyon riski, vaskuler anatomi ve tedavi stresi
gibi parametreler dogrultusunda tunelli kateterlerin  uygun
endikasyonlarini belilemeyi amaglamaktadir. Bu galismamizda,
2019-2024 yillan arasinda yenidogan hastalara ultrason
rehberliginde takilan tinelli ve tlnelsiz santral vendz kateterlerin
giris yerleri, kalis sureleri ile kisa ve uzun dénem komplikasyonlari
karsilastirmali olarak degerlendirilmistir.

Gerec ve Yontemler: Calismamiz, tek merkezli retrospektif
g6zlemsel bir kohort olarak planlandi ve amaci yenidoganlarda
ultrasonografi rehberliginde  yapllan  santral  venoz
kateterizasyonun tunelli ve tUnelsiz uygulamalarini gtvenilirlik
ve klinik etkinlik acisindan karsilastirmakti. Calismaya, 2019-
2024 yillan arasinda UgUncU basamak yenidogan yogun bakim
Unitesinde santral venoz erisime ihtiyag duyan ve epicutaneo-
cava kateteri yerlestirilemeyen, zayif periferik damar yapisina
sahip, uzun sureli antibiyotik tedavisi, total parenteral beslenme
veya vendz damar yolu gereksinimi olan yenidogan hastalar dahil
edildi. Santral vendz kateterizasyon islemi icin kullanilan damar
yolu, takilma nedenleri, kateter kalma stresi, kateter ucunun
yeri, santral kateter iliskili kan dolasimi enfeksiyonu (SKIKDE)
ve trombuUs oranlari degerlendirildi. Kateter yerlestirme islemleri,
tecrtibeli Ug farkll neonatolog tarafindan ultrason rehberliginde
gergeklestirildi ve kateter ucunun dogru konumu radyografi
veya ultrasonografi ile dogrulandi.

Bulgular: Calismada 31 tunelli ve 244 tlnelsiz olmak Uzere 275
hastaya santral ventz kateter takima islemi uygulandi. Her iki
grupta cinsiyet, gestasyonel haftasi ve dogum agirligi agisindan
farkllik yoktu. Kateterin yerlestirildigi taraf agisindan, ttnelli
grupta %77.4 sag yerlesim varken, tlnelsiz grupta %70.9 sag
yerlesim oldugu goruldu. Kateterizasyon igin en sik tercih edilen
damar her iki grupta da internal juguler vendi. Her iki grupta da
en sik uzun sureli intraven®z tedavi veya beslenme gereksinimi
nedeniyle kateter yerlestiriime islemi uygulanmisti. Kateterin
kalma suresi, tunelli grupta ortalama 14 gun, tlnelsiz grupta
ise 10 gUn olarak tespit edildi. Kateter ucunun malpozisyon
oranlari arasinda her iki grup arasinda farkliik gdrtlmedi.
TrombUs goérulme oranlan arasinda her iki grup arasinda
farklilk gorilmezken, KIKDE sikligr tiinelsiz kateterler grubunda
istatiksel anlamli (p<0.050) olarak daha yUksekti.

Tartisma: Bu retrospektif calisma, yenidoganlarda tinelli ve
tlnelsiz santral vendz kateterlerin glvenilirligi ve Klinik etkinlikleri
acisindan karsilastirmall bir analiz sunmaktadir. Sonuclar, tinelli
kateterlerin uzun sureli kullanimda yerinden ¢ikma ve enfeksiyon
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riskini azaltma potansiyeli tasidigini  gdstermektedir.  Tunelli
kateterlerin daha uzun kalls sireleri ve daha disik KIKDE
oranlari, bu yéntemin klinik etkinligini desteklemektedir.

Anahtar Sozciikler: Yenidogan, Tunelsiz kateter, Tunelli kateter
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Intra-articular Steroid Experience in Patients with Juvenile Idiopathic

Arthritis

Juvenil idiyopatik Artritli Hastalarda intra-artikiiler Steroid Deneyimi

Ahmet GIRGEC', Serkan COSKUN?

"Department of Pediatrics, Sahinbey Research and Administration Hospital, Gaziantep University, Gaziantep, Turkiye
2Department of Pediatrics, Gaziantep Cengiz Gokgek Gynecology and Pediatric Diseases Hospital, Gaziantep, Turkiye

ABSTRACT

Objective: Intraarticular steroid (IAS) injection is a cost-effective
and practical treatment for patients with juvenile idiopathic
arthritis (JIA) to avoid systemic side effects of medications. In
this study, we evaluated children with JIA treated with IAS in
our clinic.

Materials and Methods: The study included patients with JIA
who received intra-articular steroids between January 2021
and March 2024 in our clinic.

Results: Of the 41 patients who received intraarticular
steroids, 27 (65.9%) were female and 14 (34.1%) were male.
The median age at diagnosis was 8 (2-15) years in patients
who received intra-articular steroids. Polyarticular JIA was
present in 7 (17%) and oligoarticular JIA occured in 34 (83%)
patients (monoarticular in 9 patients). Intraarticular steroids
were administered in 16 (39%) right knee and 23 (56.1%) left
knee, while 2 (4.9%) patients received both right and left knee
in the same session. Three patients who received intraarticular
steroids underwent repeat IAS at least 6 months apart. Nine
patients with monoarthritis did not require additional treatment
after 1AS. Disease modifying drugs and/or biological therapy
were used in 32 patients (78%). C-reactive protein (CRP) level
and platelet count at diagnosis were higher in patients who
needed additional treatment compared to those who did not
(p=0.010, p=0.045, respectively).

Discussion: Intraarticular steroids may improve clinical findings
in patients with JIA without the need for systemic treatment.
Patients with high CRP levels and platelet counts at the time
of diagnosis may require additional treatment. Especially in
oligoarticular JIA group with monoarthritis, IAS alone may provide
remission.

Keywords: C-reactive protein, Intraarticular steroid, Juvenile
idiopathic arthritis
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Amag: intraartikiiler steroid (IAS) enjeksiyonu jivenil idiyopatik
artritli (JIA) hastalarda ilaglarin sistemik yan etkilerinden kacinmak
icin uygulanan ucuz maliyetli ve pratik bir tedavidir. Bu ¢alismada
Klinigimizde IAS ile tedavi edilen JIAlI cocuklar degerlendirdik.

Gerec ve Yontemler: Calismaya Ocak 2021 ile Mart 2024
arasinda klinigimizde takipli intraartikiiler steroid uygulanan JiA'l
hastalar dahil edildi.

Bulgular: intraartikiiler steroid uygulanan 41 hastanin 27’si
(%65.9) kiz ve 14’0 (%34.1) erkekti. intraartikiler steroid
uygulanan hastalarin ortanca tani yasi 8 (2-15) yildi. Hastalarin
7’si (%17) poliartikller 34’0 (%83) oligoartikiler (9 hasta
monoartikiiler) JIA'dI. intraartikiler steroidin 16’si (%39) sag
dize 23’0 (%56.1) sol dize uygulanirken 2 (%4.9) hastaya ayni
seansta hem sag hem de sol dize uygulandi. intraartikiiler
steroid uygulanan 3 hastaya en az 6 ay arayla tekrar IAS yapildi.
Monoartriti olan 9 hastanin IAS tedavisi sonrasi ek tedavi
ihtiyacl olmadi. Hastalarin 32’sine (%78) hastalik modifiye edici
ilaclar ve/veya biyolojik tedavi kullanildi. Ek tedavi ihtiyaci olan
hastalarin olmayanlara gére tanidaki C-reaktif protein (CRP)
dlzeyi ve trombosit sayisi daha ylksekti (sirasiyla, p=0.010,
p=0.045).

Tartisma: intraartikiler steroid JIAll hastalarda  sistemik
tedaviye gerek kalmadan hastalarin klinik bulgularinda dizelme
saglayabilir. Tani anindaki ytksek CRP duzeyleri ve trombosit
sayis olan hastalarda ek tedavi gerekebilir. Ozellikle monoartriti
olan oligoartikiiler JIA grubunda IAS uygullanmasi tek basina
remisyon saglayabilir.

Anahtar Sézciikler: C-reaktif protein, intraartikiler steroid,
Juvenil idiyopatik artrit
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Respiratory Syncytial Virus Infections in Children
Cocuklarda Respiratuar Sinsityal Viris Enfeksiyonlari

Ece KARAKOSE!', Metin YiGIT?

"Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye
2Department of Pediatrics, Yildirim Beyazit University, Ankara, Turkiye

ABSTRACT

Objective: Respiratory Syncytial Virus (RSV) infections present
with major clinical symptoms such as nasal discharge, dry
cough, low-grade fever, sore throat, and sneezing. These
infections can often lead to bronchiolitis or pneumonia, which
are lower respiratory tract infections caused by inflammation in
the small airways of the lungs. The objective of this study was
to conduct a retrospective analysis of the clinical conditions of
patients admitted to our hospital with respiratory syncytial virus
(RSV) infection.

Materials and Methods: The study was conducted through
a retrospective analysis of patients who were admitted to
the Ankara Bilkent City Hospital Children’s Hospital between
January 2021 and March 2024 due to RSV infections.

Results: A total of 130 patients were included in the study, of
whom 68% (n=88) were male. The median age of the patients was
1 year (IQR: 1-2). Cough was observed in 86.2% (n=112) of the
patients, and fever in 45.4% (n=59). A reduction in oxygen saturation
was present in 88.5% (n=115) of the patients. Of the patients with
RSV PCR positivity detected in the viral respiratory panel, 76.9%
(n=100) were admitted to the ward, while 23.1% (n=30) required
intensive care, with all patients needing hospitalization. Al
hospitalized patients received oxygen support, with 65% (n=84)
receiving it via a reservoir mask, 20% (n=26) via non-invasive
ventilation (NIV), 12.3% (n=16) via high-flow nasal cannula
(HFNC), and 3.1% (n=4) requiring mechanical ventilation through
intubation. Upon evaluating the patients for chronic conditions,
4.6% (n=6) had asthma, 4.6% (n=6) had immunodeficiency,
3.1% (n=4) had congenital heart disease, and 3.1% (n=4) had
chronic lung disease. Antibiotic use was noted in 72.3% (n=94)
of the patients. Among those with chest X-rays available, 89.2%
(n=116) showed infiltrations, and 89.2% (n=116) exhibited
increased reticular branching. Pneumothorax was found in 0.8%
(n=1) of patients who had a positive RSV PCR and chest X-ray.
Additionally, 0.8% (n=1) of the patients with RSV positivity on the
respiratory viral panel died. Most admissions (75.4%) occurred in
the winter season, while 3% occurred in the summer.

Discussion: Respiratory Syncytial Virus (RSV) infections should
be suspected and investigated in children, especially those
aged 1-2 years, presenting with fever and cough. Even though
symptomatic treatment is often applied, antibiotic therapy may
still be necessary in hospitalized patients with RSV infections.
Oxygen support is commonly required, and depending on the
clinical situation, intubation may be necessary. Chest X-rays
frequently reveal infiltrations and increased reticular branching
in patients hospitalized with RSV infections. Although rare, RSV
can lead to pneumothorax.

Keywords: Cough, Lower respiratory tract,
syncytial

Respiratory
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Amag: Respiratuar Sinsityal Viris(RSV) enfeksiyonlari; major
klinik bulgulari burun akintisi, kuru ksurik, disuk dereceli ates,
bogaz agrisi, hapsirma olan ve genellikle akcigerdeki kuguk
hava yollari inflamasyonuna neden olarak alt solunum yolu
enfeksiyonu olan bronsiolit ya da pndmoni bulgularina neden
olabilen enfeksiyonlardir. Bu ¢alismanin amaci, hastanemize
Respiratuar Sinsityal Virls (RSV) enfeksiyonu ile basvuran
hastalarin klinik durumlarinin retrospektif olarak analiz etmektir.

Gerec ve Yontemler: Calisma Ocak 2021- Mart 2024 yillari
arasinda Ankara Bilkent Sehir Hastanesi Cocuk Hastanesine
bagsvuran ve RSV enfeksiyonu nedeniyle hastane yatan
hastalarin retrospektif incelenmesiyle gerceklestirildi

Bulgular: Calismaya 130 hasta dahil edildi. Hastalarin %68’i (n=
88) erkekti. Calismaya katilan hastalarin yas mediani 1 (IQR:1-
2)'di. Hastalarin %86.2'sinde (n=112) 6kslrik %45.4’Unde
(n=59) ates, semptomu gdruldi. Hastalarin %88.5’'unda (n=115)
satlrasyon dusUkligt mevcuttu.Viral solunum yolu panelinde
rsv pcr pozitifligi saptanan hastalarinn  %76.9’u  (n=100)
servis; %23.1°i (n=30) unun yogun bakim yatisi mevcut olup
tamaminin hastane yatisi mevcuttu. Hastaneye yatan hastalarin
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tamamina oksijen destegi verilmis olup hastalarin %65’ine
(n=84) rezervuarl maske ile; %20’sine (n=26) niv ile; %12.3’lne
(n=16) hfnc ile %3.1’ine (n=4) entlbe bicimde mekanik ventilatdr
ile oksijen destegi saglanmisti. Hastalar kronik hastaliklar
acisindan degerlendirildiginde %4.6'sinda (n=6) astm; %4.6
sinda (n=6) immun yetmezlik; %3.1’inde (n=4) konjenital
kalp hastalklar; % 3.1’inde (n=4) kronik akciger hastaliklari
mevcuttu. Hastalarin %72.3’Unde (n=94) antibiyotik kullanimi
mevcuttu. Akciger grafisi mevcut olan hastalardan %89.2’sinde
(n=116) akciger grafisinde infiltrasyon mevcuttu. Akciger grafisi
mevcut olan hastalardan %89.2’sinde (n=116) akciger retikller
dallanma artisi mevcuttu. Solunum yolu viral panelinde rsv pcr
pozitif ve akciger grafisi mevcut olan olan hastalarin %0.8’inde
(n=1) pnédmotoraks mevcuttu. Hastanemize basvurup solunum
yolu viral panelinde rsv pozitif olan hastalardan %0.8’i ( n=1) ex
olmustur. Bagvurularin %75.4°0 kis mevsiminde olurken, %3’U
yaz mevsimindeydi.

Tartisma: Ates ve OksUrUk sikayeti ile hastaneye bagvuran
Ozellikle 1-2 yas araligindaki ¢ocuklarda Respiratuar Sinsityal
Virids  (RSV) enfeksiyonlarindan  stpheleniimeli  ve  tetkik
edilmelidir. Hastanede yatmakta olan Respiratuar Sinsityal Virls
(RSV) ile enfekte hastalarda sempotmatik tedavi uygulansa bile
antibiyoterapi ihtiyaci olabilmektedir. Hastanede yatmakta olan
Respiratuar Sinsityal Virls (RSV) ile enfekte hastalarin oksijen
destegi ihtiyacl mevcut olup; hastalarin klinigine gére entlibasyon
gerekebili. Hastanede yatmakta olan Respiratuar Sinsityal
Virls (RSV) ile enfekte hastalarin akciger grafilerinde infiltrasyon
ve retikUller dallanma artigi siklikla gortlmektedir. Respiratuar
Sinsityal Virls (RSV) dusuk olasilikll da olsa pnémotoraksa neden
olabilmektedir.

Anahtar Sozciikler: Oksiirik, Alt solunum yolu, Respiratuar
sinsisyal virus
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Changing Clinical Findings of Acute Postinfectious Glomerulonephritis
Akut Postenfeksiydz Glomerulonefritin Degisen Klinik Bulgular

Demet BALTU, Nesrin TAS

Department of Pediatric Nephrology, University of Health Sciences, Ankara Training and Research Hospital, Ankara, Turkiye

ABSTRACT

Objective: Acute postinfectious glomerulonephritis (APEGN)
is the most common glomerulonephritis in childhood. It most
commonly presents with acute nephritic syndrome findings
(hypertension, hematuria, edema). However, it can rarely be
diagnosed with unusual findings. This study aimed to examine
the clinical characteristics of patients diagnosed with APEGN
in our hospital.

Materials and Methods: In this study, the clinical and
laboratory findings of patients diagnosed with APEGN in
our hospital between November 2022 and May 2024 were
examined.

Results: Ten patients (female/male: 4/6) were included in
the study. The mean age was 9.68+2.39 years. The most
common clinical presentation was hypertension (80%), edema
(60%), and macroscopic hematuria (50%). Pleural effusion
was detected in six (60%) patients, stage 2 hypertension in
two (20%), and acute kidney injury in five (50%). Eight (80%)
patients were hospitalized. Unlike the typical presentation
of APEGN, three patients presented with complaints of
shortness of breath and chest pain. The differential diagnosis
of heart failure was investigated in these patients and APEGN
was diagnosed upon detection of microscopic hematuria,
proteinuria, antistreptolysin-O (ASO) elevation, and C3
decrease. One patient presented with complaints of sore
throat and limited neck movements. Retropharyngeal abscess
was detected in radiological examinations. High creatinine,
proteinuria, microscopic hematuria, high ASO, and low C3 were
detected, and it was determined that APEGN accompanied
the retropharyngeal abscess. In another patient investigated
for conglomerate lymphadenopathy in the neck, fever, and
weight loss, high ASO, low C3, proteinuria, and hematuria
were detected in the laboratory examinations and APEGN was
diagnosed.

Discussion: APEGN typically presents with edema, macroscopic
hematuria, and hypertension. However, in our case series,
unlike the case series in the literature, we found 50% atypical
presentation. Our study has shown that APEGN can also present
with atypical symptoms. Therefore, it should be kept in mind that
APEGN may be present in the differential diagnosis with careful
analysis and laboratory tests in patients who do not present
with common presentations such as hypertension, edema, and
hematuria. We believe that our presentation will increase the
awareness of pediatricians and pediatric nephrologists on this
subject.

Keywords: Acute kidney failure, Postinfectious glomerulonephritis
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Amacg: Akut postenfeksiydz  glomerulonefrit  (APEGN)
cocukluk caginin en sik gordlen glomerulonefritidir. En sik akut
nefritik sendrom bulgular (hipertansiyon, hematdri, 6édem) ile
gorilmekle birlikte nadiren sira digi bulgular ile tani konulabilir.
Bu calismada APEGN tanisi ile hastanemize basvuran hastalarin
klinik &zelliklerinin incelenmesi amaglanmaktadir.

Gerec ve Yontemler: Bu calismada Kasim 2022 ile Mayis
2024 arasinda hastanemizde APEGN tanisi alan hastalarin
klinik &zellikleri ve laboratuvar bulgular incelendi.

Bulgular: Calsmaya 10 hasta (kiz/erkek: 4/6) alind..
Ortalama yas 9.68+2.39 vyildi. En sik g&zlenen Klinik bulgular
hipertansiyon (%80), 6dem (%60) ve makroskobik hematdri
(%50)’di. Alti (%60) hastada plevral eflizyon, 2 (%20) hastada
evre 2 hipertansiyon ve 5 (%50) hastada akut bdbrek hasari
saptandi. Sekiz (%80) hasta hastanede yatirlarak takip edildi.
APEGN’nin tipik bulgularindan farkli olarak 3 hasta nefes
darligl, gbgus agnsi sikayeti ile basvurdu. Kalp yetmezIigi ayirici
tanisi arastirilan bu hastalarin ileri incelemelerinde mikroskobik
hematuri, proteindri, antistreptolizin-O (ASO) yUksekligi ve
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Changing Clinical Presentation of Acute Postinfectious Glomerulonephritis

C3 dustklugt saptanmasi Uzerine APEGN tanisi konuldu. Bir
hasta bogaz agrisi ve boyun hareketlerinde kisitllik sikayeti ile
bagvurdu. lleri radyolojik incelemelerde retrofarengeal abse
saptandi. Hastanin laboratuvar incelemelerinde kreatinin
yUksekKligi, proteinlri, mikroskobik hematiri, ASO yUksekKligi
ve C3 dusUkligu saptanmasi Uzerine retrofarengeal abseye
APEGN’nin eslik ettigi saptandi. Boyunda konglomere
lenfadenopati, ates, kilo kaybi nedeni ile arastirilirian bir diger
hastada yapilan labotaruvar incelemelerinde ASO yUksekKligi,
C3 dusuklugu, proteindri ve hematuri saptandi ve APEGN tanisi
konuldu.

Tartisma: APEGN’de gorllen tipik klinik bulgular 6dem,
makroskobik hematlri ve hipertansiyondur. Ancak, bizim
vaka serimizde literatirdeki vaka serilerinden farkll olarak %50
oraninda atipik klinik bulgu tespit ettik. Bu calismada APEGN’in
atipik belirtiler ile de karsimiza c¢ikabildigi gérlilmustar. Bu
nedenle hipertansiyon, édem, hemattri gibi yaygin belirtiler
ile bagvurmayan hastalarda da dikkatli analiz ve laboratuvar
testleri ile aynci tanida APEGN olabilecegi akilda tutulmalidrr.
Sunumumuzun ¢ocuk hekimleri ve ¢ocuk nefroloji doktorlarinin
bu konuda farkindaligini arttiracagina inaniyoruz.

Anahtar Sézciikler: Akut bobrek yetmezligi, Postenfeksiytz
glomerulonefrit
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Gynecomastia in Adolescence: Evaluation of Demographic, Clinical,

and Laboratory Data

Ergenlik Doneminde Jinekomasti: Demografik , Klinik ve Laboratuvar

Verilerinin Degerlendirilmesi
Emre OZER

Department of Pediatrics, Gulhane Training and Research Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Gynecomastia is a common condition observed in
adolescent boys. Changes in the production and metabolism
of sex hormones during this period are considered the most
common benign cause of gynecomastia. However, in rare
cases, gynecomastia can be associated with other endocrine
pathologies. Therefore, the evaluation of patients presenting
with gynecomastia complaints is crucial in detecting underlying
endocrine disorders. This study aimed to retrospectively
evaluate the demographic, clinical, and laboratory data of
patients presenting to the Pediatric Endocrinology clinic with
complaints of gynecomastia. Additionally, the study aimed to
investigate the clinical characteristics of the patients and other
potential etiological factors contributing to gynecomastia.

Materials and Methods: This retrospective study includes
a total of 55 male patients who presented to the Pediatric
Endocrinology clinic between September 2023 and September
2024. The medical histories, laboratory results, and radiological
imaging of the patients were evaluated by a pediatric
endocrinologist. The patients were also screened for endocrine
disorders that can cause gynecomastia. Laboratory data,
including FSH, LH, estradiol (E2), prolactin, and thyroid function
tests, were analyzed. The data were analyzed using the SPSS
program.

Results: The average age of the patients participating in the
study was calculated as 13.73+2.05 years. Of the total 55
patients diagnosed with gynecomastia, 10 had previously been
followed at other centers but had discontinued their follow-
up for various reasons. The remaining 45 patients were newly
diagnosed with gynecomastia. Of these patients, 66% (n=30)
of them presented to the clinic with gynecomastia complaints,
while 33% (n=10) were evaluated for other endocrine reasons,
and gynecomastia was incidentally detected. The average age
at the time of admission for newly diagnosed patients was found
to be 13.51+2.06 years. The Tanner stages have an average of

2.95+1.1. The mean height, weight, and BMI were recorded
as 0.69+1.02, 1.06+1.25, and 0.89+1.17, respectively. One
patient had accompanying hypothyroidism, and another had
a history of being born small for gestational age (SGA). Breast
ultrasonography (USG) results of three patients suspected
of having lipomastia were consistent with lipomastia. Breast
ultrasonography was performed on a total of 16 out of 55
patients. In addition, scrotal ultrasonography was evaluated in
20 patients. In two patients using propolis and tribulus terrestris
extract, it was thought that gynecomastia might be associated
with the use of dietary supplements. Endocrine diseases that
could lead to gynecomastia were not considered in the other
patients.

Discussion: Gynecomastia is generally a benign and self-
resolving condition in adolescents. However, detailed clinical and
laboratory evaluations of patients presenting with gynecomastia
are important for recognizing underlying endocrine diseases.
Environmental factors, such as the use of dietary supplements,
should also be considered as contributing factors in the etiology.

Keywords: Adolescence, Gynecomastia
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Amagc: Jinekomasti, ergenlik donemindeki erkek gocuklarinda
sikga karsllagilan bir durumdur. Bu ddnemde cinsiyet
hormonlarinin  Uretimi ve metabolizmasinda meydana gelen
degisiklikler, jinekomastinin en yaygin benign nedeni olarak
kabul ediimektedir. Ancak, nadir durumlarda, jinekomasti
cocukluk caginda gdrdlen diger endokrin patolojilerle iligkili
olabili. Bu nedenle, jinekomasti sikayeti ile bagvuran hastalarin
degerlendiriimesi, altta yatan endokrin bozukluklarin tespiti
agisindan 6nem tasimaktadir. Bu galisma, jinekomasti sikayeti ile
Cocuk Endokrinoloji poliklinigine basvuran hastalarin demografik,
klinik ve laboratuvar verilerini retrospektif olarak degerlendirmeyi
amagclamaktadir. Ayrica ¢alisma, hastalarn klinik dzelliklerini ve
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jinekomastiye katkida bulunabilecek diger potansiyel etiyolojik
faktdrleri arastirmayr hedeflemektedir.

Gerec ve Yontemler: Bu retrospektif calisma, Eylul 2023
- Eylil 2024 tarihleri arasinda Cocuk Endokrin  poliklinigine
basvuran toplam 55 erkek hastayr kapsamaktadir. Calismaya
dahil edilen hastalarin anamnez bilgileri, laboratuvar sonuglari
ve radyolojik gortnttlemeleri cocuk endokrin uzmani tarafindan
degerlendirilmistir. Hastalarin jinekomasti disi endokrin bozukluklar
acisindan da taranmasi saglanmisti. FSH, LH, estradiol (E2),
prolaktin, ve tiroid fonksiyon testleri gibi laboratuvar verileri
degerlendirilmistir. Veriler SPSS programi kullanilarak olarak
analiz edilmistir.

Bulgular: Calismayakatilan hastalarin yas ortalamasi 13.73 £2.05
olarak hesaplandi. Jinekomasti tanisi alan toplam 55 hastanin
10’u, daha &nce bagka merkezlerde jinekomasti tanisiyla takip
edilen ancak gesitli nedenlerle takibi yarda kalmis hastalardi.
Hastalarin 45'i ise yeni jinekomasti tanisi aldi. Bu hastalarin
%66 (N=30)'u jinekomasti sikayeti ile poliklinige basvurdu, %33
(n=10)'u ise diger endokrin nedenlerle dederlendirildi ancak
jinekomasti tespit edildi. Yeni tani alan hastalann basvuru
anindaki yas ortalamasi 13.51+2.06 olarak bulundu. Tanner
evreleri ortalama 2.95=1.1°di. Boy, kilo ve VKi ortalamalan sirasiyla
0.69+1.02, 1.06+1.25 ve 0.89+1.17 olarak kaydedildi. Bir hastada
eslik eden hipotiroidi ve bir hastada da SGA dogum 6ykUsu tespit
edildi. Jinekomasti disinda lipomasti sUphesi taglyan 3 hastanin
meme ultrasonografisi (USG) sonuglari lipomasti ile uyumlu
bulundu. Meme ultrasonografisi toplam 55 hastadan 16’sinda
yaplildi. Ayrica, 20 hasta skrotal ultrasonografi ile degerlendirildi.
Propolis ve “Demir dikeni ekstresi” kullanan iki hastada
jinekomastinin takviye gida kullanimi ile iligkili olabilecegi
dUsUnuldd. Diger hastalarda jinekomastiye yol agabilecek
endokrin hastalik distnulmedi.

Tartisma: Ergenlik ddneminde jinekomasti, genellikle benign ve
kendiliginden duzelebilen bir durumdur. Ancak, jinekomasti ile
basvuran hastalarin detayli Klinik ve laboratuvar degerlendirmeleri,
altta yatan endokrin hastaliklarin taninmasi agisindan énemlidir.
Ozeliikle, takviye gida kullanimi gibi cevresel faktorlerin de
etyolojide rol oynayabilecedi g6z dntinde bulundurulmalidir.

Anahtar Sozciikler: Addlesan, Jinekomasti

Ergenlik déneminde jinekomasti 9
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Nutritional Rickets: Cases Presenting with Different Clinical Findings
Nutrisyonel Rikets: Farkli Klinik Bulgularla Bagvuran Olgularimiz

Oznur KARACA VURAL, Ali Kansu TEHCI, Emine POLAT

Department of Pediatrics, Ankara Dr Sami Ulus Child Health and Diseases Training and Research Hospital, Ankara, Turkiye

ABSTRACT

Objective: Rickets is a group of disorders characterized by
growth retardation and skeletal deformities due to impaired
endochondral calcification of the growth plate. The primary
cause of nutritional rickets is vitamin D deficiency. In our
country, vitamin D deficiency and malnutrition significantly
affect the infant and childhood population. This study aimed
to evaluate the clinical and laboratory findings of patients
diagnosed with nutritional rickets who presented with different
clinical manifestations.

Materials and Methods: Seven cases diagnosed with nutritional
rickets and followed up in the general pediatrics department of
our hospital between June 2021 and March 2023 were included
in the study. Demographic data, clinical and laboratory findings,
and treatment modalities were retrospectively reviewed from the
hospital information management system

Results: Of the cases included in the study, 85.7% were male,
with- a mean age of 38.1 months (range 4-167 months), and
57.1% were of Syrian nationality. Vitamin D prophylaxis had
been administered to 57.1% of the patients. Five cases were
diagnosed during follow-up for pneumonia, while one case
presented with hand numbness, and another with complaints
of wide-based gait. On physical examination, wrist widening
was observed in four cases, rachitic pneumonia and rachitic
rosary in one case, midwife’s hand in one case, and O-leg
deformity in two cases. Laboratory investigations revealed the
following: calcium=6.88+1.58 mg/dL, phosphorus=3.68+1.38
mg/dL, alkaline phosphatase=801.57+384.87 U/L, parathyroid
hormone=372.25+211.38 pg/mL, and 25-OH vitamin D=7.2+1.78
ng/mL. Wrist radiographs showed widening of the radius and
metaphyseal cupping in 57.1% of the cases. Stoss therapy was
applied to 57.1% of the cases, while the remaining patients were
started on 2000 IU daily vitamin D therapy

Discussion: Although the prevalence of nutritional rickets has
decreased in developed countries following widespread vitamin

D prophylaxis, it remains a significant health issue in developing
countries. This study presents nutritional rickets cases with
varying clinical manifestations across different age groups. To
prevent nutritional rickets, it is essential to regularly question and
recommend vitamin D prophylaxis for infants and breastfeeding
mothers during each visit. Additionally, ensuring that every child
receives adequate sunlight exposure is crucial, and mothers
should be provided with appropriate education on this matter.

Keywords: Prophylaxis, Rickets, Vitamin D Deficiency
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Amac: Rikets, blylme plaginda endokondral kalsifikasyonun
bozulmasi sonucu bUylme geriligi ve iskelet deformiteleri ile
karakterize bir hastalik grubudur. Nutrisyonel riketsin en yaygin
nedeni D vitamini yetersizligidir. Ulkemizde D vitamini eksikligi
ve beslenme bozuklugu, 6zellikle bebek ve ¢ocuk yas grubunu
ciddi sekilde etkilemektedir. Bu galismada, farkl klinik bulgularla
basvuran ve nutrisyonel rikets tanisi alan olgularin Klinik ve
laboratuvar bulgularinin degerlendirimesi amaglandi.

Gerec ve Yontemler: Haziran 2021-Mart 2023 tarihleri
arasinda hastanemizin genel pediatri servisinde nutrisyonel
rikets tanisi ile izlenen yedi olgu calismaya dahil edildi.
Demografik veriler, Klinik ve laboratuvar bulgulari ile uygulanan
tedavi modaliteleri, hastane bilgi yonetim sisteminden geriye
dénuk olarak incelendi.

Bulgular: Calismaya dahil edilen olgularin %85.7’si erkek olup,
yas ortalamasi 38.1 ay (4-167 ay) olarak saptandi. Olgularin
%57.1’i Suriye uyrukluydu ve %57.1’i D vitamini profilaksisi
aldi. Pnémoni tanisi ile izlenen bes olgu takip sirasinda rikets
tanisi aldi, bir olgu ellerde uyusma, bir olgu ise genis tabanli
yurlime sikayeti ile basvurdu. Fizik muayenede; dort olguda
el bilegi genislemesi, bir olguda rasitik pndmopati ve rasitik
rozari, bir olguda ebe eli deformitesi ve iki olguda O bacak
deformitesi tespit edildi. Laboratuvar incelemelerinde; ortalama
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kalsiyum dizeyi 6.88+1.58 mg/dl, fosfor diizeyi 3.68+1.38 mg/
dl, alkalen fosfataz dizeyi 801.57+384.87 U/L, parathormon
dizeyi 372.25+211.38 pg/ml ve 25-OH D vitamini dlzeyi
7.2+1.78 ng/ml olarak bulundu. Olgularin el bilek grafilerinde
%57.1 oraninda radiusta genisleme ve metafiz ¢canaklagsmasi
goruldu. Stoss tedavisi olgularin %57.1’ine uygulanirken, diger
olgulara gunltik 2000 U D vitamini tedavisi baslandi.

Tartisma: Nutrisyonel rikets sikligi, gelismis Ulkelerde D vitamini
profilaksisinin  yayginlasmasi ile azaldi ancak gelismekte olan
Ulkelerde halen dnemli bir saglik sorunu olarak devam etmektedir.
Bu calismada, farkll yas gruplarinda ve degisik klinik bulgularla
basvuran nutrisyonel rikets olgulari sunulmustur. Nutrisyonel riketsi
Onlemek amaciyla, bebeklerin ve emziren annelerin D vitamini
profilaksisi her basvuruda mutlaka sorgulanmali ve dnerilmelidir.
Ayrica, her gocugun yeterli dUzeyde glnes 1sig1 aimasi saglanmali
ve bu konuda annelere gerekli egitim verilmelidir.

Anahtar Sézciikler: Profilaksi, Rikets, Vitamin D Eksikligi

Nutrisyonel rikets 11
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The Diagnostic and Therapeutic Role of Bronchoscopy in
Bronchiectasis: a Retrospective Study

Bronsektazide Bronkoskopi: Tani ve Tedavi Uzerine Retrospektif Bir inceleme

Gamze AKCA DINC, Gékgen Dilsa TUGCU

Department of Pediatric Chest Diseases, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Bronchiectasis is characterized by irreversible
dilatation of the bronchial tree. Bronchiectasis, which is not
associated with cystic fibrosis, is an increasingly recognized
cause of chronic lung morbidity worldwide. This study aimed
to evaluate the role of flexible fibreoptic bronchoscopy (FFB) in
diagnosing and following bronchiectasis.

Materials and Methods: Thirty patients under 18 years old
diagnosed with bronchiectasis on thoracic computed tomography
(CT) and underwent FFB between May 2019 and September
2024 in the Pediatric Pulmonology Department of Ankara Bilkent
City Hospital were included in the study. Demographic data and
medical records of the patients were analyzed retrospectively.

Results: Fifteen (50%) patients were female; the median age
was seven years (min-max: 7 months-17 years). Of all the FFBs
performed, purulent secretion was observed in 9 (30.0%),
serous secretion in 6 (20.0%), seromucoid secretion in 6 (20.0%),
and mucus plug was present in 2 (6.6%) patients. FFB findings
were normal in five patients (16.6%). Bronchoalveolar lavage
(BAL) cultures were positive in 10 (33.0%) patients. Haemophilus
influenzae was the most frequently isolated microorganism
in BAL. Simultaneous sputum culture was performed in 16
(563.3%) patients, and 6 (37.5%) were positive of these patients.
C-reactive protein was positive in 9 (80.0%) patients, and
antibiotic treatment was revised in 19 (63.3%) patients. Primary
ciliary dyskinesia (PCD) was diagnosed in 5 (16.6%) patients,
and immunodeficiency was diagnosed in 5 (16.6%) patients.

Discussion: Our study highlights the efficacy of FFB in
diagnosing bronchiectasis, identifying infectious agents, and
guiding appropriate treatment. Understanding the underlying
causes of bronchiectasis is crucial for preserving lung function
and enhancing the quality of life in pediatric patients. These
findings underscore the importance of timely intervention and
tailored management strategies in this vulnerable population.

Keywords: Bronchiectasis, Bronchoscopy
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Amagc: Bronsektazi, brongiyal agacin geri dontsimsuiz
dilatasyonu olarak tanimlanir. Kistik fibrozis ile iligkili olmayan
bronsektazi, dinya genelinde giderek daha fazla taninan kronik
akciger morbiditesi nedenlerinden biridir. Bu galismada, fleksibl
fiberoptik bronkoskopinin (FFB), bronsektazinin tani ve izlem
surecinde ki roltinun degerlendiriimesi amagclanmistir.

Gerec ve Yontemler: Ankara Bilkent Sehir Hastanesi Cocuk
Gogus Hastalklan Kilinigi'nde Mayis 2019-Eylul 2024 tarihleri
arasinda toraks bilgisayarll tomografilerinde (BT) bronsektazi
saptanan ve FFB uygulanan, 18 yas alti 30 hasta ¢alismaya
dahil edilmistir. Hastalarin demografik ve tibbi verileri hastane
kayitlarindan retrospektif olarak incelenmistir.

Bulgular: Hastalarin 15'i (%50) kiz olup, ortanca yas 7 yildi
(min-max: 7ay- 17 yil). Yapilan FFB’lerin 9'unda (%300) purulan,
©’sinda (%200) serdz, 6'sinda (%200) seromukoid sekresyon
gdzlenirken, 2 (%66) hastada mukus tikaci mevcuttu. Bes
(%166) hastanin FFB bulgular normaldi. Alinan bronkoalveolar
lavaj (BAL) kulturlerinde 10 (%330) hastada Ureme saptand..
BALda en sk izole edilen mikroorganizma Haemophilus
influenzae idi. Hastalarin 16’sinda (%533) es zamanli balgam
kultdrl alinmis olup, bu hastalarin 6’sinda (%375) Ureme tespit
edilmisti. Hastalarin 9’unda (%30.0) C-Reaktif Protein pozitif
bulunurken, 19 (%633) hastada antibiyotik tedavisi revize
edilmisti. Hastalarin 5’i (%166) primer siliyer diskinezi (PCD), 5’i
(%166) immun yetmezlik tanisi aldl.

Tarisma: Calismamiz, FFB’nin  bronsektazinin  tanisinda,
enfeksiyon etkenlerinin belirlenmesinde ve uygun tedavinin
verilmesinde etkili oldugu gosterilmistir. Brongektaziye neden olan
hastaligin belirlenmesi gocukluk ¢caginda akciger fonksiyonlarinin
korunmasl ve yasam kalitesinin artirimasi agisindan buyuk énem
tasimaktadir.

Anahtar Soézciikler: Bronsektazi, Bronkoskopi
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Retrospective Evaluation of Patients Applying to the Pediatric

Neurology Clinic with Dizziness

Bas Dénmesi ile Cocuk Noéroloji Poliklinige Basvuran Hastalarin Retrospektif

Degerlendirmesi
Ozge TANIDIR ARTAN, Didem ARDICLI, Nese CITAK KURT

Department of Pediatric Neurology, Ankara Bilkent City Hospital, University of Health Sciences, Ankara, Turkiye

ABSTRACT

Objective: Dizziness in childhood is one of the most common
reasons for hospital admission with its wide etiological
spectrum. This study aimed to evaluate the demographic
characteristics, differential diagnosis, clinical and laboratory
findings of patients who applied to the pediatric neurology clinic
of a tertiary education and research hospital with dizziness.

Materials and Methods: We retrospectively evaluated the
data of 132 patients under the age of 18 who applied to the
pediatric neurology clinic of Ankara Bilkent City Hospital with
dizziness between October 2023 and September 2024.

Results: A total of 132 patients were evaluated. Of the
patients, 100 were female and 32 were male (female/male ratio
3.1). The mean age at presentation was 13.46+3.27 years (2.5-
18.5 years; median=14 years). The duration from the onset of
dizziness to presentation to the pediatric neurology outpatient
clinic was 6.9+8.61 months (3 days-60 months; median=3
months). The main additional symptoms accompanying
dizziness were headache (25%), blurred vision (9.9%), syncope
(8.9%), nausea-vomiting (5.8%) and other symptoms (tremor,
numbness in the extremities, ringing in the ears and palpitations)
(17.6%). Abnormal findings were detected in five patients
(8.7%) on physical and/or neurological examination; these
were horizontal nystagmus (n=3), tandem gait disorder (n=1)
and tremor (n=1). Family history was positive in 28/132 patients
(21.2%); 17 patients had a family history of migraine, 7 patients
had epilepsy, and 4 patients had a family history of recurrent
dizziness. Laboratory tests revealed vitamin D deficiency
(n=17), iron deficiency (n=8), vitamin B12 deficiency (n=5),
and hyperlipidemia (n=1). Brain magnetic resonance imaging
was performed in 112/132 patients (84.8%); various degrees
of sinusitis-mastoiditis findings were detected in 48 patients,
arachnoid cyst in 9 patients, prominence of perineural CSF
space in 8 patients, nonspecific hyperintensities in 5 patients,
pineal gland cyst in 4 patients, moderate ventriculomegaly

in 3 patients, ventricular asymmetry in 3 patients, mega
cisterna magna in 2 patients, choroid fissure cyst in 2 patients,
periventricular leukomalacia in one patient, and cerebral and
cerebellar atrophy in one patient. Routine and/or sleep EEG was
obtained in 83/132 (62.8%) patients; normal EEG findings were
detected in 78 patients, abnormal EEG findings were detected
in 5 patients, and 2 patients were diagnosed with epilepsy
and started on antiseizure medication. Carotid/vertebral artery
Doppler ultrasonography was performed in one patient, and it
was normal. Mild conductive hearing loss was observed in 5
of the patients who were consulted to the ear, nose and throat
department, while rotatory nystagmus was detected in one
patient in the dix-hallpike test and benign paroxysmal positional
vertigo was diagnosed. Anxiety disorder was detected in 3
patients who underwent psychiatric evaluation during the
follow-up, and depression was detected in 2 patients, and
these patients were using antidepressant medication.

Discussion: Benign etiological causes are common in children
who are consulted for pediatric neurology due to dizziness. In the
diagnosis phase, when determining the patients to be examined
further; anamnesis, physical and neurological examination
findings should be evaluated in detail.

Keywords: Dizziness, EEG, Magnetic resonance imaging,
Migraine, Orthostatic hypotension, Vertigo
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Amacg: Cocukluk caginda bas ddénmesi genis etiyolojik
spektrumu ile en sik hastaneye basvuru nedenlerinden birisidir.
Bu calismada UgUncl basamak egitim arastirma hastanesi
cocuk ndroloji poliklinigine bas dénmesi sikayetiyle basvuran
hastalarin demografik 6zellikleri, ayinci tanisi, klinik ve laboratuvar
bulgular ile degerlendiriimesi amaglanmigtir.

Gerec ve Yontemler: Ankara Bilkent Sehir Hastanesi ¢ocuk
noroloji poliklinigine Ekim 2023 - Eylll 2024 tarihleri arasinda
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bas dénmesi sikayeti ile bagvuran 18 yasindan kigUk 132
hastanin verilerini retrospektif olarak degerlendirdik.

Bulgular: Toplam 132 hasta degerlendirildi. Hastalarin 100’0
kiz, 32'si erkek (kiz/erkek orani 3.1)'di. Ortalama basvuru yasi
13.46 +£3.27 yidi (2.5-18.5; ortanca=14 vyil). Bas dénmesi
baslangicindan ¢ocuk néroloji poliklinigine basvuruya kadar
gecen slre 6.9+8.61 aydi (3 gun-60 ay; ortanca=3 ay). Bas
ddénmesine eslik eden baglica ek belirtiler; bas agrisi (%25), gz
kararmasl (%9.9), senkop (%8.9), bulanti-kusma (%5.8) ve diger
bulgular (tremor, ekstremitelerde uyusma, kulaklarda ¢inlama
ve carpint)) (%17.6) olarak saptandi. Fizik ve/veya norolojik
muayenede bes hastada (%3.7) anormal bulgular saptandi;
bunlar horizontal nistagmus (n=3), tandem yurlyUs bozuklugu
(n=1) ve tremor (n=1)'di. Hastalarin 28/132’sinde (%21.2) aile
OykusU pozitifti; 17 hastada hastada ailede migren, 7 hastada
epilepsi, 4 hastada ailede tekrar eden bas dénmesi Oykusu
mevcuttu. Laboratuvar tetkiklerinde; D-vitamini eksikligi (n=17),
demir eksikligi (n=8), vitamin B12 eksikligi (n=5) ve hiperlipidemi
(n=1) saptandi. Hastalarin 112/132’sine (%84.8) beyin manyetik
rezonans gorunttleme yapilmist; 48 hastada cesitli derecelerde
sinUzit-mastoidit bulgular, 9 hastada araknoid kist, 8 hastada
perindral BOS mesafesinde belirginlesme, 5 hastada spesifik
olmayan hiperintensiteler, 4 hastada pineal bezde kist, 3
hastada ilimli ventriktlomegali, 3 hastada ventrikUller asimetri,
2 hastada mega sisterna magna, 2 hastada koroid fissur kisti,
bir hastada periventriktler I6komalazi ve bir hastada serebral ve
serebellar atrofi saptandi. Hastalarin 83/132’sine (%62.8) rutin
ve/veya uyku EEG’si ¢ekildi; 78 hastada normal EEG bulgulari,
5 hastada anormal EEG bulgular saptanirken 2 hastaya epilepsi
teshisi konularak antindbet ila¢ baslandi. Bir hastaya karotis/
vertebral arter doppler ultrasonografi yapiimisti ve normaldi.
Gorme muayenesi yapilan 33 hastaya géz dibi degerlendirmesi
yapiimig, 2 hastada peripailler atrofi saptanmis ve bir hastada
ileri hipermetropi ile astigmatizm izlenmisti. Kulak burun bogaz
bolimune konstilte edilen hastalarin 5’inde hafif derecede iletim
tipi isitme kaybi izlenirken, bir hastada dix-hallpike testinde
rotatuar nistagmus saptanmis ve benign paroksismal pozisyonel
vertigo tanisi almisti. izlemde psikiyatrik degerlendirmesi yapilan
3 hastada kaygi bozuklugu, 2 hastada ise depresyon saptandi
ve bu hastalarin antidepresan ila¢ kullanimi mevcuttu.

Tartisma: Bas donmesi yakinmasi ile pediatrik ndéroloji
klinigine basvuran ¢ocuklarda benign etiyolojik nedenler siktir.
Hastalara tani koyma asamasinda , ileri tetkik yapilacak hastalar
belirlenirken; anamnez, fizik ve nérolojik muayene bulgularn detayli
olarak degerlendirimelidir.

Anahtar Soézciikler: Bas ddénmesi, EEG ,Migren, Manyetik
rezonans goruntileme, Ortostatik Hipotansiyon, Vertigo
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Evaluation of the Clinical Features and Outcomes of Wolff-Parkinson-
White Syndrome: A 4-Year Experience at a Tertiary Center

Wolff-Parkinson-White Sendromunun Klinik Ozellikleri ve Sonuglarinin
Degerlendirilmesi: 3. Basamak Merkezin 4 Yillik Deneyimi

Yasemin OZDEMIR SAHAN, Emine Gillsah TORUN, Serhat KOCA

Department of Pediatric Cardiology, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Wolff-Parkinson-White (WPW) syndrome is a
pre-excitation syndrome characterized by symptoms such
as palpitations and presyncope. It is defined by distinctive
electrocardiographic  findings, including a shortened PR
interval, delta waves, and age-adjusted widened QRS
complexes. WPW syndrome commonly leads to atrioventricular
reciprocating tachycardia or primary atrial tachycardia. In rare
cases, atrial fibrillation may be transmitted to the ventricles via
an accessory pathway, which can result in ventricular fibrillation
and potentially sudden death. This study aimed to evaluate the
clinical features and outcomes of pediatric patients diagnosed
with WPW syndrome.

Materials and Methods: Children diagnosed with WPW
syndrome and followed at our Pediatric Cardiology Clinic
between January 2020 and July 2024 were retrospectively
reviewed. Demographic characteristics, reasons for admission,
electrocardiography (ECG), and echocardiography results were
analyzed.

Results: A total of 269 children with WPW syndrome were
included in the study. Of the participants, 60.2% (n=162) were
male. The mean age of the patients was 11.2 + 4.7 years. A
total of 141 (52.4%) patients were asymptomatic. The most
common presenting complaint was palpitations, reported by
110 (40.9%) patients. Supraventricular tachycardia (SVT) was
documented in 38 (14.2%) cases. One of these patients was a
newborn diagnosed with SVT after being investigated for fetal
tachycardia. Two patients presented with life-threatening events
(cardiac arrest and atrial fibrillation). No cardiac pathology was
detected in 69.4% of the patients. An electrophysiological study
(EPS) was performed in 242 (89.9%) patients, and successful
ablation was achieved in 233 (96.3%) of them. Recurrence
was observed in 7 of the 233 (3%) patients who underwent
successful ablation, and they underwent a second successful
ablation. No adverse events were recorded in any of the cases.

Discussion: Wolff-Parkinson-White syndrome can be
diagnosed at any age during childhood and may be incidentally
detected in asymptomatic patients. It is an important condition
to be aware of in general pediatric practice, particularly during
the evaluation of pediatric ECGs. Early detection is critical for
preventing life-threatening arrhythmias and ensuring appropriate
treatment planning.

Keywords: Child, Arrhythmia, Electrophysiological study, Pre-
excitation, Wolff-Parkinson-White syndrome
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Amag: Wolff-Parkinson-White (WPW) sendromu, bir preeksitasyon
sendromu olup, carpinti ve presenkop gibi belirtilerle karakterizedir.
Normalden kisa PR intervali, delta dalgasi ve yasa gdre geniglemis
QRS kompleksleri gibi belirgin elektrokardiyografik - bulgularla
tanimlanir, WPW sendromu, genellikle atriyoventrikUler resiprokan
tasikardi veya primer atriyal tasikardiye neden olur. Nadiren,
atriyal fibrilasyonun aksesuar yoldan ventrikillere iletiimesi
sonucu ventrikUler fibrilasyon gelisebilir ve bu durum ani dltime
yol acgabilir. Bu ¢alisma, WPW sendromu tanisi alan pediatrik
hastalarin  klinikk &zelliklerini ve sonugclarini  degerlendirmeyi
amaclamaktadir.

Gere¢ ve Yontemler: Ocak 2020 ile Temmuz 2024
tarihleri arasinda hastanemiz Cocuk Kardiyoloji Klinigi’'nde
WPW sendromu tanisi ile takip edilen ¢ocuklar retrospektif
olarak incelendi. Demografik &zellikleri, basvuru nedenleri,
elektrokardiyografi (EKG) ve ekokardiyografi sonuglar analiz
edildi.

Bulgular: Calismaya WPW sendromu olan 269 ¢ocuk dahil edildi.
CGalismaya katilan gocuklann %60.2 (n=162)'si erkekti. Hastalarn yas
ortalamasi 11.2+4.7 yildi. 141 (%52.4)'t asemptomatikti. Basvuru
sirasinda en sik gorulen sikayet carpinti 110 (%40.9)'di. Vakalarin
38 (%14.2)'sinde supraventrikller tasikardi (SVT) dékimente
ediimisti. Bu hastalardan bir tanesi fetal tasikardi nedeniyle
tetkik edilip SVT saptanan yenidogandi. iki hasta yasami tehtid
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eden olay (kardiyak arrest ve atrial fibrilasyon) ile basvurmustu.
Hastalarin %69.4’Unde kardiyak patoloji saptanmadi. Hastalarin
242 (%89.9)'una elektrofizyolojik calisma (EPS) yapildi ve EPS
proseduri uygulanan hastalarin 233 (%96.3)’'Une  basarili
ablasyon yapildi. Basarili ablasyon uygulanan 233 hastadan
7'sinde (%3) niks gozlendi ve 2. kez basarill ablasyon iglemi
yapildi. Higbir vakada olumsuz olay yasanmad.

Tartisma: Cocukluk ¢aginda Wolff-Parkinson-White sendromu
her yasta tani alabilr ve asemptomatik olarak rastlantisal
sekilde tespit edilebili. Genel pediatri pratiginde, pediatrik EKG
degerlendirmesi sirasinda dikkat ediimesi gereken 6nemli bir
hastaliktir. Bu durum, hayati tehdit eden aritmilerin énlenmesi ve
uygun tedavi planlamasi igin kritiktir.

Anahtar Soézciikler: Aritmi, Cocuk, Elektrofizyolojik calisma,
Preeksitasyon, Wolff-Parkinson-White sendromu
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The Impact of Newborn Screening on the Diagnosis and Clinical

Characteristics of Cystic Fibrosis

Yenidogan Taramasinin Kistik Fibrozis Hastaligi Tanisi ve Klinigine Etkisi
Meltem KURTUL CAKAR', Isil BILGIC', Dilber ADEMHAN TURAL'2

"Department of Pediatric Chest Diseases, Ankara Bilkent City Hospital, Ankara, TUrkiye
2Department of Pediatric Chest Diseases, Ankara Yildinm Beyazit University, Ankara, TUrkiye

ABSTRACT

Objective: Cystic fibrosis (CF) is caused by mutations in the
gene encoding the cystic fibrosis transmembrane regulator
(CFTR) protein, inherited in an autosomal recessive pattern, and
the most common genetically inherited disease in Caucasians.
Early diagnosis of the disease has been shown to favor patients’
nutrition, growth, pulmonary function, and quality of life, and
reduce mortality rates. Newborn screening, which enables early
diagnosis, is performed in many countries with biochemical
markers and genetic studies. The immune reactive trypsinogen
(IRTYVIRT protocol has been used in our country since January
2015. IRT, a pancreatic precursor enzyme, is measured in both
steps of this test. This study aimed to evaluate the effect of
newborn screening on age at diagnosis clinical and laboratory
characteristics in CF patients.

Materials and Methods: Cystic fibrosis (CF) patients
who were followed up in our hospital between 2013 and
2024 were included in the study. Demographic, clinical, and
laboratory characteristics and IRT/IRT results were analyzed
retrospectively.

Results: The study included 104 CF patients. Fifty-four
(51.9%) of the patients were female, and the median age was
7.3 (IQR; 3.5-12.0) years. The median age at diagnosis was 3.0
(IQR; 2-8.5) months. Fifty patients (48.1%) had elevated IRT
on neonatal screening, 17 (16.3%) had a sibling with CF, 23
(22.1%) had a history of pseudobartter, and 10 (9.6%) had a
history of meconium ileus in the neonatal period. Sweat chloride
test was high in 79 patients (76%), moderate in 12 patients
(11.5%), and normal in 8 patients (7.7%). Sweat chloride test
was not performed in 5 (4.8%) patients. Eighty-four patients
(80.8%) had pancreatic insufficiency. Thirty-four (33%) patients
had an F508 mutation in at least one allele. Patients with
elevated IRT were compared with patients without elevated IRT
or neonatal screening. The median age and age at diagnosis

were 4 (IQR; 3.0-6.4) years and 2.5 (IQR; 1.0-6.0) months in
the group with newborn screening (n=57) and elevated IRT
(n=50), respectively. In the group in which neonatal screening
was not performed (n=47) or IRT elevation was not detected
(n=7), the median age and age at diagnosis were 11.6 (IQR;
8.8-16.6) years and 6.0 (IQR; 3.0-12.0) months, respectively.
There was a statistically significant difference in the age at
diagnosis between the patient groups (p=0.002). The incidence
of pseudobartter in the group of patients with elevated IRT
(80.0%) was more frequent than in the group without elevated
IRT or no neonatal screening (14.8%). However, no statistically
significant difference was found between the groups (p=0.061).
No statistically significant difference was found between the two
groups in terms of gender (p=0.423), frequency of pancreatic
insufficiency (p=0.092), presence of F508 mutation (p=0.622),
frequency of having a CF sibling (p=0.701), and frequency of
history of meconium ileus (p=0.898).

Discussion: Newborn screening is effective in early diagnosis of
CF patients. Early diagnosis of the disease is known to contribute
favorably to patients’ quality of life and life expectancy.

Keywords: Cystic fibrosis, Immune reactive trypsinogen, IRT/
IRT, Newborn screening
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Amag: Kistik fibrozis (KF), kistik fibrozis transmembran regulator
(KFTR) proteinini kodlayan gendeki mutasyonlarin neden oldugu
otozomal resesif olarak kalitlan ve birgok sistemi etkileyen
beyaz irkin en sik gdrilen genetik gegigli hastaliklarindandir.
Hastaligin erken tanisinin hastalarin  beslenme, blylme ve
akciger hastaligina olumlu etkileri ile yasam kalitesinde ve yasam
beklentisinde artis, mortalitede azalma oldugu gosterilmistir.
Erken tani olanagini saglayan yenidogan tarama testleri
biyokimyasal belirtecler ve genetik calismalarla birgok Ulkede
yapiimaktadir. Ulkemizde her iki basamaginda da bir pankreas
oncl enzimi olan imman reaktif tripsinojenin (IRT) dlguldugu IRT/
IRT protokoll Ocak 2015’ten beri kullaniimaktadir. Calismamizin
amacl, merkezimizde KF ile takip edilen hastalarda yenidogan
taramasinin tani yasi, klinik ve laboratuvar 6zelliklerine etkisini
degerlendirmektir.

Gere¢ ve Yontemler: Calismamizda 2013 ve 2024 vyillar
arasinda merkezimizde KF tanisi ile takip edilen hastalarin
demografik, klinik, genetik, ter testi ve IRT/IRT sonuclarn
retrospektif olarak incelendi.

Bulgular: 2013-2024 tarihlerinde merkezimizde izlenen
104 KF’li hasta calismaya alindi. Hastalarin 54’0 (%51.9) kiz,
ortanca yaslan 7.3 (IQR; 3.5-12.0) yildi. Hastalann tani yasi
ortancasi 3.0 (IQR; 2-8.5) ayd. Elli (%48.1) hastanin yenidogan
taramasinda IRT yiksekKligi, 17 (%16.3) hastanin KF kardes
OykusU, 23 (%22.1) hastanin psddobartter gecirme dykusu, 10
(%9.6) hastanin yenidogan déneminde mekonyum ileus 6ykusu
mevcuttu. Hastalarin 79'unun (%76) ter testi yiksek, 12’sinin
(%11.5) ter testi ara deger, 8'nin (%7.7) ter testi normaldi. 5
(%4.8) hastanin ter testi degerlendirmesi yoktu. 84 hastanin
(%80.8) pankreatik yetmezligi mevcuttu. En az bir allelinde
DelF508 saptanan hasta sayisi 34 (%33)’tU.

immin reaktif tripsinojenin (IRT) yiksekligi olan hastalar ile
IRT yuksekligi olmayan ve yenidogan taramasi yapimayan
hastalar karsilastiridiginda; yenidogan taramasi yapilimis (n=57)
ve IRT ylksekligi saptanan (n=50) grubun median yas ve tani
yaslar sirasiyla 4 (IQR; 3.0-6.4) yas ve 2.5 (IQR; 1.0-6.0) ayd.
Yenidogan taramasi yaplimamis (n=47) ya da yapildiginda IRT
yUksekligi saptanmamis (n=7) grupta median yas ve tani yaslar
sirasiyla 11.6 (IQR; 8.8-16.6) yas ve 6.0 (IQR; 3.0.-12.0) ayd.
IRT yUksekligi olan hastalar ile IRT yUksekligi olmayan veya
yenidogan taramasi yapimayan hasta gruplar arasinda tani
yaslar agisindan istatistiksel anlamii farkliik saptandi (p=0.002).
IRT yuUksekligi olan hasta grubunda psddobartter gértime
sikligl (%30) IRT yuksekligi olmayan ve yenidogan taramasi
yapimayan gruptan (%14.8) daha sk gdrilmekteydi ancak
gruplar arasinda istatistiksel anlaml fark saptanmadi (p=0.061).
iki grup arasinda cinsiyet (p=0.423), pankreatik yetmezlik sikiigi
(p=0.092), DelF508 sahip olma sikiigl (p=0.622), KF kardese
sahip olma sikig (p=0.701), mekonyum ileusu 6yki siklig
(p=0.898) acisindan istatistiksel anlamli farklilik saptanmadi.

Tartisma: Kistik fibrozis (KF) hastalarinda yenidogan taramasi
hastalarin erken tani almasinda etkilidir. Hastaligin erken tani

almasl; hastalarnn yagam kalitesinin artmasini saglamakta ve
yasam beklentisi Uzerinde olumlu katkilar saglamaktadir.

Anahtar Sézciikler: Kistik fibrozis, Immiin reaktif tripsinojen,
IRT/IRT, Yenidogan tarama
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Assessment of Pediatric Emergency Department Visits Among Syrian

Children Between 2020-2022

Suriyeli Hastalarin 2020-2022 Tarihleri Arasinda Cocuk Acil Servis

Basvurularinin Degerlendirilmesi
Zeynep DINCER EZGU', Halise AKCA?

"Department of Pediatrics, Dr Sami Ulus Child Health and Diseases Training and Research Hospital ,Ankara, TUrkiye
2Department of Child Emergency Department, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: War and migration lead to significant physical
and psychological damage, particularly affecting vulnerable
populations like children. These children face health issues
stemming from financial difficulties, inadequate housing
and nutrition, lack of health services, and limited access to
medical care. While research exists on the health conditions
of immigrant children, there is a scarcity of studies focusing
on their emergency department visits. This study aimed to
analyze the demographic and clinical characteristics of Syrian
children visiting the pediatric emergency department, assess
their current health status, and aid in planning health services in
emergency settings.

Materials and Methods: The study is a descriptive and
retrospective research that includes Syrian patients under the
age of 18 who applied to the Pediatric Emergency Department
of Ankara Bilkent City Hospital between 01.01.2020 and
31.12.2021. A total of 238 813 records of admissions to the
Pediatric Emergency Department were examined using the
hospital information management system, and 3505 emergency
admissions of 2602 Syrian patients were identified. The study
collected information such as the patients’ age, gender, date
and time of admission, mode of arrival, communication problem,
chief complaint and affected system, duration of the complaint,
whether there were any re-admissions for the same complaint
within 48 hours after the first admission, presence of chronic
illness, triage level, use of hospital resources, interventions and
treatments applied in the emergency department, treatment
location, length of follow-up in the emergency department, and
treatment outcome.

Results: Of the patients who applied to our Pediatric Emergency
Department, 1.6% were Syrian children. Applications were
more frequent on weekdays (76.8%) and during working hours
(49.9%), and the rate of repeated applications was 18.6%.

The male gender ratio was 57.4%, and the average age of the
patients was 52.6 + 61.1 months. Toddlers, aged between 12-
71 months, were the majority (37.6%). According to the triage
evaluation, most patients were at level 3 of the Emergency
Severity Index (33.5%). It was found that the severity of the
disease was higher in the newborn age group, first-time
applicants, those with communication problems, those who
applied at night, and those with acute onset of complaints
(p<0.001). The most common complaints of the patients were
cough and respiratory distress, and the most affected system
was the respiratory system, followed by the gastrointestinal
system. Oxygen therapy and nebulization were the most
commonly used emergency interventions. Hospital resources
such as laboratory tests, imaging methods, and consultation
were used at a rate of about 85%. Less than an hour of follow-
up was conducted for 44.7% of the patients in the Pediatric
Emergency Service, and 70% of them were discharged from
the emergency department

Discussion: The study highlights that triage severity among
Syrian patients increases in specific age groups, particularly
neonates, and among those facing communication barriers,
or acute symptoms. Epidemiological characteristics may
differ across various regions, suggesting that each healthcare
center should analyze its own historical data, patient needs,
and conditions to tailor its services. By defining health services
according to patient profiles and identifying the characteristics of
emergency patients, the quality of care can be enhanced.

Keywords: Child, Immigrant, Migration, Pediatric Emergency
Department, Syria

0000-0002-7756-8273 : DINGER EZGU Z
0000-0003-4990-5735 : AKCA H




20 Dinger Ezgii Z and Akga H

0z

Amag: Savasin ve gdécin neden oldugu yikici etkiye maruz
kalan bireylerde fiziksel ve psikolojik birgok hasar gorilmekte ve
sUphesiz ki bu durumdan en gok savunmasiz durumda olan ve bir
yetiskine bagimii olan ¢ocuklar etkilenmektedir. Cocuklar, maddi
imkansizliklar, barinma ve beslenme sorunlari, koruyucu saglik
hizmetinden uzak kalma ve tibbi bakim olanaklarinin kisitl olmasi
gibi nedenlerle saglik sorunlarina maruz kalmaktadirlar. Gégmen
cocuklar agisindan riskli saglik durumlar ve onlarin ihtiyaglari
konusunda caligmalar literatlirde bulunmakla birlikte, acil servis
basvurularini inceleyen galismalar kisithdir. Bu galismanin amaci,
cocuk acil servisine basvuran Suriyeli hastalarnin demografik ve
klinik &zelliklerini, tetkik ve tedavi analizlerini yaparak, gb¢gmen
c¢ocuklarin mevcut saglk durumlarini ortaya koymak ve acil
servislerde saglik hizmetlerinin verimli bir sekilde planlanmasina
katki saglamaktir.

Gere¢ ve Yontemler: Calismamiz tanimlayici tipte ve geriye
dénuk bir arastirma olup, galismaya 01.01.2020 ve 31.12.2021
tarihleri arasinda Ankara Bilkent Sehir Hastanesi Cocuk Acil
Klinigi'ne bagvuran 18 yas alti Suriye uyruklu hastalar dahil
edilmistir. Hastane bilgi yonetim sistemi kullanilarak Cocuk Acil
Klinigi'ne kayrth 238 813 basvuru incelenmis ve 2602 Suriyeli
hastanin 3505 acil basvurusu belirlenmistir. Hastalarin yasi,
cinsiyeti, hastaneye basvuru tarihi ve saati, gelis sekli (ayaktan,
ambulans), iletisim sorunu, basvuru sikayeti ve etkilenen sistem,
sikayetin suresi, ilk basvurudan sonraki 48 saat icinde ayni
sikayetle mukerrer basvuru durumu, kronik hastalik varligi, triyaj
seviyesi, hastane kaynaklarinin kullanimi, acil serviste uygulanan
midahaleler ve verilen tedaviler, tedavi yeri (ayaktan, cocuk acil
gbzlem odasi, ilk degerlendirme sonrasi yatis), acil serviste takip
sUresi ve tedavi sonlanim durumu (taburcu, sevk, yatis, eksitus)
bilgileri kaydedilmistir.

Bulgular: Hastanemiz Cocuk Acil Klinigi’ne basvuran hastalarin
%1.6’sI Suriyeli cocuklardan olusmaktaydi. Bagvurular hafta igi
gUnlerde (%76.8) ve mesai saatleri icinde (%49.9) daha fazlaydi
ve tekrarlayan basgvuru orani %18.6'ti. Erkek cinsiyet orani
%57.4 ve hastalarin yas ortalamasi 52.6+61.1 aydi. Yas grubu
olarak 12-71 ay arasinda olan oyun ¢ocuklar gogunluktaydi
(%37.6). Triyaj degerlendirmesinde hastalarin cogu Acil Ciddiyet
indeksinde 3. seviyedeydi (%33.5). Yenidogan yas grubunda, ilk
basvurularda, iletisim sorunu olanlarda, gece basvuranlarda ve
sikayeti akut baslangi¢li olanlarda hastaligin ciddiyet duzeyinin
daha ylksek oldugu saptandi (p<0.001). Hastalarin en sk
sikayeti OksUruk, solunum sikintisi olup en sik etkilenen sistem
solunum sistemi sonrasinda gastrointestinal sistemdi. Acil
mudahale olarak en sik oksijen tedavisi ve nebll uygulamalari
kullanilmigtl.  Laboratuvar tetkik, goérintileme yontemi ve
konsultasyon gibi hastane kaynaklari %85 civarinda kullaniimisti.
Hastalarin %44.7’si Cocuk Acil Servisinde 1 saatten kisa sureli
takip edilip %70’i acilden taburcu edilmisti.

Tartisma: Suriyelihastalarin triyaj seviyelerinin karsilastinimasinda;
yenidogan gibi 6zellkli yas grubunun, yabanci dil kaynakil
iletisim sorunu olmasinin, yakinmalarin yeni baglangicli olmasinin
ve basvurularin ambulansla olmasinin ciddiyet arz ettigi ve

acil mudahaleye ihtiyacin fazla oldugu gosterilmistir. Degisik
bdlgelerdeki hastanelerin acil servislerine basvuran hastalarin
epidemiyolojik dzelliklerinde farkliliklar bulunabili. Bu nedenle
hizmet veren her merkezin kendi gecmis bilgilerini, intiyaglarini
ve sartlarini bilmesi ve buna goére gelecege yonelik planlamalar
yapmasl gerekir. Verilen saglik hizmetlerinin hasta profili gére
tanimlanmasi, acil hastalarin karakteristik dzelliklerinin belirlenmesi
hizmet kalitesi artiracaktr.

Anahtar Soézciikler: Cocuk, Go¢cmen, Gog, Cocuk Acil Servis,
Suriye
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Evaluation of Patients Hospitalized to the Infant Wards in Terms of

Congenital Anomalies

Sut Cocugu Servisine Yatan Hastalarin Dogumsal Anomaliler Agisindan

Degerlendirilmesi
Esra Nur EFE', Halil ibrahim YAKUT?, Esra KILIC?

'Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

°Department of Pediatrics, Ankara Bilkent City Hospital, University of Health Sciences, Ankara, Turkiye
3Department of Pediatric Genetic Diseases, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Congenital anomalies are one of the leading causes
of mortality and morbidity in infants in both developed and
developing countries. They can manifest during the prenatal
period, at birth, or later in life. The aim of this study was to
determine the frequency, type, and distribution of congenital
anomalies in children aged 1-36 months who are hospitalised, to
evaluate their possible association with etiological factors, and
to elucidate the potential relationship between hospitalizations
and congenital anomalies. Our study emphasises the necessity
of an effective surveillance system for monitoring and controlling
congenital anomalies in our country.

Materials and Methods: In this study, between November,
2023, and March, 2024, atotal of 600 patients aged 1-36 months
admitted to the Pediatric Health and Diseases departments of
Ankara Bilkent City Hospital were evaluated. Prenatal, natal,
and postnatal histories, demographic information, and physical
examination findings were recorded. Diagnostic and radiological
imaging results were retrospectively reviewed from the hospital
information management system.

Results: Among the 600 patients, isolated major anomalies
were detected in 14%, and multiple major anomalies in 16.8%.
The most common anomalies included central nervous system
anomalies (13.8% major; 44% minor), cardiovascular system
anomalies (45% major; 8.3% minor), and urinary system
anomalies (4.5% major; 25% minor). Factors such as parental
consanguinity, maternal folic acid intake, medication and smoking
history, intrauterine infections, radiation exposure, family history
of genetic disorders, multiple pregnancies, intrauterine growth
restriction, oligohydramnios, and neurodevelopmental delay
were found to increase the risk of various congenital anomalies.

Discussion: The frequency of congenital anomalies in children
aged 1-36 months admitted to the hospital is higher compared to

community-based studies. This may be due to our center being a
tertiary healthcare facility with advanced diagnostic, therapeutic,
and surgical capabilities and including patients referred from
different regions of the country. The heterogeneity of patients
and high referral volume may have led to a higher detection rate
of congenital anomalies. Additionally, easier access to imaging
and evaluation in a tertiary center may have increased the
likelihood of incidental detection of anomalies that might remain
asymptomatic throughout life. Due to our country’s lack of a
surveillance system, the frequency of congenital anomalies is
estimated based on a limited number of cases. There is no other
hospital-based surveillance study in our country that allows for a
comparison of the frequency of congenital anomalies in the infant
age group. This study highlights the epidemiological significance
of congenital anomalies and underscores the importance of
preventive strategies such as reducing consanguinity, controlling
maternal diseases, promoting folic acid supplementation,
expanding prenatal screening, ensuring vaccination during
pregnancy, and raising awareness of genetic and environmental
factors. Developing an effective registry and surveillance system
would contribute to improving health policies and public health
programs.

Keywords: Congenital anomalies, Congenital malformations,
Hospital-based surveillance, Prevalence, Teratogen
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Amac: Dogumsal anomaliler, bireyde dogumdan itibaren var
olan kusurlu embriyogenez sonucu olusan vlcut yapisi veya
islevindeki anormal olusum ve gelisim olarak tanimlanmaktadir.
Dogumsal anomaliler hem gelismis hem de gelismekte olan
Ulkelerdeki bebeklerde mortalite ve morbiditenin en dnemli
sebeplerinden  biridir.  Prenatal ddénemde, dogumda veya
yasamin ilerleyen ddnemlerinde bulgu verebilmektedir. Bu
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calismanin amaci, hastaneye yatigi olan 1-36 aylk ¢ocuklarda
dogumsal anomalilerin - sikliginin,  tipinin - ve  dagiiminin
belirlenmesi, olasi etiyolojik faktorlerle iliskisinin degerlendiriimesi
ve hospitalizasyon ile dogumsal anomaliler arasindaki olasi
iliskinin aydinlatimasidir. Calismamizda Ulkemizde dogumsal
anomalilerin izlenmesi ve Kkontroll icin etkin bir strveyans
sisteminin gerekliligi vurgulanmistir.

Gere¢ ve Yontemler: Bu calismada Ankara Bilkent Sehir
Hastanesi Cocuk Sagligi ve Hastaliklar servislerine kasim 2023-
mart 2024 tarihleri arasinda yatan 1- 36 ay yas grubundaki 600
hastada dahil edildi. Hastalarin prenatal, natal ve postnatal
OykusU, demografik bilgileri  ve fizik muayene bulgulari
kaydedildi. Hastalarin tetkik ve radyolojik gérinttleme sonugclari
hastane bilgi ydnetim sisteminden geriye donuk olarak incelendi.

Bulgular: Calismamizda yer alan 600 hastada izole majér
anomaliler %14 oraninda, coklu majér anomaliler %16.8
oraninda tespit edilmistir. En sik gdrilen anomaliler arasinda
santral sinir sistemi anomalileri (%13.8 major; %44 mindr),
kardiyovaskUler sistem anomalileri (%45 major; %8.3 mindr),
Uriner sistem anomalileri (%4.5 major; %25 mindr) yer
almaktaydi. Calismamizda ebeveynler arasindaki akrabalk
durumu, gebelikte annenin folik asit, ilag, sigara kullanim
Oykusu, intrauterin enfeksiyon ve radyasyon maruziyeti, ailede
genetik hastallk dykUsU, cogul gebelik durumu, intrauterin
gelisme geriligi, oligohidramniyoz ve néromotor gelisme geriligi
gibi faktorlerin gesitli dogumsal anomalilerin riskini artirdigi tespit
edildi.

Tartisma: Hastaneye yatan 1-36 aylk ¢ocuklarda dogumsal
anomalilerin sikligi toplum temelli calismalara kiyasla daha ytksek
bulunmustur. Bu durum, calismamizi yUrattigimuiz merkezin
UcUncl basamak bir saglk kurulusu olmasi nedeniyle ileri
tetkik, tedavi ve operasyon olanaklarina sahip olmasindan ve
Ulkenin farkll bolgelerinden sevk edilen hastalar icermesinden
kaynaklanabilir. Heterojen hasta yapisi ve yiksek sevk yogunlugu,
dogumsal anomalilerin sikiginin daha fazla tespit ediimesine yol
acmis olabilir. Ayrica Uginct basamak bir merkezde gorintileme
ve degerlendirme olanaklarina daha kolay erisim saglanmasi,
yasam boyu asemptomatik kalabilecek bazi  dogumsal
anomalilerin insidental olarak saptanma olasiligini artirmis olabilir.
Ulkemizde slirveyans sistemi olmamasi nedeni ile sinirli vaka ile
yapilan az sayida ¢alisma ile dogumsal anomalilerin Ulkemizdeki
tahmini skl belilenmektedir. Ulkemizde sit cocugu yas
grubunda dogumsal anomali sikligini kiyaslayabilecegimiz baska
hastane bazli sirveyans ¢alismasi bulunmamaktadir. Bu galisma,
dogumsal anomalilerin epidemiyolojik énemini vurgulamakta ve
akraba evliliklerinin azaltimasi, maternal hastaliklarin kontrolU,
folik asit takviyesi, prenatal taramalarin genisletilmesi, gebelikte
asllamanin  saglanmasi ve toplumsal bilincin artinimasi gibi
Onleyici  stratejilerin - Gnemini ortaya koymaktadir. Etkin  bir
kayit ve sUrveyans sistemi, saglik politikalarinin ve halk saglgi
programlarinin iyilestirilmesine katki saglayacaktir.

Anahtar Sozciikler: Dogumsal anomaliler,  Konjenital
malformasyonlar, Hastane bazli stirveyans, Prevalans, Teratojen
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Bronchial Artery Origin Changes in the Pediatric Group: Is Gender an

Important Variable?

Pediatrik Grupta Bronsial Arter Cikis Varyasyonlari: Cinsiyet Anlamh Bir

Degisken midir?
Ozge OZTURK, E. Yagiz ERTUNA, A. Merter KECELI

Department of Pediatric Radiology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: The purpose of this study was to determine the
anatomical variations of bronchial arteries (BA) in pediatric
patients using computed tomography (CT).

Materials and Methods: In our hospital, which provides
tertiary healthcare services, 150 thorax CT scans obtained from
cases under the age of 18 were evaluated retrospectively. The
origin and output levels of BA were recorded. Additionally, the
existence of differences according to gender was investigated.

Results: The average age was 72 months and 82 of the cases
were girl. A total of 340 BAs were examined. 225 of these
arteries had orthotopic origins and 114 had ectopic origins.
There were 2-4 BAs in each case. A common root emergence
was detected in fifty cases. The origin of BA was the descending
aorta in 75% of the cases and the aortic arch in 25%. No exit
from other vascular structures was observed. Output levels
were between T2-T7 vertebrae in all cases, 56% of which were
at the T5 vertebra level. The origins of the bronchial arteries
and the vertebral origin level distribution were similar in both
genders.

Discussion: In life-threatening situations such as hemoptysis,
anatomical changes of the BA, which is the acces used in
angiographic methods, should be defined. Our study supports
the results of similar studies conducted in adults. It was
determined that BA origins did not differ according to gender. BA
diameter evaluation was not used as a parameter in the young
age group due to section thickness and resolution problems
from time to time.

Keywords: Bronchial artery, Variation, Children, Gender

0z

Amagc: Calismamizn amaci c¢ocuk hastalarda bilgisayarli
tomografi (BT) kullanarak bronsiyal arterlerin (BA) anatomik
varyasyonlarinin belirlemektir.

Gerec ve Yontemler: Uciincli basamak saglik hizmeti veren
hastanemizde, 18 yas alti olgulardan elde edilen 150 toraks BT
incelemesi retrospektif olarak degerlendirilmistir. BA'in orijini,
cikis seviyeleri kaydedildi. Ayrica cinsiyete gore farkliik varlig
aragstiridi.

Bulgular: Ortalama yas 72 aydi ve olgularin 82’si kizdi. Toplam
340 BA incelendi. Bu arterlerin 225’ ortotopik, 114’0 ektopik
¢lkislydr. Her olguda 2-4 adet BA vardi. Elli olguda ortak bir
kokten cikis saptandi. BA orijini %75 olguda inen aorta, %25’
arkus aortaydi. Diger damar yapllardan c¢ikis gdrdlmemigtir.
Cikis seviyeleri %56'sI T5 vertebra dizeyinde olmak Uzere tUm
olgularda T2-T7 vertebralar arasindaydi. Brongiyal arterlerin
orijinleri, vertebral kdken duzeyi dagilimi her iki cinsiyette de
benzerdi.

Tartisma: Hemoptizi gibi hayati tehdit eden durumlarda
anjiografik yontemlerde kullanilan yol olan BA anatomik
degisiklikleri tanimlanmalidir. Calismamiz eriskinlerde yapilan
benzer calismalarin sonuclarini desteklemektedir. BA orijinlerinin
cinsiyet gore farklik gostermedigi saptanmisti. BA cap
degerlendirmesi kUgUk yas grubunda zaman zaman kesit
kalinhgr ve rezolusyon sorunlan nedeni ile parametre olarak
kullaniimamistir.

Anahtar Soézciikler: Brongsial arter, Varyasyon, Cocuklar,
Cinsiyet
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Evaluation of Pubertal Development and Affecting Factors in Pediatric
Patients with Chronic Kidney Disease

Kronik Bébrek Hastaligi Olan Cocuk Hastalarda Pubertal Gelisim ve Etkileyen

Faktdrlerin Degerlendiriimesi

Hulya Gozde ONAL', Mesut ONAL?, Hillya NALCACIOGLU®, Demet TEKCAN KARALI3

"Department of Pediatric Nephrology, Samsun Training and Research Hospital, Samsun, Turkiye
2Department of Gynecology and Obstetrics, Samsun, Ondokuz Mayis University Faculty of Medicine, Samsun, Turkiye
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ABSTRACT

Objective: In pediatric patients with chronic kidney disease
(CKD), there is a potential for growth and development, and
in some cases, pubertal delay, to occur. This study aimed
to examine the impact of CKD on growth and pubertal
development in children and adolescents, taking into account
factors such as dialysis and transplantation.

Materials and Methods: A total of 52 pediatric patients
diagnosed with stage 2-5 CKD, on predialysis, dialysis
treatment and kidney transplantation were included in the
study. Demographic information, clinical features, the renal
replacement therapy currently being administered, and pubertal
hormones were examined. Additionaly the relationship between
pubertal development was evaluated.

Results: This retrospective study included 52 pediatric CKD
patients with a mean age of 17.8 years. The mean age of onset
of CKD was 9.21 years (1-17 years). There were 22 patients in
the predialysis period (8 patients in stage 2, 9 patients in stage
3, 5 patients in stage 4), 14 patients in dialysis treatment (5
patients in peritoneal dialysis, 9 patients in hemodialysis) and
16 patients in kidney transplantation. The median duration of
peritoneal dialysis was 94.8 months (31-168 months) and the
duration of hemodialysis was 78.67 months (6-231 months).
The average age at onset of menarche was 12.79 years (9-
19 years). In hormone levels, mean follicle-stimulating hormone
(FSH) was 6.16 1U/L (1.39-22 IU/L), luteinizing hormone (LH)
was 8.27 IU/L (0.1-84 IU/L), and estradiol was 71.25 pg/mL
(1.5-8342 pg/mL). Primary amenorrhea was detected in 32.8%
of the patients. CKD stage (p=0.020, r=0.350) and age at
diagnosis (p=0.010) were shown to be significantly associated
with pubertal development. A significant difference was
observed in age at onset of menarche between patients with
kidney transplantation and patients on dialysis. (p=0.034). This
showed that transplantation appeared to have a more positive

effect on pubertal development than dialysis.Additionally, a
significant difference in the incidence of primary amenorrhea
was observed between these groups (p=0.021). This result
suggests that the incidence of primary amenorrhea may be
higher in dialysis patients than in transplantation patients.

Discussion: Factors such as CKD stage, age at diagnosis,
duration of diagnosis, transplantation and dialysis were found to
play a significant role in pubertal development. It was observed
that early-stage CKD patients had better pubertal development
than advanced-stage CKD patients. It was observed that
patients who were diagnosed earlier and received supportive
treatments had better pubertal development than patients who
were diagnosed late and had no follow-up. A long period of
time since diagnosis was found to be associated with a delay in
puberty. Transplantation has been observed to have a positive
effect on pubertal development, and the duration of dialysis has
been observed to delay the onset of puberty. Furthermore, our
findings indicate the need to minimize the duration of dialysis and
encourage early transplantation to reduce the negative effects of
long-term dialysis on growth and pubertal development.

Keywords: Chronic kidney disease, Primary amenorrhea,
Pubertal development
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Amag: Kronik bdbrek hastaligi (KBH) olan pediatrik hastalarda,
buUylme- gelisme ve pubertal gelisim gecikmesi gorulebilmektedir.
Bu calisma, cocuk ve adolesanlarda KBH'nin blylme ve
pubertal gelisim Uzerindeki etkisini, diyaliz ve transplantasyon
gibi faktorleri dikkate alarak incelemeyi amaglamistir.

Gerec ve Yontemler: Calismaya, evre 2-5 KBH tanisi alan
prediyaliz, diyaliz tedavisinde olan ve bdbrek transplantasyonlu
toplam 52 pediyatrik hasta dahil edildi. Demografik bilgiler, klinik
Ozellikler, almakta olduklari renal replasman tedavileri, pubertal
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hormonlari incelenerek, pubertal gelisim arasindaki iligkiler
degerlendirildi.

Bulgular: Bu retrospektif calismaya, ortalama yasi 17.8 olan
52 pediatrik KBH’si alindi. KBH baslangic yasinin ortalama
degeri 9.21 yil (1-17 yil)’di. Prediyaliz dénemde olan 22 hasta (8
hasta evre 2, 9 hasta evre 3, 5 hasta evre 4), diyaliz tedavisinde
14 hasta (5 hasta periton diyalizi, 9 hasta hemodiyaliz) ve 16
hasta bobrek nakli ile izlenmekteydi. Periton diyalizinin ortanca
stresi 94.8 ay (31- 168 ay) ve hemodiyalizin suresi 78.67 ay
(6-231 ay)’di. Menars baslangi¢ yasinin ortalamasi 12.79 vil (9-
19 yily’di. Hormon seviyelerinde, ortalama folikUl uyarici hormon
(FSH) 6.16 1U/L (1.39-22 IU/L), luteinlestirici hormon (LH) 8.27
IU/L (0.1-84 IU/L) ve Bstradiol 71.25 pg/mL (1.5-342 pg/mL)’di.
Hastalarin %32.8’inde primer amenore saptandi. KBH evresi
(p=0.020, r=0.350) ve tani yasinin (p=0.010) ergenlik gelisimi
Uzerinde anlamli bir sekilde iligkili oldugu gosterildi. Bobrek
nakli ve diyalizde olan hastalar arasinda menars baslangic
yasl acisindan anlamii bir farklilik gdzlendi (p=0.034). Bunun
sonucunda, transplantasyonun diyalize gore ergenlik gelisimi
Uzerinde daha olumlu bir etkisi oldugu goérutldu. Ayrica, iki farki
hasta grubu arasinda primer amenore insidansinda dnemli bir
farklilik gbézlemlenmistir (p=0.021). Bu sonug, primer amenore
insidansinin  diyaliz hastalarinda transplantasyon hastalarina
gore daha yUksek olabilecegini gdstermektedir.

Tartisma: KBH evresi, tani yagi, tani sUresi, transplantasyon
ve diyaliz gibi faktorlerin ergenlik gelisimi Uzerinde anlamli bir rol
oynadigl goértldu. Erken evre KBH hastalarinin ileri evre KBH
hastalarindan daha iyi pubertal gelisim gdsterdigi gérildu. Daha
erken tani alan ve destek tedavileri yapilan hastalarin ge¢ tani
alan takipsiz hastalara gore daha iyi pubertal gelisimleri oldugu
saptandi.Tanidan bu yana gecen uzun sUrenin, pubertedeki
gecikme ile iligkili oldugu gdruldu. Transplantasyonun ergenlik
gelisimi Uzerinde olumlu etkisi oldugu gértimus, diyaliz stresinin
ise ergenlik baglangicini - geciktirdigi  gozlenmigtir.  Ayrica,
bulgularmiz, uzun sUreli diyalizin bUydme ve ergenlik gelisimi
Uzerindeki olumsuz etkilerini azaltmak igin diyaliz stresini minimize
etmeyi ve erken transplantasyonu tesvik etmeyi gerektigine isaret
etmektedir.

Anahtar Sozciikler: Kronik bobrek hastalidi, Primer amenore,
Pubertal gelisim

Pediatric Patients with Chronic Kidney Disease
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Chronic Recurrent Multifocal Osteomyelitis: A Single-Center

Experience

Kronik RekuUrren Multifokal Osteomiyelit: Tek Merkez Deneyimi

Didem OZTURK, Banu GELIKEL ACAR

Department of Pediatric Rheumatology, Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Chronic recurrent multifocal osteomyelitis (CRMO)
is a rare autoinflammatory bone disease, characterized by
non-infectious, symmetrical subacute or chronic osteomyelitis.
Commonly affected sites include the clavicle, pelvis, vertebrae,
and metaphyses of long bones. Patients often present with
localized bone pain, worsening at night, along with swelling,
tenderness, or vertebral compression fractures. CRMO may
be associated with inflammatory bowel disease, Familial
Mediterranean Fever (FMF), spondyloarthropathies, and
dermatological disorders. This study aimed to describe the
characteristics of CRMO patients and associated diseases.

Materials and Methods: A retrospective review was
conducted of patients diagnosed with CRMO between June
2019 and August 2024 at the Pediatric Rheumatology Clinic
of Ankara Bilkent City Hospital. Demographic characteristics,
clinical and laboratory findings, treatments, and comorbidities
were analyzed.

Results: Among 36 patients, 26 (72.2%) were male, with a
median age of 11 years and 9 months (range: 4 years 4 months
- 17 years 5 months). The average duration from symptom onset
to diagnosis was 12.3 months (range: 1-54 months). Delays in
diagnosis were attributed to misdiagnosis (n=11, 16.7%), late
presentation (n=4, 11.1%), and awaiting diagnostic tests (n=6,
16.7%). All patients presented with bone-joint pain (100%),
followed by joint swelling (n=10, 27.8%), morning stiffness
(n=9, 25%), and weight loss (n=2, 5.6%). Pain was multifocal
in 28 patients (77.8%) and symmetrical in 13 (36.1%). Mean
C-reactive protein was 19.6 mg/L (range: 0-88), and mean
erythrocyte sedimentation rate was 25 mm/h (range: 5-56).
Bone biopsies (n=2) and bone marrow aspirations (n=23) were
normal. No infectious agents were detected. MRI showed bone
marrow edema in 35 (97%) patients, synovitis in 9 (25%), and
soft tissue edema in 13 (36.1%). The average number of lesions
was 7 (range: 2-17), with multifocal lesions in all patients, and

symmetrical involvement in 26 (72.2%). Commonly affected
bones included the femur (n=27, 75%), pelvis (N=25, 69.4%),
tibia (=20, 55.6%), fibula (n=12, 33.3%), vertebrae (N=9, 25%),
and clavicle (n=8, 22.2%) (Figure 1). Long bone metaphysis
and epiphysis were frequently involved together (n=15, 41.7%).
Pelvic involvement included bilateral sacroiliitis in 20 patients.
Four patients had FMF, with two diagnosed during follow-up.
All patients received NSAIDs as first-line treatment, but none
achieved remission with NSAIDs alone. Additional treatments
included methotrexate (Nn=32, 88.9%), corticosteroids (n=10,

27.8%), anti-TNF agents (n=21, 58.3%), and pamidronate
(n=2, 5.6%) .
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Figure 1: Distribution of lesions on whole body magnetic resonance
imaging of 36 patients with CRMO.

Discussion: CRMO should be considered in patients with bone-
joint pain and mild acute phase reactant elevations, particularly
when bone marrow edemais detected in long bone metaphyses.
After excluding infections and malignancies, CRMO should be
diagnosed. Persistent bone and joint pain in FMF patients should
also raise suspicion of CRMO.

Keywords: Auto-inflammatory disorder,
multifocal osteomyelitis, Osteomyelitis

Chronic recurrent
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Amacg: Kronik rekirren multifokal osteomiyelit (KRMO) kemigin
nadir gortilen otoinflamatuar hastaligidir. Enfeksiyéz olmayan,
simetrik tutulum gdsteren subakut veya kronik osteomiyelit ile
karakterizedir. Klavikula, pelvis kemikleri, vertebralar ve uzun
kemiklerin metafizleri en sik tutulan bolgelerdir. Gece artan lokal
kemik agrisi, tutulan kemikte hassasiyet, sislik, sicaklk artisi
veya vertebra tutulumunda kompresyon fraktird bagvuru nedeni
olabilir . KRMQO’ya inflamatuar barsak hastaliklari, Ailevi Akdeniz
Atesi (AAA), spondiloartropatiler ve bazi dermatolojik hastaliklar
eslik edebili. Bu galismada KRMO tanili hastalarin ézelliklerini
tanimlamak, eslik eden hastaliklar ortaya koymak amaglanmigstir.

Gerec¢ ve Yontemler: Ankara Bilkent Sehir Hastanesi Cocuk
Romatolojisi Klinigi'nde Haziran 2019 — Agustos 2024 tarihleri
arasinda KRMO tanisi ile takip edilen hastalarin dosya verileri
retrospektif olarak incelendi. Hastalarin demografik &zellikleri,
klinik ve laboratuvar bulgulari, tedavileri ve eslik eden hastaliklari
kaydedildi.

Bulgular: KRMO ile takipli 36 hastanin 26’si (%72,2) erkekti
ve ortanca basvuru yasl 11 yas 9 aydi (4 yas 4 ay- 17 yas 5
ay). ilk yakinmadan taniya kadar gecen stire ortalama 12.3 (1-
54) aydi. Tani gecikmesinin nedenleri yanlis tani (n=11, %16.7),
gec basvuru (n=4, %11.1) ve ayirici tani yapilmasi icin istenilen
tetkiklerin tamamlanmasinin beklenmesiydi (n=6, %16.7). En
sk basvuru yakinmasi kemik-eklem agrisiyken (%100) bunu
eklem sisligi (n=10, %27.8), sabah tutuklulugu (n=9, %25) ve
kilo kaybr (n=2, %5.6) izledi. Agri 28 (%77.8) hastada birden
fazla boélgede, 13 (%36.1) hastada simetrikti. Tani aninda
ortalama CRP 19.6 mg/L (0-88), ortalama ESR 25 mm/saat (5-
56) olup Iml yUksekti. Kesin taniya ulasmak ve ayirici tani icin
2 hastanin kemik biyopsisi, 23 hastanin kemik iligi aspirasyonu
degerlendirildi ve normaldi. Hastalarda osteomiyelite neden
olan enfeksiydz ajan saptanmadi. Manyetik rezonans
goéruntilemede (MRG) kemik iligi 6demi (n=35, %97), sinovit
(n=9, %25) ve komsu yumusak dokuda 6dem (n=13, %36,1)
izlendi. MRG’de tespit edilen ortalama lezyon sayisi 7 (2-17)
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Sekil 1: KRMO’lu 36 hastanin tim vicut manyetik rezonans
gorunttlemesinde lezyonlarinin dagiimi.
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olup, tim hastalarda lezyonlar multifokal, 26 (%72.2) hastada
simetrikti. Femur (n=27, %75), pelvis kemikleri (n=25, %69.4),
tibia (=20, %55.6), fibula (=12, %33.3), vertebra (n=9, %25)
ve klavikula (n=8, %22,2) en sik tutulum goérulen bolgelerdi (Sekil
1). Uzun kemiklerde en sik metafiz ve epifiz beraber tutulumu
izlendi (n=15, %41.7). Sadece metafizin tutuldugu 7 (%19.4)
hasta, diyafiz-epifiz ve metafizin beraber tutuldugu 4 (%11.1)
hasta bulunmaktaydi. Pelvis tutulumu olan 25 hastanin 20’sinde
bilateral sakroiliit vardi. iki (%5.6) hasta AAA tanil olup, iki hasta
takipleri sirasinda AAA tanisi aldi. Diger 32 (%94.6) KRMO
hastasinda eslik eden hastallk saptanmadi. Tum hastalara ilk
tedavi olarak nonsteroid antiinflamatuar ilac (NSAI) baslandi.
Yalnizca NSAIi ile remisyona ulasan hasta olmadi, Metotreksat
(=32, %88.9), kortikosteroid (n=10, %27.8), anti-TNF ilaglar
(n=21, %58.3) ve pamidronat (n=2, %5.6) kullaniimasi gerekti.

Tartisma: Kemik, eklem agrisi ve akut faz reaktanlarinda iimli
yUkseklik olan hastalarda 6zellikle uzun kemiklerin metafiz
bdlgesinde kemik iligi ddemi saptanirsa KRMO ayirici tanida
dustinudlmelidir.  Osteomiyelit tablosu olusturan enfeksiyon,
malignite gibi diger durumlar dislandiktan sonra KRMO tanisi
konulmalidir. Ayrica Ulkemizde sik gortlen AAA'da hastalikla
uyumlu olmayan inat¢i kemik ve eklem agnsinda KRMO
arastinimalidir.

Anahtar Sézciikler: Otoinflamatuar hastalik, Kronik rekUrren
multifokal osteomiyelit, Osteomiyelit
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The Clinical and Genetic Analysis of Seven Cases with Sotos

Syndrome

Sotos Sendromlu Yedi Olgunun Klinik ve Genetik Analizi
Yusuf Kemal CAGATAY SEYMEN', Emre SANRI', Aslihan SANRI?

"Department of Pediatrics, Samsun University Faculty of Medicine, Samsun, TUrkiye
°Department of Pediatrics, Samsun Training and Research Hospital, Samsun, TUrkiye

ABSTRACT

Objective: Sotos syndrome is characterized by a distinctive
facial appearance (including a broad and prominent forehead,
dolichocephaly, sparse frontotemporal hair, downward-
slanting palpebral fissures, an elongated narrow face, and
an elongated jaw), developmental delay, varying degrees of
intellectual disability, learning difficulties, and excessive growth
(height and head circumference =2 SD above the mean).
Other significant findings include behavioral issues like autism
spectrum disorders, advanced bone age, cardiac anomalies,
scoliosis, seizures, joint laxity, and pes planus. Diagnosis of
Sotos syndrome is confirmed by identifying a heterozygous
pathogenic mutation in the NSD1 gene or a deletion involving
the NSD1 gene. In this study, we retrospectively compiled the
clinical findings and genetic analysis results of seven patients
diagnosed with Sotos syndrome.

Materials and Methods: Data from patients diagnosed with
Sotos syndrome who presented with various complaints to our
pediatric genetics clinic were retrospectively reviewed from their
medical records.

Results: The median age at diagnosis for the seven patients
with Sotos syndrome was 6 years and 4 months (2 years 10
months - 11 years 7 months). Three patients were female and
4 were male, with a male-to-female ratio of 1.3. The presenting
complaints included neurodevelopmental delay in five patients,
autism in one patient, and excessive growth in one patient.
Excessive growth was present in 6 patients, while the remaining
patient had height at the 90™ percentile and head circumference
at the 85" percentile. Craniosynostosis (trigonocephaly) was
detected in one patient. All patients exhibited the characteristic
facial appearance associated with Sotos syndrome (broad and
prominent forehead, elongated face, elongated jaw). Strabismus
was observed in three patients, scoliosis in one, and pes planus
in one. Cardiac anomalies were identified in three patients (two
with patent foramen ovale, one with atrial septal aneurysm,

secundum atrial septal defect, and mild ascending aorta
dilation). Cranial imaging revealed enlargement of the third and
lateral ventricles on MRI in one patient, while brain MRIs of the
other patients were normal. Advanced bone age was noted in
five patients, while two patients were not assessed. All patients
had varying degrees of neurodevelopmental delay. Three
patients were diagnosed with autism spectrum disorder. One
patient was followed up for epilepsy. Heterozygous mutations in
the NSD1 gene were detected in all patients, with no deletions.
Four mutations were classified as pathogenic, and three as
likely pathogenic. The three likely pathogenic mutations were
novel and had not been previously reported. The mutations
included three nonsense, two frameshift, one missense, and
one insertion mutation. Parental analysis indicated that all
mutations were de novo.

Conclusion: All our patients exhibited the cardinal features of
Sotos syndrome, including the characteristic facial appearance
and neurodevelopmental delay, with excessive growth detected
in six patients. Additional findings such as cardiac problems,
strabismus, and craniosynostosis demonstrate the broad
spectrum of Sotos syndrome. Clinical features play a key role in
recognizing the condition of physicians. Early diagnosis of Sotos
syndrome is crucial for monitoring growth and developmental
processes. Early diagnosis enables a multidisciplinary approach,
enhancing rehabilitation and support for affected children.

Keywords: NSD1, Overgrowth, Sotos sydrome
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Amagc: Sotos sendromu karakteristik yliz gérinimu (genis ve
belirgin alin, dolikosefali, seyrek frontotemporal sag, asagl egik
palpebral fisslrler, uzun dar yUz, uzun ¢ene gibi), gelisimsel
gerilik, hafiften agira zihinsel yetersizlik, grenme guglugu ve asin
blylme (boy ve/veya bas cevresinin ortalamadan =2 SD fazla
olmasi) ile karakterize bir sendromdur. Diger dnemli bulgular
arasinda otizm spektrum bozuklugu gibi davranis problemleri,
ileri kemik yasl, kardiyak anomaliler, skolyoz, nébetler, eklem
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laksitesi ve pes planus yer almaktadir. Sotos sendromu tanisi
NSD1 geninde heterozigot patojenik bir mutasyonun ya da
NSD1 genini iceren delesyonun gosterimesi ile konur. Biz bu
calismada Sotos sendromu tanisi ile izledigimiz yedi hastanin
klinik bulgularini ve genetik analiz sonuglarini retrospektif olarak
derledik.

Gere¢ ve Yontemler: Cocuk genetik Klinigimize cesitli
sikayetlerle basvuran Sotos sendromu tanisi almis hastalarin
verileri hasta dosyalarindan retrospektif olarak incelenmistir.

Bulgular: Sotos sendromu tanisi ile izlenen yedi hastanin
ortanca tani alma yasl 6 yil 4 ay (2 yil 10 ay- 11 yil 7 ay)’du.
Hastalarin 3’0 kiz, 4’0 erkekti. Erkek/kiz orani 1.3't0. Hastalarin
basvuru sikayetleri bes hastada ndromotor gelisim geriligi,
bir hastada otizm ve bir hastada asin blyUmeydi. Hastalarin
©’'sinda asir blylme mevcuttu. Geriye kalan hastanin boyu
90 persentilde ve bas cevresi 85 persentildeydi. Bir hastada
kraniyosinostoz (trigonosefal) saptandi. TUm hastalarda Sotos
sendromu iligkili karakteristik ylUz goériniimd (genis ve belirgin
alin, uzun yiiz, uzun gene) mevcuttu. Ug hastada strabismus,
bir hastada skolyoz ve bir hastada pes planus vardi. Ug hastada
kardiyak anomali saptandi (iki hastada patent foramen ovale, bir
hastada atriyal septal anevrizma, sekundum atriyal septal defekt
ve asendan aortada hafif genigsleme). Kraniyal gorinttlemede
bir hastada beyin MR’da 3. ventrikll ve lateral ventrikil genis
bulunurken, diger hastalarin beyin MR’lari normaldi. Kemik yasi
bes hasta ileri bulunurken, iki hastada degerlendiriimemigti.
TUm hastalarda cesitli derecelerde néromotor gelisim geriligi
mevcuttu. Ug hasta otizm spektrum bozuklugu tanisi almisti.
Bir hasta epilepsi nedeni ile takip edilmekteydi. Hastalarin
timdnde NSD1 geninde heterozigot mutasyon saptand..
Delesyon olan hasta yoktu. Mutasyonlarin dérdl patojenik
ve Ucgl olasl patojenikti. Olasi patojenik U¢ mutasyon daha
once bildirilmemisti. Mutasyonlarin Ug¢U anlamsiz, ikisi cerceve
kaymasi, biri yanlig anlamli ve biri de insersiyon mutasyonuydu.
Ebeveyn analizi sonucu tumu de novo olarak degerlendirildi.

Tartisma: Hastalanmizin timdnde sendromun kardinal bulgulari
olan karakteristik ylz goérinimu ve néromotor gelisim geriligi
mevcutken agsin blydme alt hastada saptanmisti. Bunlar
disinda kardiyak problemler, strabismus, kraniyosinostoz gibi ek
bulgular, Sotos sendromunun genis bir spektrumda seyrettigini
gbstermektedir. Klinik bulgular hastaligin  hekimler tarafindan
taninmasinda anahtar rol oynamaktadir. Sotos sendromunun
erken tanisi, hastalarin buytme ve gelisim sUreclerinin izlenmesi
acisindan kritik 6neme sahiptir. Erken tani ile multidisipliner bir
yaklasim saglanabili, bdylece cocuklarin rehabilitasyonu ve
destegi artinlabilir.

Anahtar Sézciikler: NSD1, Asiri blyUime, Sotos sendromu

Sotos Syndrome
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Anxiety and Status of Functional Constipation in Mothers of Infants

with Defecation Difficulties

Digkilama Zorlugu Olan Bebeklerin Annelerindeki Anksiyete ve Fonksiyonel

Kabizlik Durumlari

Esra AKBULUT?', Aysel UNLUSOY AKSU?

"Department of Pediatrics, Ankara Bilkent City Hospital, University of Health Sciences, Ankara, TUrkiye
°Department of Pediatric Gastroenterology, Ankara Bilkent City Hospital, University of Health Sciences, Ankara, Turkiye

ABSTRACT

Objective: In this study, we investigated the factors associated
with anxiety and functional constipation in mothers of infants
under one year of age who presented with difficulty in
defecation without organic pathology and the infant’s difficulty
in defecation.

Materials and Methods: Between March 1, 2023, and
March 1, 2024, a questionnaire consisting of 39 questions was
administered to the mothers of 350 infants under one year of
age presenting with difficulty in defecation and without organic
pathology. The presence of constipation-predominant irritable
bowel syndrome and functional constipation in mothers was
assessed according to the Rome IV criteria, while anxiety
levels were evaluated using the STAI. Statistical comparisons
were made on demographic information, infant defecation
characteristics, feeding status, iron supplementation,
medication use, and any history of defecation difficulties
in siblings based on the presence of maternal anxiety and
functional constipation.

Results: Anxiety was identified in the mothers of 125 (35.7%)
infants with difficulty in defecation, functional constipation in
the mothers of 87 (24.8%) infants, and constipation-dominant
irritable bowel syndrome in the mothers of 5 (1.4%) infants. The
findings revealed that as maternal age increased and when the
mother’s education level was at the university level or above,
the rate of anxiety was markedly higher (p<0.050). Furthermore,
an elevated maternal age and the presence of three or more
offspring were linked to an increased prevalence of functional
constipation (p < 0.050).

A higher rate of anxiety was observed in the mothers of infants
aged two months or older (p<0.05). Straining and crying for at
least 10 minutes before defecation were present in 326 cases
(93.1%), while relaxation with defecation was noted in 324 cases
(92.5%). The mothers of infants who exhibited a reduction in

distress when exposed to the sounds of a car, vacuum cleaner,
or hairdryer, as well as those with a sibling history of defecation
difficulties, demonstrated a higher prevalence of anxiety and
functional constipation (p<0.050). Anal fissures were identified
in 78 cases (22.2%), and mothers of infants without anal
fissures exhibited elevated anxiety levels (p<0.05). Furthermore,
mothers of infants not using iron supplementation, probiotics,
or lactulose for defecation difficulties demonstrated higher
anxiety levels (p<0.050). The presence of anxiety in mothers
was found to be associated with functional constipation at a
rate of 35.8%.

Discussion: The following factors have been identified as being
associated with an increased likelihood of maternal anxiety in
infants with defecation difficulties: maternal age of 25 years or
older, maternal possession of a college degree, infantile defecation
difficulties persisting for a period of two months or longer, the
absence of an anal fissure in the infant, and the absence of any
other underlying conditions, such as iron deficiency or lactulose
use. The prevalence of functional constipation was found to be
higher among mothers of infants with defecation difficulties when
the mothers were 25 years of age or older, had three or more
children, did not administer iron supplements to their infants,
and had siblings with defecation difficulties. In the diagnosis and
treatment of infantile defecation difficulties, it is crucial to identify
the associated factors, alleviate parental anxiety, elucidate the
underlying disease processes, and provide comprehensive
explanations to parents to facilitate appropriate treatment and
reduce the frequency of hospital admissions.

Keywords: Anxiety, infants,
constipation, Mother

Defecation in Functional
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Amag: Bu calismada, bir yas altinda organik patolojisi olmayan
diskilamada zorluk sikayeti ile basvuran bebeklerin annelerinde
anksiyete ve fonksiyonel kabizlik durumlari ile bebegin diskilama
zorlugu iligkili etkenler arastiridi.

Gere¢ ve Yontemler: 1 Mart 2023 ve 1 Mart 2024 arasinda
diskilamada zorluk sikayeti ile basvuran, organik bir patolojisi
olmayan bir yas alti 350 bebegin annelerine toplam 39 sorudan
olusan anket uygulandi. Bebeklerin annelerinde baskin irritabl
bagirsak sendromu ve fonksiyonel kabizlk varlg Roma IV
kriterlerine gbre ve anksiyete durumu STAI Olgegine gbre
degerlendirildi. Demografik bilgiler, bebegin diskilama 6zellikleri,
bebegin beslenme durumu, bebegin demir takviyesi ve ilag
kullanma durumu ve kardeste diskilamada zorluk &ykusu
annede anksiyete varligl ve annede fonksiyonel kabizlik varlig
durumlarina goére analiz edildi.

Bulgular: Digklamada zorluk sikayeti olan 125 (%35.7)
bebegin annesinde anksiyete, 87 (%24.8) bebegin annesinde
fonksiyonel kabizlk, 5 (%1.4) bebegin annesinde kabizlik
baskin irritabl bagirsak sendromu oldugu belirlendi. Diskilama
zorlugu olan bebeklerin anne yasi artikga ve anne egitim durumu
Universite ve Uzerinde ise anksiyete oraninin daha fazla oldugu
belirlendi (p<0.050). Ayrica, artmis anne yasl ve (¢ veya daha
fazla cocugun varligi, fonksiyonel kabizlik oraninin artmasiyla
iliskilendirildi (p<0.050).

Digkilama zorlugu yasayan 2 aylik ve Uzeri bebegdi olan annelerde
anksiyete orani daha fazla bulunmustur (p<0.050). Hastalarin
326 (%93.1)'inde diskilama déncesi en az 10 dakika stren ikinma
ve aglama ve 324 (%92.5)'inde diskilama ile rahatlama vardi.
Araba, siipUrge ve sa¢ kurutma sesiyle rahatlayan ve kardesinde
diskilama zorlugu 6yktsU olan bebeklerin annelerinde anksiyete
ve fonksiyonel kabizlk daha fazla bulundu (p<0.050). Anal
fisslr %22.2 (n=78) oraninda saptandi ve anal fisstrt
olmayanlarin annelerinde anksiyetenin daha yUksek oldugu
gorlldi (p<0.050). Demir takviyesi kullanmayanlarin, digkilama
zorlugu igin probiyotik ve laktuloz kullanmayanlarin annelerinde
anksiyete daha fazla bulundu (p<0.050). Annede anksiyete
varliginin %35.8 oraninda annede fonksiyonel kabizliga neden
oldugu saptand.

Tartisma: Digkilama gucligu olan bebeklerde annenin anksiyete
yasama olasiiginin artmasiyla iligkili oldugu belirlenen faktorler
sunlardir: annenin 25 yas veya Uzerinde olmasi, annenin tniversite
mezunu olmasi, infantil diskilama gtcluginin iki ay veya daha
uzun bir stire devam etmesi, bebekte anal fissUr olmamasi ve
demir eksikligi veya laktuloz kullanimi gibi altta yatan baska bir
durumun olmamasi. Digkilama gucligu olan bebeklerin anneleri
arasinda fonksiyonel kabizlik orani, annelerin 25 yas ve Uzerinde
olmasi, U¢ veya daha fazla cocuga sahip olmasi, bebeklerine
demir takviyesi yapmamasi ve digkilama gugligu olan kardeslere
sahip olmasi durumunda daha yUksek bulunmustur. Bebeklerde
diskilama zorlugu tani ve tedavi yaklasiminda diskilama zorlugu ile
iliskili etkenlerin saptanmasi, ebeveyn kaygisini azaltma, hastaligin

Anxiety and status of functional 31

etkenlerini ve gelisimini ebeveynlere anlatmak hem dogru tedavi
hem de sik hastane bagvurularini azaltmak adina énem tagir.

Anahtar Soézciikler: Anksiyete, Bebeklerde disklama, Fonksiyonel
kabizlik, Anne
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Evaluation of Clinical and Laboratory Data of Patients Hospitalized due

to Influenza Infection

Influenza Enfeksiyonu Nedeniyle Yatan Hastalarin Klinik ve Laboratuvar

Verilerinin Degerlendirilmesi
Gamze Nur GULER, Furkan KALAYCI
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ABSTRACT

Objective: Influenza is a single-stranded RNA virus belonging
to the Orthomyxoviridae family. It manifests with symptoms
such as fever, chills, myalgia, headache, cough, sore throat,
runny nose, malaise, and muscle pain. The virus is transmitted
via respiratory droplets. Depending on various parameters
such as the patient’s age, gender, and the presence of chronic
diseases, influenza can present as either asymptomatic or
symptomatic in diverse clinical settings. This study evaluated
the clinical manifestations, follow-up, and treatment processes
of children who tested positive for influenza.

Materials and Methods: This study was conducted at
the Ankara Bilkent City Hospital Children Hospital between
January 2021 and March 2024, involving hospitalized patients.
Patients who tested positive for influenza in the respiratory
viral panel were retrospectively evaluated based on their
presenting symptoms, hospitalization locations, invasive/non-
invasive ventilation support, length of hospital stay, treatments,
laboratory, and radiological findings. Patients with multiple
viruses detected in the respiratory viral panel or with incomplete
data were excluded from the study.

Results: A total of 441 patients who tested positive for
influenza in the respiratory viral panel and were hospitalized
were included in the study. The median age was 5 years (IQR
3-9 years). Among the patients, 59% (n=260) were male.
The most frequent occurrence was during the winter season
at 72.3% (n=319), followed by spring at 20% and autumn
at 7.7%. No cases were identified in the summer. Fever was
observed in 83% (n=366) of the patients, cough in 49%
(n=219), and desaturation in 32% (n=145). In the study group,
89.8% (n=396) were monitored in the emergency department,
while 10.2% (n=45) were followed in the intensive care unit.
The average length of stay in the emergency department was
7.55+11.85 days , and in the intensive care unit, it was 21.09+
36.28 days. The overall average length of hospital stay was

10.67+ 20.78 days. All patients received oxygen support,
with 4.5% (n=20) being intubated, 7.9% (n=35) receiving non-
invasive mechanical ventilation, and 3.6% (n=16) managed with
high-flow nasal cannula. Antibiotics were initiated in 65% of the
patients, and oseltamivir was administered to 84.1%. Chest
X-rays revealed lung infiltrates in 59.2% (n=261), lobe infiltrates
in 2.3% (n=20), pleural effusion in 13 patients, atelectasis in 17
patients, pneumothorax in 2 patients, and pneumomediastinum
in 2 patients. Chronic diseases were present in 29.3% (n=134)
of the patients, with the most frequent being neurometabolic/
neurological disorders at 10.4% (n=46). It was analysed that six
(%1.4) patients died because of influenza infection.

Discussion: Influenza virus is a significant source of morbidity
and mortality in children, particularly during the winter months.
In patients presenting with fever and cough accompanied by
respiratory distress, influenza should be considered as a potential
etiological agent. Initiating oseltamivir treatment early in patients
with strong clinical suspicion can effectively reduce morbidity
and mortality.

Keywords: Child, Influenza, Pneumonia, Respiratory tract
infection
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Amag: influenza, Orthomyxoviridae ailesinde yer alan tek sarmall
bir RNA virGsudur. Ates, titreme, kas agrilari, bas agrsi, 6ksurik,
bogaz agrisi, burun akintisi, halsizlik ve myalji gibi belirtilerle
goraldr. Damlacik yolu ile bulasir. Hastanin yagi cinsiyeti, kronik
hastaligin mevcut olmasi gibi farkli parametrelere bagl olarak
asemptomatik veya semptomatik cesitli kliniklerde karsimiza
¢ikabili. Bu calismada influenza pozitifligi saptanan cocuklarin
klinik bulgulan takip ve tedavi strecleri degerlendiriimigtir.

Gerec ve Yontemler: Calisma Ankara Bilkent Sehir Hastanesi
Cocuk Hastanesi’nde Ocak 2021- Mart 2024 tarihleri arasinda
yatan hastalarla gerceklestirildi. Solunum yolu viral panelinde
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influenza pozitifligi saptanan hastalarn bagvuru semptomilari,
yatis yerleri, invaziv/noninvaziv ventilasyon destegi, yatis gunleri,
tedavileri, laboratuvar ve radyolojik bulgular retrospektif olarak
degerlendirildi. Solunum yolu viral panel sonucunda birden fazla
virls saptanan, veya verileri eksik olan hastalar galisma disinda
birakildr.

Bulgular: Calismaya solunum yolu viral panelinde influenza
pozitifligi ve hastane yatigi olan 441 hasta dahil edildi. Yas
ortancasi 5 (IQR 3-9 yas) olarak saptandi. Hastalarin %59’u
(n=260) erkekti. En sk %72.3 (n=319) oraninda kis mevsiminde
gorUlurken ve sirasiyla ilkbahar (%20) ve sonbahar (%7.7)
oldugu saptandi. Yaz mevsiminde gorllmedigi saptand.
Hastalarin  %83’Unde (n=366) ates, %49’unda (n= 219)
Oksurik, %32’sinde (n=145) saturasyon dusukligu izlendi.
Calisma grubunun 9%89.8'i (n=396) serviste takip edilirken,
%10.2’si (n=45) yogun bakim Unitesinde izlendigi goéruldu.
Servis yatis gun ortalamasi 7.55+11.85 ve yogun bakim Unitesi
yatis ortalamasi 21.09+36.28 olarak tespit edildi. Toplam yatis
gun sayi ortalamasi ise 10.67+20.78 olarak izlendi. Hastalarin
tamami oksijen destegi alirken, %4.5’inin (n=20) entube takip
edildigi, hastalarin %7.9 (n=35) non invaziv mekanik ventilator
ile izlendigi %3.6'sinin (N=16) yuksek akiml nazal kandl ile
izlendigi tespit edildi. Hastalarin %65’ine yatisinda antibiyotik
baglanirken, %84.1’ine oseltamivir baslandigi tespit edildi.
Akciger grafisinde %59.2 (n=261) akciger infiltrasyonu, %2.3
(n=20) lober infiltrasyon oldugu saptandi. Onli¢ hastada plevral
efflizyon, 17 hastada atelektazi, iki hastada pnémotoraks, iki
hastada pnémomediastinum saptandi. Hastalarin %29.3’linde
(n=134) kronik hastallk mevcut iken en sk %10.4 (n=46)
oraninda nérometabolik/nérolojik hastallk  6ykist  oldugu
saptandi. Altisinin (%1.4) influenza enfeksiyonu nedeniyle exitus
oldugu tespit edildi.

Tartisma: influenza vir(isti ¢zellikle kis aylarnda gocuklarda ciddi
morbidite ve mortaliteye neden olmaktadir. Bagvuru sirasinda ates
ve Okslrtk sikayeti ile birlikte solunum sikintisi olan hastalarda
etken olarak influenza virist dusuntlmelidir. Erken ddnemde
ciddi sUphelenilen hastalara oseltamivir tedavisi baslanmasi
morbidite ve mortaliteyi azaltmada etkili olacaktir.

Anahtar Soézciikler: Cocuk, influenza, Pnémoni, Solunum yolu
enfeksiyonu

Influenza Infection
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Evaluation of Patients with Juvenile Psoriatic Arthritis
Juvenil Psdriatik Artrit Hastalarinin Degerlendiriimesi

Dorukcan ALKAN, Emine Nur SUNAR YAYLA

Department of Pediatric Rheumatology, Ankara Etlik City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Juvenile psoriatic arthritis (JPsA) is a relatively rare
condition in childhood as it represents approximately 5% of the
whole Juvenile Idiopathic Arthritis (JIA) population. According
to International League of Associations of Rheumatology (ILAR)
classification, JPsA is defined by the association of arthritis and
psoriasis or, in the absence of typical psoriatic lesions, with at
least two of the following: dactylitis, nail pitting, onycholysis
or family history of psoriasis in a first-degree relative. In this
study, we aimed to investigate the demographic and clinical
characteristics of patients with Juvenile PsA and to compare
the clinical, laboratory and treatment characteristics in children
with axial and peripheral PsA.

Materials and Methods: Patients diagnosed with psoriatic
arthritis who applied to our clinic between March 2018-
September 2024 were included in the study. Demographic
data, radiological imaging, laboratory parameters, drugs used
and response to treatment of the patients were examined.
Patients were divided into two groups according to axial and
peripheral joint involvement. Demographic, clinical, laboratory
and treatment characteristics were compared between the
groups.

Results: Among 22 patients included in the study, 50% were
male. The median age at diagnosis was 152 months. Psoriasis
was present in 81.8% of the patients at diagnosis, while it was
detected in 9% during follow-up. Psoriasis was present in first-
degree relatives of 22.7% of the patients. Axial joint involvement
was seen in 27.3% of the patients Antinuclear antibody (ANA)
test was performed in 18 (81.8%) patients and was found
positive in 10 (55.6%). Treatment was started with non-steroidal
anti-inflammatory drug (NSAID) in 45.5% of the patients and
with  conventional disease-modifying anti-rheumatic drug
csDMARD in 54.5% of the patients. It was observed that
the initial csDMARD selected was methotrexate (MTX) in all
patients. It was determined that 59% of the patients used
biological DMARD (bDMARD). Among the patients (n=13) who
used bDMARDs, 1 (7.7%) preferred etanercept and 12 (92.3%)

preferred adalimumab. When the patients were divided into
two groups according to axial and peripheral joint involvement,
peripheral joint involvement was found more frequently in males
(p=0.040) and in those with ANA positivity (p=0.010), while axial
joint involvement was found more frequently in those with low
back pain (p=0.030) and in those with a history of psoriasis in
first-degree relatives (p=0.004).

Discussion: A statistically significant relationship was found
between peripheral joint involvement and male gender in our
study. This may be related to the change in classification in
favor of enthesitis-related arthritis in the presence of axial joint
involvement in boys . Psoriasis history in first-degree relatives is
one of the classification criteria to be used when psoriasis is not
accompanied by arthritis according to the ILAR classification.
Since the classification may change in favor of enthesitis-related
arthritis when there is axial involvement but no family history, the
relationship between family history and axial joint involverment in
the existing JPsA diagnosis can be explained. Clinical findings,
treatment durations and remission periods of patients with
axial and peripheral joint involvement were found to be similar.
Although it is known that the prognosis is worse in the axial
group.

Keywords: Anti nuclear antibody, Juvenile psoriatic arthritis
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Amag: Juvenil psoriatik artrit (JPsA), juvenil idiyopatik artritlerin
(JiA) yaklasik %5’ini olusturmaktadir. International League of
Associations of Rheumatology (ILAR) siniflamasina gére JPsA
artrit ve psoriazisin  birlikteligi veya psoriazisin yoklugunda
artrite  daktilit, trnakta pitting, onikolizis ve birinci derece
akrabalarda psoriazis bulgularindan en az ikisinin eslik etmesi
olarak tanmlanmaktadir. Bu ¢alismada Juvenil PSA'll hastalarin
demografik ve klinik 6zelliklerini arastirmayi ayrica aksiyel ve
periferik PSA'll cocuklarda Klinik, laboratuar ve tedavi 6zelliklerini
karsilastirmayi amagladik.

Gerec ve Yontemler: Klinigimize Mart 2018- EylUl 2024 tarihleri
arasinda basvuran psoriatik artrit tanili hastalar ¢alismaya dahil
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edildi. Hastalarin demografik verileri, radyolojik gértnttlemeleri,
laboratuvar parametreleri, kullanilan ilaglar ve tedaviye yanitlari
incelendi. Hastalar aksiyal ve periferik eklem tutulumuna gére iki
gruba ayrildi. Gruplar arasinda demografik, klinik, laboratuvar ve
tedavi 6zellikleri karsilagtirid.

Bulgular: Calismaya dahil edilen 22 hastanin %50’si erkekti.
Hastalarin tani alma vyaglar ortanca 152 aydi. Hastalarin
%81.8'inde psodriazis tani aninda mevcutken  %9’unda
takipte ortaya cikmisti. Hastalarin %22.7’sinin birinci derece
akrabalarinda psoriazis mevcuttu. Aksiyel eklem tutulumu
hastalarin %27.3’Unde gortldu. Hastalarin 18 (%81.8)’inde
anti nudkleer antikor (ANA) testi calisildi ve 10 (%55.6)’'unda
pozitif saptandi. Hastalarin %45.5’inde tedaviye non steroid
anti inflammatuar ilag (NSAI) %54.5’indeyse konvansiyonel
hastalik modifiye edici anti romatizmal ilag (tkDMARD) ile
baslandigr géruldi. tkDMARD olarak segcilen ilag metotreksatt.
Hastalarin %59’unda biyolojik DMARD (bDMARD) kullanildigi
saptandi. bDMARD kullanilan hastalarin (n=13) 1(%7.7)’inde
etanersept,12’sinde (%92.3) adalimumab tercih edildigi goruldu.
Hastalar aksiyal ve periferik eklem tutulumuna gére iki gruba
ayrildiginda periferik eklem tutulumu, erkeklerde (p=0.040) ve
ANA pozitifligi olanlarda (p=0.010) daha sik bulunurken aksiyel
eklem tutulumu bel agrisi olanlarda (p=0.030) ve birinci derece
akrabalarda psoriazis 6ykUsl olanlarda (p=0.004) daha sik
olarak bulundu.

Tartisma: Calismamizda periferik eklem tutulumu ile erkek
cinsiyet arasinda istatistiksel olarak anlamli iliski saptanmuistir.
Bu durum erkek ¢ocuklarinda aksiyel eklem tutulumu varliginda
siniflamanin entezit iligkili artrit lehine degismesiyle iligkili olabilir.
Birinci derece akrabalarda psoriazis dykusu ILAR siniflamasina
gbre artritin yanina psoriazis eslik etmediginde kullanilacak
siniflama kriterlerinden biridir. Aksiyel tutulum varken aile dykusu
olmadiginda siniflama entezit iligkili artrit lehine degisebileceginden
var olan JPsA tanisinda aile dyktsunun aksiyel eklem tutulumu
ile iliskisi agiklanabilir. Aksiyal ve periferik eklem tutulumu olan
hastalann klinik bulgular, tedavi sUreleri ve remisyon sUreleri
benzer saptanmigtr. Aksiyal grupta prognozun daha kotu
seyrettigi bilinse de bu da iki grup arasinda prognozun benzer
olmasi tani gecikmesinin benzer olmasi ile agiklanabilir.

Anahtar Sozciikler: Anti nUkleer antikor, Juvenil psoriatik artrit

Juvenile Psoriatic Arthritis
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Complementary and Alternative Medicine Practices Used by Parents

of Children with Allergic Rhinitis

Alerjik Rinit Tanili Cocuklarin Ebeveyenleri Tarafindan Bagvurulan Tamamlayici

ve Alternatif Tip Uygulamalari

Funda AYTEKIN GUVENIR, Gékhan YORUSUN, Ragip DERE, Zeynep Sengll EMEKSIZ

Department of Pediatric Immunology and Allergy, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Allergic rhinitis that has negative effects on sleep,
academic success, and quality of life is a common disease in
childhood. A lengthy treatment period, apprehension regarding
potential adverse effects of pharmaceuticals, and instances
of unsuccessful treatment may prompt patients and their
guardians to pursue alternative forms of medicine, such as
those classified as complementary and alternative medicine
(CAM). The aim of this study was to investigate the frequency of
CAM application, the methods used and the reasons for their
application in pediatric patients with allergic rhinitis through
their parents.

Materials and Methods: The study was conducted at Ankara
Bilkent City Hospital Pediatric Immunology and Allergy Clinic
between July 2024 and September 2024. The study form
prepared to evaluate CAM applications was applied to the
parents of children with allergic rhinitis.

Results: A total of 167 patients and their parents were included
in the study. Total of 64.7% of the patients were male, and the
mean age was 10.9+3.7 years (min-max 4-18 years). Eighty-
three (49.7%) patients stated that they had used CAM methods
at least once. The 42 (50.6%) of those who used CAM thought
that they had benefited from this treatment. And also 7 (8.4%)
had used CAM methods for other diseases. The most common
(89.1%) reason for application was to obtain additional
benefits in addition to medical treatment. The CAM method
most frequently used by parents was phytotherapy (herbal
teas, elderberry, carob molasses, black cumin oil, harmal,
eucalyptus, black radish, etc.) (54; 35.5% patients). Total of
48 (28.7%) parents stated that they used vitamins, 27 (16.1%)
honey and chestnut honey, 19 (11.3%) zinc, and 15 (8.9%) salt
lamps during periods when their complaints were intense.

Discussion: In chronic diseases such as allergic rhinitis, parents
may apply CAM applications for additional benefit and often do
not share them with their physicians without being asked. Herbal

products, vitamin-mineral supplements and salt lamps are the
most commonly used methods. It is important for pediatricians
and pediatric allergists to be aware of the possible side effects
of CAM methods.

Keywords: Allergic rhinitis, Alternative medicine, Complementary
medicine, Treatment
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Amac: Alerjik rinit gocukluk doneminde sik gdrulen; uyku,
okul basarisi ve yasam Kkalitesi Uzerinde olumsuz etkileri olan
bir hastaliktir. Uzun tedavi suresi, ilag yan etkilerinden korkmak
ve tedavi basansizligi hastalar ve ebeveynlerini tamamlayici ve
alternatif tip (TAT) yontemlerine bagvurmaya yoneltebilmektedir.
Calismamizda; alerjik rinit tanil cocuk hastalarda ebeveynleri
araciigyla TAT yodntemlerine basvuru  sikligini, basvurulan
yontemleri ve nedenlerini arastirmak amaclanmistir.

Gerec ve Yontemler: Calisma Ankara Bilkent Sehir Hastanesi
Cocuk immunoloji ve Alerji Klinigi’nde, Temmuz 2024- Eyliil 2024
arasinda yUratdldu. Alerjik rinit tanill cocuklarnn ebeveynlerine,
TAT basvurularini degerlendirmek Uzere hazirlanan galisma
formu uyguland..

Bulgular: Calismaya toplam 167 hasta ve ebeveyni dahil
edildi. Hastalarin %64.7’si erkek, ortalama yas 10.9+3.7 yild
(min-max 4-18 yil) . Toplam 83 hasta (%49.7) TAT yontemlerine
en az bir kere basvurdugunu belirtti. TAT kullananlarin 42
(%50.6)'si bu tedaviden fayda gdérdigunu dustnmekteydi.
Hastalarin 7 (%8.4)'0 baska hastalklarda da TAT ydntemlerine
bagvurmustu. En sk (%89.1) basvuru nedeni medikal
tedaviye ilave ek fayda saglamakti. Ebeveynler tarafindan en
sk basvurulan TAT yontemi 54 (%35.5) hastada kullanilan
fitoterapiydi (bitki caylari, karamirver, keciboynuzu pekmezi,
¢orek otu yag, Uzerklik, okaliptls, karaturp vs). Ebeveynlerin
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48 (%28.7)’si vitaminleri, 27 (%16.1)’i bal ve kestane balini, 19
(%11.3)’0 ¢inkoyu, 15 (%8.9)'u ise tuz lambasini sikayetlerinin
yogun oldugu dénemlerde kullandigini belirtti.

Tartisma: Alerjik rinit gibi kronik hastaliklarda ebeveynler, ek fayda
saglamak amaciyla TAT uygulamalarina basvurabiimekte ve bu
bilgiyi cogunlukla sorulmadan hekimleri ile paylasmamaktadirlar.
Bitkisel Urlnler, vitamin-mineral takviyeleri ve tuz lambalan en
sk basvurulan yontemlerdir. Cocuk hekimleri ve c¢ocuk alerji
hekimlerinin TAT yéntemlerinin olasi yan etkilerinden haberdar
olmasi 6nem arz etmektedir.

Anahtar Sozciikler: Alerjik rinit, Alternatif tip, Tamamlayici tip,
Tedavi
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Is It Possible to Predict the Need for Intensive Treatment in
Gastrointestinal Tract Involvement in Immunoglobulin A Vasculitis

Patients?

!mmUngIob_uIin A Vaskuliti Hastalarinda Gastrointestinal Sistem Tutulumunda
lleri Tedavi Ihtiyacint Ongérmek Mimkin mu?

Mehves ISIKLAR EKICI, Elif CELIKEL

Department of Pediatric Rheumatology, Ankara Bilkent City Hospital Hospital, University of Health Sciences, Ankara, Turkiye

ABSTRACT

Objective: Immunoglobulin A vasculitis (IgAV) is an IgA-
mediated systemic small vessel vasculitis that may involve the
skin, gastrointestinal tract (Gl tract), joints and kidneys. It is
the most common vasculitis of childhood. While symptomatic
treatment is sufficient in the majority of patients, steroid treatment
may be used in patients with extensive skin, Gl tract, renal
and scrotal involvement. Second-line treatment options such
as cyclophosphamide and intravenous immunoglobulin (IVIG)
and plasmapheresis may be used in patients with severe Gl
involvement who do not respond to treatment. In this study, we
aimed to investigate the clinical features that may help to predict
the need for further treatment such as IVIG/cyclophosphamide/
plasmapheresis in addition to steroid therapy in patients with Gl
tract involvement.

Materials and Methods: Patients diagnosed with IgAV and
Gl tract involvement between 2013 and 2024 were included
in the study. Patients with missing data and a follow-up period
of less than 3 months were excluded from the study. Patients
who received 2 mg/kg/day steroid treatment due to Gl tract
involvement and patients who received 30 mg/kg/day pulse
steroid treatment due to severe clinical course were named as
Group 1. Patients who did not achieve clinical improvement
despite steroid treatment and who were treated with IVIG/
cyclophosphamide/plasmapheresis were named as Group 2.

Results: The study included 245 patients with Gl involvement.
While 221 patients received only steroid treatment, 24 patients
needed IVIG/cyclophosphamide/plasmapheresis due to severe
clinical course unresponsive to steroids. Although there was no
statistically significant difference between Group 1 and Group
2 in terms of age at presentation, type and extent of rash and
IgAV systemic involvement, the need for further treatment was
proportionally higher in patients with scrotal, renal and joint

Table I: Comparison of demographic and clinical
characteristics of Group 1 and Group 2 patients
Group 1 Group 2
n=221 n=24 P
Age at application* Skl ==EHE) 8.4+3.5 0.700
Gendert
Girl 91 (37.2) 4.1) 0.680
Male 130 (53) (6.7
Rash typef
Purpura 212 (96) 22 (91.6)
Necrotic 3(1.39) 14.2) il
Bullous 6 (2.7) 14.2)
Rash prevalence’
Lower limb 180 (81.4) 21 (87.5) 0.860
Body 36 (16.3) 1(4.2) '
Face 3(1.3) 2 (8.3)
Diagnosis of FMFf 18 (8.2) 9 (37.5) <0.001
Joint involvement?® 65 (29.4) 9 (37.5) 0.750
Scrotal involvementt 15 (6.8) 3(12.5) 0.390
Renal involvement® 21 (9.5) 3(12.5) 0.710

* mean=SD, *: n(%), FMF: Familial Mediterranean Fever, Group
1: Patients who received steroid treatment only, Group 2: Patients
who received IVIG/cyclophosphamide/plasmapheresis in addition to
steroids

involvement in addition to Gl tract involvement. The need for
intensive treatment was significantly higher in the treatment of
patients with a diagnosis of Familial Meditarrenean Fever (FMF)
(Table ).

Discussion: The presence of FMF in Gl tract involvement in
patients with IgAV is a warning factor for the physician in terms
of the need for more intensive treatment and should be taken
into consideration during patient follow-up.

Keywords: Vasculitis, Pediatrics, Immunoglobulin A vasculitis
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Amagc: immuinglobulin A vaskiliti (IgAV), deri, gastrointestinal
sistem (GIS), eklem ve bdbrek tutulumu yapabilen IgA aracil
sistemik bir kliglk damar vaskdliti olup gocukluk ¢aginin en sik
gbrulen vaskdlitidir. Hastalarn buyuk bir kisminda semptomatik
tedavi yeterli iken yaygin cilt , GIiS, renal, skrotal tutulumu olan
hastalarda steroid tedavisi kullanilabilmektedir. Tedaviye yanit
vermeyen, agr GIS tutulumu olan hastalarda siklofosfamid
ve intravendz imminglobulin (IVIG) ve plazmaferez gibi ikinci
basamak tedavi segeneklerine basgvurulabilmektedir. Bu
calismada GIS tutulumu olan hastalarda steroid tedavisine ek
olarak IViG/siklofosfamid/plazmaferez gibi ileri tedavi ihtiyacini
on gdrmeye yardimci olabilecek klinik &zelliklerin arastinimasi
amagclanmigtir.

Gerec ve Yontemler: Calismaya 2013-2024 tarihleri arasinda
IgAV tanisi almis ve GIS tutulumu olan hastalar dahil edilmistir.
Dosya verileri eksik olan ve izlem suresi 3 aydan kisa olan
hastalar calisma disi birakilmistir. GIS tutulumu nedeni ile 2 mg/
kg/guin steroid tedavisi alan hastalar ile agir klinik seyir nedeni ile
30 mg/kg/gun pulse steroid tedavisi uygulanmis hastalar Grup
1, steroid tedavisine ragmen klinik dizelme saglanamayan ve
tedavide [ViG/siklofosfamid/plazmaferez kullanilan hastalar
Grup 2 olarak isimlendirilmigtir.

Bulgular: Calismaya GIS tutulumu olan 245 hasta danhil edildi.
Hastalarin 221’sine sadece steroid tedavisi uygulanmisken
24’Gnde steroide yanitsiz agir klinik seyir nedeni ile VIG/
siklofosfamid/plazmaferez ihtiyact gelismisti. Basvuru yas|,
dokuntu tipi ve yayginlidi, IgAV sistemik tutulum sekli agisindan
bakildiginda Grup 1 ve Grup 2 arasinda arasinda istatistiksel
olarak anlamli fark saptanmasa da GIS tutulumuna ek olarak
skrotal, renal ve eklem tutulumu olan hastalarin izleminde ileri

Tablo I: Grup 1 ve Grup 2 hastalarinin demografik ve klinik
ozelliklerinin karsilastiriimasi

Grup 1 Grup 2
n=221 n=24 P
Basvuru yasr* 8.1 £3.3 8.4+3.5 0.700
Cinsiyet!
Kiz 91 (37.2) 10 (4.1) 0.680
Erkek 130 (63) 14 (5.7)
Dokunta tipit
Purpura 212 (96) 22 (91.6)
Nekrotik 3(1.3) 142 990
BUilloz 6 (2.7) 1(4.2)
Dokuntl yayginhigit
Alt ekstremite 180 (81.4) 21 (87.5) 0.860
Govde 36 (16.3) 1(4.2) ’
Yiiz 3(1.3) 2 (8.3
AAA tanisi 18 (8.2) 9 (37.5) <0.001
Eklem tutulumut 65 (29.4) 9 (37.5) 0.750
Skrotal tutulumf 15 (6.8) 3(12.5) 0.390
Renal tutulum?’ 21 (9.5) 3(12.5) 0.710

* ort£SD, *: n(%), AAA: Ailevi Akdeniz Atesi, Grup 1: Sadece
steroid tedavisi almis olan hastalar, Grup 2: Steroide ek olarak IVIG/
siklofosfamid/plazmaferez uygulanmig hastalar

tedavi ihtiyaci oransal olarak daha yUksekti. Ailevi Akdeniz Atesi
(AAA) tanisi olan hastalarin tedavisinde yogun tedavi ihtiyaci
anlaml derecede daha yUksekti (Tablo ).

Tartisma: IgAV tanili hastalarda GIS tutulumunda AAA varlgi
daha yogun tedavi ihtiyacinin gerekliligi acisindan hekimi uyarici bir
unsur olup hasta izlemi stresince gdz dntinde bulundurulmalidir.

Anahtar Sozciikler: Vaskulit, Pediatri,

vaskuliti

Imminglobulin = A
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A Major Cause of Morbidity: Heavy Menstrual Bleeding in Adolescents
Onemli Bir Morbidite Nedeni: Ergenlerde Asir Menstriiel Kanamalar

Berrak Naz KIRGIL, Alkim ODEN AKMAN

Division of Adolescent Medicine, Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: “Abnormal uterine bleeding” (AUB) is defined as
uterine bleeding that is abnormal in volume, frequency and
duration. The most commmon clinical form of AUB in adolescents
is excessive and prolonged heavy menstrual bleeding. The
most important morbidity of heavy menstrual bleeding is severe
iron deficiency anemia. The prevalence varies between 10%
and 40%. The most common cause in the adolescent age
group is anovulatory cycles due to non-structural immaturity
of the hypothalamic-pituitary-gonadal axis. In order to confirm
the diagnosis of anovulatory uterine bleeding, coagulopathy,
endocrinopathy and organic pathologies in the reproductive
system (structural causes, pregnancy) must be excluded.
Clinically, itis most commonly seen as fatigue and hemodynamic
disturbance. The goal of treatment is to prevent life-threatening
bleeding, treat anemia, restore normal menstrual patterns and
improve quality of life. The aim of this study was to evaluate
the menstrual history, clinical, laboratory values, follow-up
and treatment of female adolescents followed up for heavy
menstrual bleeding.

Materials and Methods: The study included 27 female patients
aged 11-18 years who were evaluated as heavy menstrual
bleeding in the Adolescent Medicine outpatient clinic of Ankara
Bilkent City Hospital between July 2023 and July 2024. The
anthropometric values, menstrual history, clinical, laboratory
and treatment data of the patients were retrospectively analyzed
through patient files. Statistical analyses were performed using
the IBM Statistical Package for the Social Sciences ver 23.0.

Results: The study included 27 female adolescents. The mean
age of the patients was 14.03+1.67 years and the mean age at
menarche was 11.68+1.13 years. The mean body mass index
was 20.92+3.11. The mean hemoglobin (Hb) value at admission
was 10.23+2.59 g/dL and ferritin was in the range of 0.5-33 ng/
ml (median 6 ng/ml). Investigations sent for bleeding disorders
were normal in 26 patients, while 1 patient was diagnosed with
[TP. The tests sent for endocrinological reasons were within
normal limits. Oral ferrous sulfate was started in all patients and

according to the classification of heavy menstrual bleeding, 4
(16.6%) patients were classified as mild, 12 (42.7%) patients as
moderate and 11 (40.7%) patients as heavy uterine bleeding.
There was a group with a normal Hb value and active menstrual
bleeding that exceeded 15 days. For this group and for patients
evaluated as having heavy menstrual bleeding, combined oral
contraceptives (COCs) were administered if there were no
contraindications; for those with contraindications, treatment
was given for at least 3 months with only progesterone.
NSAIDs and iron treatment were initiated in the mild and
moderate group. Of the 27 patients enrolled in the trial, nine
(83.3%) required hospitalisation. Erythrocyte suspension was
given to three of the hospitalized patients. A comparison of the
Hb values of the patients at the time of admission with those
recorded at 1-3 months revealed a significant increase.

Discussion: Heavy menstrual bleeding is often not due to any
structural or other cause but is a maturation process. The most
significant morbidities are severe anemia and hemodynamic
disturbances, which may require hospitalization and red blood
cell transfusion. Pediatricians should question the history of
menstruation in female adolescents and plan first-line tests
accordingly.

Keywords: Adolescents, Anemia, Menstrual Bleeding
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Amac: “Anormal uterin kanamalar” (AUK) uterin kanamanin
volum, siklik ve slUre olarak anormal olmasi olarak tanimlanrr.
Ergenlerde AUK’nin en sik gdrulen Klinik sekli, fazla miktarda ve
uzamig asirn menstrual kanamalardir. Asirt menstriel kanamanin
en 6nemli morbiditesi ciddi demir eksikligi anemisidir. Prevalansi
%10-40 olarak degismektedir. Addlesan yas grubunda en sik
neden vyapisal olmayan, hipotalamik-hipofiz-gonad aksinin
immaturitesine bagll olarak olusan anovulatuar sikluslardrr.
Anovulatuar uterin kanama tanisinin - dogrulanabilmesi icin
oncelikle koagUlopati, endokrinopati nedenlerinin ve Ureme
sistemindeki organik patolojilerinin (yapisal nedenler, gebelik)
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ekarte edilmesi gerekmektedir. Klinik olarak en sik yorgunluk
ve hemodinamik bozukluk olarak géruldr. Bu nedenle tedavide
hedef, yasami tehdit eden kanamayi énlemek, anemiyi tedavi
etmek, normal menstrual dizeni saglamak ve yasam kalitesini
iyilestirmektir. Bu ¢alismada asirn menstrlel kanama nedeniyle
izlenen kiz ergenlerin; basvurudaki menstriel 6ykd, klinik,
laboratuvar degerleri, takip ve tedavisinin degerlendirimesi
amagclanmistir.

Gerec ve Yontemler: Calismaya Ankara Bilkent Sehir Hastanesi
Adolesan Saghgl poliklinigine Temmuz 2023-Temmuz 2024
tarihleri arasinda asirn menstriel kanama olarak degerlendirilen
11-18yas arasi 27 kiz hasta dahil edildi. Hastalarin antropometrik
degerleri, menstriel 6yku, Klinik, laboratuvar ve tedaviye ait
verileri hasta dosyalari Uzerinden geriye ddntk olarak incelendi.
istatiksel analizler icin “IBM Statistical Package for the Social
Sciences 23.0” paket programi kullanildi.

Bulgular: Calismaya 27 kiz ergen dahil edildi. Hastalarn yas
ortalamasi 14.03+1.67, menars yas ortalamasi 11.68+1.13’dU.
Vicut kitle indeksi ortalamasi 20.92+3.11’di. Hastalarin gelis
hemoglobin(Hb) degeri ortalama 10.23+2.59 gr/dL, ferritin 0.5-
33 ng/ml (median 6 ng/ml) araligindaydi. Kanama bozuklugu
icin gdnderilen tetkikler 26 hastada normal iken 1 hasta TP
tanilydi.  Endokrinolojik nedenler icin  gdnderilen  tetkikler
normal sinirlardaydi. Hastalarin tamamina oral ferréz sulfat
baglanmig olup, asin menstriel kanama siniflandirmasina gore
4 hasta (%16.6) hafif, 12 hasta orta (%42.7), 11 hasta ise agir
(%40.7) olarak degerlendirildi. Ho degeri normal olup menstrual
kanamasi 15 gunu gecip aktif menstrual kanama devam
eden grup mevcuttu. Bu gruba ve asin menstriel kanama
olarak degerlendirilen hastalara kombine oral kontraseptif
kontraendikasyonu yok ise kombine oral kontraseptif (KOK),
kontraendikasyonu olanlara sadece progesteron baslanarak en
az 3 ay sureli tedavi verildi. Hafif ve orta olarak degerlendirilen
gruba NSAID ve demir tedavisi baglandi. Toplam 27 hastanin
9 (%33.3)'u hastaneye yatirilarak izlendi. Hastaneye yatanlarin
3’Une eritrosit suspansiyonu verildi. Hastalarin gelis Hb degeri
1-3. ay Hb degerleri ile karsilastinimis olup anlamli yUkseklik
saptanmigtir.

Tartisma: Asin menstriel kanama siklikla herhangi bir yapisal
ya da diger nedenlere bagl olmayip bir matirasyon surecidir.
En dnemli morbiditesi hospitalizasyon ve eritrosit stispansiyonu
endikasyonu olacak kadar agr anemi ve hemodinamik
bozukluktur.  Pediatri doktorlant  menstriiasyon  &ykUsunU
sorgulamali ve buna yonelik ilk basamak tetkiklerini planlamalidir.

Anahtar Sozciikler: Adolesan, Anemi, Menstriel kanama
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Our Flexible Bronchoscopy Applications in Newborns: Diagnostic and

Clinical Experiences

Yenidoganlarda Fleksibl Bronkoskopi Uygulamalarimiz: Tanisal ve Klinik

Deneyimler

Sati OZKAN TABAKGCI, Sanem ERYILMAZ POLAT

Department of Pediatric Chest Diseases, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Respiratory diseases are a leading cause of
hospitalization in neonatal intensive care units (NICU). The
widespread use of flexible fibreoptic bronchoscopy (FFB) in
neonates has allowed for various diagnostic and therapeutic
procedures in recent years. Our study aims to present the
demographic, clinical, and radiological data of neonatal patients
who underwent FFB at our center.

Materials and Methods: We retrospectively analyzed the
birth week and weight, medical condition indicating FFB,
macroscopic findings of FFB, cytological and microbiological
examination of bronchoalveolar lavage fluid (BALS) obtained
by FFB, direct chest radiography, and thoracic computed
tomography (CT) findings of patients aged 0-28 days who
underwent FFB at the Pediatric Chest Diseases Clinic at Ankara
Paediatrics Haematology Oncology Training and Education
Hospital and Ankara Bilkent City Hospital between 2013 and
2024.

Results: In the study, there were ten patients, with five (50%)
being male. The average age was 20.1 days (6-28 days),
the average gestational age was 39.1 weeks (36-40 weeks),
and the average birth weight was 3179 grams (2475-3980
grams). Six of the patients (60%) were monitored in the
NICU.AIl patients underwent chest radiographs; four (40%)
showed signs of atelectasis, and two (20%) showed signs
of pneumonic infiltration. Among the six patients who had
thoracic CT scans, three (50%) had atelectasis, three (50%)
had pneumonic infiltration, and one (10%) had a hyperaerated
area consistent with congenital hyperlucent lobe (CHL).Five
patients (50%) had a FFB with suspected tracheoesophageal
fistula (TOF), three (30%) had airway malformation or malacia,
one (10%) had subglottic haemangioma, and one (10%) had
CHL. Analysis of the FFB results revealed that five patients
(60%) had stenosis at the bronchial inlet or subglottic area,

three (80%) had tracheomalacia and/or bronchomalacia, three
(30%) had TOF, and two had findings consistent with subglottic
haemangioma. Patients with TOF underwent surgical repair,
while those with haemangioma received propranolol treatment.
No complications were observed during or after the procedures
for any patient.

Discussion: Flexible fiberoptic bronchoscopy (FFB) is an
important tool for diagnosing and treating respiratory tract
diseases in neonates. The absence of complications observed
during and after the procedure in our patients supports the
safe performance of FFB in this age group. In conclusion, it has
been determined that FFB plays a significant role in managing
respiratory diseases in the early period and serves as a guide in
the diagnostic process.

Keywords: Congenital lung malformations, Flexible bronchoscopy,
Newborn
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Amagc: Solunum yolu hastalklar, yenidogan yogun bakm
Unitelerinde (YDYBU) yatislarin énemli sebeplerindendir. Son
ylllarda fleksibl fiberoptik bronkoskopinin (FFB) yenidogan yas
grubunda da kullaniminin yayginlasmasi, tanisal ve terapotik pek
cok isleme olanak saglamistir. Calismamizda merkezimizde FFB
yapilan yenidogan yas grubu hastalarinin demografik, klinik ve
radyolojik verilerinin sunulmasi amaglanmigtir.

Gere¢c ve Yontemler: 2013-2024 vyillan arasinda Ankara
Cocuk Sagligr ve Hastaliklar Hematoloji Onkoloji EAH ve Ankara
Bilkent Sehir Hastanesi’nde takvim yaslar 0-28 gin olan, Cocuk
Go6gus Hastalklar Kiinigi'nce FFB yapilan hastalarin dogum
haftasi ve kilosu, FFB endikasyonu olusturan tibbi durum, FFB
makroskobik bulgular, FFB ile elde edilen bronkoalveoler lavaj
sivisi (BALS) sitolojik ve mikrobiyolojik inceleme, direkt akciger

0000-0002-7009-4917 : OZKAN TABAKGI S
0000-0003-2309-7952 : ERYILMAZ POLAT S




grafisi ve toraks bilgisayarl tomografi (BT) bulgular retrospektif
olarak incelendi.

Bulgular: Calismaya dahil edilen on hastanin besi (%50) erkek,
ortalama takvim yasi 20,1(6-28) gun, ortalama dogum haftasi
39,1 (36-40), ortalama dogum agirhgr 3179 (2475-3980) gr
olarak tespit edildi. Hastalarin altisisi (%60) YDYBU'de takip
edilmekteydi. Tim hastalarin akciger grafisi mevcuttu; dérdinde
(%40) atelektazi, ikisinde (%20) pndmonik infiltrasyon ile uyumlu
gorlndm  saptandi. Toraks BT'si olan alti hastanin Gg¢unde
(%50) atelektazi, tgunde (%50) pnémonik infiltrasyon, birinde
(%10) konjenital hiperlisen lob (KHL) ile uyumlu hiperaerasyon
gbsteren alan saptandi. Hastalarin besine (%50) trakeodzefagel
fisttl (TOF), Gcine (%30) havayolu malformasyonu-malazisi,
birine (%10) subglottik hemanjiom, birine (%10) KHL 6n tanilari
ile FFB yapildigi saptandi. FFB sonuglar incelendiginde besinde
(%50) brons girisinde/subglottik alanda darlik, Ugtinde(%30)
trakeomalazi ve/veya bronkomalazi, (ciinde (%30) TOF,
ikisinde subglottik hemanjiom ile uyumlu bulgular saptandi.
TOF saptanan hastalara cerrahi onarm, hemanjiom saptanan
hastalara propranolol tedavisi uygulandi. Higbir hastada islem
sirasinda ve sonrasinda komplikasyon goézlenmedi.

Tartisma: Esnek fiberoptik bronkoskopi (FFB), yenidoganlarda
solunum yolu hastaliklarinin  teshis ve tedavisinde 6nemli
bir aractr. Hastalanmizda iglem srasinda ve sonrasinda
komplikasyon gérilmemesi bu yas grubunda FFB’nin glivenli bir
sekilde uygulanmasini desteklemektedir. Sonug olarak; FFB’nin
erken dénemde solunum yolu hastaliklarinin tedavisinde énemili
rol oynadidi ve tani strecinde yol gosterici oldugu belirlendi.

Anahtar Soézciikler: Konjenital akciger hastaliklar, Fleksibl
bronkoskopi, Yenidogan

Bronchoscopy Applications in Newborns
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Examination of Parents’ Knowledge, Attitudes and Experiences About

Human Papilloma Virus Vaccine

Human Papilloma Virus Asisi Hakkinda Ebeveynlerin Bilgi, Tutum ve

Deneyimlerinin incelenmesi

Zeynep YILMAZ OZTORUN', Armagan KESKIN2, Meda KONDOLOT?

"Department of Pediatrics, AtatUrk Sanatorium Training and Research Hospital, Ankara, Turkiye
°Department of Pediatrics, Omer Halisdemir Training and Research Hospital, Nigde, Turkiye

3Department of Pediatrics, Etlik City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Human Papilloma Virus (HPV) is a virus that is
frequently transmitted sexually and is highly contagious. It is
the cause of 5% of cancers worldwide, including cervical, anal,
vulvar, penile, oropharyngeal and vaginal cancers. There are
bivalent (16,18), quadrivalent (against HPV types 6,11,16,18)
and nanovalent (against HPV types 6,11,16,18,31,33,45,52,58)
HPV vaccines. HPV vaccination is recommended for girls and
boys between the ages of 9 and 26. HPV-related diseases can
be prevented thanks to the protection of vaccination. Since
HPV infection may develop with the onset of sexually active life,
it is important that vaccination is performed before this period.
Our study aimed to examine the knowledge and experience of
parents of children aged 9-18 about HPV vaccination.

Materials and Methods: Total 130 parents of boys or girls
between the ages of 9 and 18 who applied to the Pediatrics
clinics between December 2023 January 2024 were included
in study. A survey was conducted to investigate parents’
sociodemographic characteristics such as education level,
monthly income level, place of residence, their knowledge
levels about HPV vaccine, their acceptance or rejection of the
vaccine, and their reasons.

Results: The study population consisted of 72 female children,
representing 55.4% of the total sample. The mean age of the
children was 12.3+2.06 years. The majority of parents (75%)
were mothers. It was determined that 63.1% of parents did
not have any information about HPV vaccine. As reasons for
not getting the HPV vaccine, 42% stated that they did not
have enough information, 40% stated that they were worried
about side effects, 16% did not think it was necessary, and 2%
stated that they did not believe in the protection of the vaccine.
After being informed about the protection of the HPV vaccine
against cancer, 63.8% of the parents stated that they were

considering getting the HPV vaccine for their sons, and 70.8%
of the parents for their daughters. After being informed about
the cost of the vaccine and the number of doses, 39.2% of the
parents stated that they would get it if it was free, 32.3% stated
that they would not get it even if it was free, and 28.5% stated
that they would get it under any circumstances.

Discussion: It is understood that parents don’t have sufficient
information about HPV vaccination and the diseases it causes,
and providing appropriate information increases vaccine
acceptance. It has been determined that cost of the vaccine is an
effective factor in vaccine rejection. It is thought that physicians
have an important role in raising awareness of families about
HPV vaccination.

Keywords: HPV, HPV vaccine, Parent attitude
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Amac: Human Papiloma Virus (HPV) sikikla cinsel yolla
bulasan ve bulastiriciigr ylksek olan bir virstlr. Servikal,
anal, vulvar, penil, orofarengeal ve vajinal kanserlerin dahil
oldugu dinya genelindeki kanserlerin = %5’inin - nedenidir.
Bivalan (16,18), kuadrivalan (HPV 6,11,16,18 tiplerine karsi)
ve nanovalan (6,11,16,18,31,33,45,52,58 tiplerine karsi) HPV
asllar bulunmaktadir. Kiz ve erkeklerde 9-26 yas arasinda HPV
asllamasi Oneriimektedir. Asilamanin koruyuculugu sayesinde
HPV iliskili hastalklar engellenebilir. HPV enfeksiyonu cinsel
aktif yasam baslamaslyla gelisebileceginden asilamanin bu
dénemden o6nce vyaplmis olmasi 6nemlidir. Calismamizda
9-18 yas arasinda gocuklar olan ebeveynlerinin HPV asllamasi
konusundaki bilgi ve deneyimlerinin incelenmesi amagland..

Gerec ve Yontemler: Calismaya Cocuk Sagligi ve Hastaliklari
polikliniklerine  Arallk 2023-Ocak 2024 tarihleri arasinda
basvuran 9-18 yas arasinda kiz veya erkek ¢cocuguna sahip 130
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ebeveyn alindi. Ebeveynlerin egitim durumu, aylik gelir dizeyi,
yasadigl yer gibi sosyodemografik 6zelliklerini kapsayan ve
HPV asisi hakkinda bilgi diizeylerini, asiyr kabul veya reddetme
durumlarini ve nedenlerini aragtiran bir anket uygulandi.

Bulgular: Cocuklarin %55.4 (n=72)’si kiz, yas ortalamalar
12.3+2.06 yas ve ebeveynlerin %75 (n=98)’i anne olarak tespit
edildi. Ebeveynlerin HPV asisi hakkinda %63.1’inin herhangi bir
bilgisi olmadigi tespit edildi. HPV asisi yaptirmama nedenleri
olarak %42 yeterli bilgisi olmadigini, %40 yan etkileri konusunda
endiselendigini, %16 gerekli oldugunu dustnmedigini, %2’i
asinin koruyuculuguna inanmadigini belirtti. HPV agisinin kansere
karsl koruyuculugu hakkinda bilgilendirme yapildiktan sonra
ebeveynlerin % 63.8’i ogullarina, ebeveynlerin %70.8'i kizlarina
HPV asisini yaptirmayi dtstnduklerini belirtti. Asinin maliyeti ve
doz sayisi hakkinda bilgilendirme yapildiktan sonra ebeveynlerin
% 39.2’i Ucretsiz olursa yaptiracagini, %32.3’U Ucretsiz olsa da
yaptirmayacagini, %28.5’i her kosulda yaptiracagini belirtti.

Tartisma: HPV asllamasi ve neden oldugu hastaliklar konusunda
ebeveynlerin yeterli bilgiye sahip olmadidl, uygun bilgilendirme
yaplimasinin asi kabulint arttirdigr anlagiimaktadir. Asi maliyetinin
asinin reddedilmesinde etkili bir faktdr oldugu tespit edilmigtir.
Alleleri HPV agllamasi ile ilgili bilinglendirmekte hekimlere dnemli
gbrevler dUstugu dusunUlimektedir.

Anahtar Soézciikler: HPV, HPV asisi, Ebeveyn tutumu

Human Papilloma Virus Vaccine
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Artificial Intelligence Model ‘Galadriel’ for Diagnosing Kawasaki: Rival

or Helper?

Kawasaki Tanisi Koymada Yapay Zeka Modeli ‘Galadriel’: Rakip mi Yardimci

mi?
Emil ALIYEV'2, Veysel CAM'

"Department of Pediatric Rheumatology, Faculty of Medicine, Hacettepe University, Ankara, Turkiye

2SEMBA Health Education Informatics Limited Company, Ankara, TUrkiye

ABSTRACT

Objective: Kawasaki Disease (KD) is one of the most common
mid-vascular vasculitides of childhood and is a significant cause
of mortality and morbidity due to coronary artery involvement.
Since the disease is frequently confused with childhood
infectious diseases, it may be missed by the primary healthcare
team in practice. Therefore, early diagnosis and treatment
are essential in the disease process. We tested an Artificial
Intelligence (Al) model to assist in diagnosing the disease. Our
study aimed to develop a computer-based Al model to assist
clinicians in diagnosis.

Materials and Methods: Ten patients with KD and ten patients
with febrile illnesses similar to them in terms of age and gender
were included in the study. These patients were followed up
in Hacettepe University Pediatric Rheumatology Outpatient
Clinics. Data sets, including clinical and laboratory findings of
the individuals at the time of diagnosis, were given as input
to the Al model. Python® software language and Tensorflow®
Al library were preferred for model development. Since the
developed model is a closed-circuit Al system, it is included
in the scope of personal data protection law. The model was
named ‘Galadriel’. The ‘Recurrent Neural Network’ model was
preferred in the development of Galadriel. The laboratory and
clinical results of the patients were digitized as 1 (abnormal),
0 (normal range), and -1 (abnormal). Twenty pieces of data
were increased 15 times to 300 with their repetitions, and 80%
were separated as training data and 20% as validation data.
Galadriel was designed as a model that builds Neural Networks
with 1024 neurons.

Results: The error rate in the early training phase of the model
was approximately 0.45. In the later generations of the model,
the error decreased to 0.025. Case information utterly foreign
to the model was given to Galadriel, and concurrent expert
pediatric rheumatologists’ interpretations were compared.

Prediction success was evaluated by performing regression
analyses between both groups. Galadriel accepted 70% and
above for a definite diagnosis of KD, with a mean of 85.1% (78-
98%). It received 10% and below for a definite diagnosis of not KD;
the mean was 1.1% (0-3%). It assigned herself a range of 10%-
70% to recognize diseases requiring follow- up and estimated the
mean to be 34.3% (15-47%). There was no difference between
Galadriel’s predictions and actual diagnoses (p=0.297). It was
100% successful in recognizing Kawasaki disease. This rate
was similar to the diagnostic understanding of clinicians (95.2%).
Galadriel (85.1%) gave more precise recommendations for non-
KD cases than clinicians (70%) (p=0.034). Regression analysis
showed that Galadriel (y=0.8412xi) was more successful than
clinicians (y=0.7211xi) in both patient groups.

Discussion: This is the first study in which Al was applied as a
diagnostic tool in KD.

Keywords: Artificial intelligence, Kawasaki disease, Diagnostic
tools
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Amagc: : Kawasaki Hastaligi (KH) cocukluk ¢agr orta damar
vaskdlitlerinden olup koroner arter tutulumu yapmasi dolayisiyla
onemli mortalite ve morbitide nedenlerinden biridir. Hastalik
¢ocukluk caginin enfeksiyon hastaliklar ile sikikla karistigindan
pratikte ilk basamak saglk ekibi tarafindan atlanabilmektedir.
Bu nedenle erken tani ve tedavinin hastalik sUrecinde 6nemi
blUyUktlr. Hastaligin tani asamasina yardimci Yapay Zeka (YZ2)
modeli test edilmistir. Calismamizin amaci Klinisyenlere tani
koymada yardimci bilgisayar tabanl YZ modeli gelistirmektir.

Gerec ve Yontemler: Hacettepe Universitesi Cocuk Romatoloji
Polikliniklerinde takip edilen 10 KH ve onlara yas, cinsiyet
bakimindan benzer 10 ategli hastalik gegiren hastalar calismaya
alinmigtir. Bireylerin tani anindaki klinik ve laboratuvar bulgularini
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iceren veri setleri YZ modeline girdi olarak verildi. Model
gelistirmek icin Python® yaziim dili ve model gelistirimesinde
Tensorflow® YZ kltuphanesi tercin edildi. Gelistirilen model
kapall devre YZ sistemi oldugundan Kisisel verilerin korunmasi
kanunu kapsamina dahildir. Model’e ‘Galadriel’ ismi verildi.
Galadriel'in  gelistirimesinde  ‘Recurrent  Neural Network’
modeli tercih edildi. Hastalarin laboratuvar ve klinik sonuclar 1
(normal digi), O (normal aralik) ve -1 (normal disi) olacak sekilde
sayisallastirildi. Yirmi adet veri, tekrarlari ile 15 kat arttinlip 300’e
¢ikarildi, bunlardan %80’i egitim verisi, %20’si validasyon verisi
olarak ayrildi. Galadriel 1024 néron ile ‘Noronal Baglanti” kuran
bir model olarak tasarlandi.

Bulgular: Model egitimi esnasinda modelin ilk asamalarindan
hata orani yaklasik olarak 0.45 oldugu goruldu. Modelin ilerleyen
jenerasyonlarinda hata 0.025 seviyesine kadar indi. Modele
tamamen yabanci vaka bilgileri Galadriel’e ve eszamanli uzman
pediatrik romatologlara verildi ve yorumlan karsilastinldi. Her
iki grup arasinda regresyon analizleri yapilarak tahmin basarisi
degerlendirildi. Galadriel, KH kesin tanisi demek igin %70 ve
Uzerini kabul etti ve ortalamasi %85.1 (%78-98)'di. Kesin KH degil
demek icin %10 ve altini kabul etti ve ortalamasi %1.1 (%0-3)’di.
Takip gerektiren hastalklar tanimasi igin kendisine %10-%70
araligini belirledi ve ortalamasi %34.3 (%15-47) olacak sekilde
tahmin yUrattt. Galadriel’in tahminleri ile gergek tanilar arasinda
fark saptanmadi (p=0.297). Kawasaki hastaligini tanimada %100
basarili oldu. Bu oran klinisyenlerin tani koyma keskinligi benzer
(%95.2)'di. Galadriel (%85.1), KH digI vakalara Klinisyenlerden
(%70) daha net neriler vermis oldu (p=0.034). Regresyon analizi
yapllarak Galadriel’in (y=0.8412xi) klinisyenlere gére (y=0.7211xi)
her iki hasta grubunda da daha basaril oldugu gosterildi.

Tartisma: Bu ¢alisma YZ tani araci olarak KH’da uygulandidr ilk
calismadir.

Anahtar Sézciikler: Yapay zeka, Kawasaki hastaligi, Tani
araclari

Artificial Intelligence for Diagnosing Kawasaki:

47

Turkish J Pediatr Dis / Tirkiye Cocuk Hast Derg / (Suppl/Ek Sayi) 2024:18:46-47



48 Meeting Abstracts Oral Presentation

Turkiye Gocuk Hastaliklari Dergisi
Turkish Journal of Pediatric Disease

Causes of Chronic Abdominal Pain in Children: According to

Ultrasonographic Diagnosis

Pediatrik Grupta Kronik Karin Agrisi Nedenleri: Ultrasonografik Taniya Gére

E. Yagiz ERTUNA, Ozge OZTURK, A. Merter KECELI

Department of Pediatric Radiology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Chronic abdominal pain is the definition of pain that
lasts longer than three months, recurs and disrupts the child’s
life comfort. The aim of this study was to show the causes of
pain in children under the age of 18 who were admitted to a
tertiary care hospital as an outpatient with complaints of chronic
abdominal pain and were sent to the pediatric radiology unit
for ultrasonographic examination during a three-month period
including the summer season, and the relationship between
these reasons and age and gender.

Materials and Methods: This study was designed as a
retrospective research. A sample of 300 children (155 boys,
boys, 145 girls) who were referred to the Pediatric Radiology
Ultrasound Polyclinics of our hospital due to chronic abdominal
pain between May and August 2024 was obtained. The ages,
genders, sonographic imaging findings and final diagnoses
of these cases were obtained from the radiology and hospital
information management system and recorded. Those with
acute abdominal pain, malignancy, chronic diagnosed disease,
children with trauma or abdominal surgery, and early pregnancy
diagnoses were excluded from the study. Subjects under the
age of two were not included in the study because they could
not describe chronic pain. The cases were classified into three
age groups: 2-7 years (n=22), 7-15 years (n=35) and 15-18
years (n=33). Additionally, differences according to gender were
examined.

Results: No sonographic pathology was detected in 70%
(n=210) of the 300 cases included in the study. The most
common cause, regardless of gender and age, was mesenteric
lymphadenitis (10; 11%). The next cause was urinary infection
(9; 10%). Urinary infection was found to be the most common
cause in female cases (6; 6.5%). The most common cause in
male cases was mesenteric lymph adenitis (6; 6.5%). Results
close to those reported in the medical literature were obtained.
According to age, the most common causes in the first group
were gas distention and constipation (11; 50%), in the second

group mesenteric lymphadenitis (9; 25%), and in the third group
urinary infection (17;51%).

Discussion: Chronic abdominal pain is a difficult condition to
evaluate in the pediatric age group. Different etiological causes
can be revealed by radiological imaging, showing changes
depending on age and gender. Although the findings have
limitations because they are based on single center results and
the sample size is narrow, they can lead to studies with large
samples.

Keywords: Children, Chronic abdominal pain, Ultrasound
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Amac: Kronik karin agrisi, U¢ aydan uzun suren, tekrarlayan
ve gocugun hayat konforunu olumsuz yonde etkileyen agndrr.
Bu calismanin amaci, yaz mevsimini iceren U¢ aylik periyodda,
Ugltincl basamak tedavi hizmeti veren bir hastaneye kronik karin
agnisi yakinmaslyla ayaktan basvuran, pediatrik radyoloji birimine
ultrasonografik inceleme icin génderilen 18 yas alti gocuklarin
agr nedenlerini ve bu nedenlerin yas ve cinsiyet ile baglantisi
gbsterebilmektedir.

Gere¢ ve Yontemler: Bu calisma retrospektif bir arastirma
olarak tasarlanmistir. Mayis ve Agustos 2024 tarihleri arasinda
kronik karin agrisi nedeni ile hastanemiz Pediatrik Radyoloji
Ultrason Poliklinikleri'ne yénlendirilen 300 ¢ocuktan olusan bir
orneklem (155 erkek, erkek, 145 kiz) calismaya dahil edildi.
Radyoloji ve hastane bilgi yonetim sistemlerinden bu olgularin
yaslar, cinsiyetleri, sonografik gortntlleme bulgulan ve son
tanilan elde edilerek kaydedildi. Akut karin agrisi, maligniteli,
kronik tanill hastaligi olanlar, travmall veya abdominal cerrahi
gecirmis ¢cocuklar, erken yas gebelik tanilar calisma disi birakildi.
iki yas alti olgular kronik agny! tanimlayamayacagindan dolayi
calismaya alnmadi. Olgular yasa gore 2-7 yas arasi (n=22),
7-15 yas (n=35) ve 15-18 yas (n= 33) arasi olarak gruplandi.
Ayrica cinsiyete gore farkliliklar incelendi.
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Bulgular: Calismaya alinan 300 olgunun %70 (n=210)'unda
sonografik patoloji saptanmamistir. Cinsiyet ve yastan bagimsiz
olarak en sk neden mezenterik lenfadenitti (10;%11). Daha
sonraki neden Uriner enfeksiyondu (9;%10). Kiz olgularda Uriner
enfeksiyonun en sik neden oldugu saptandi (6;%6.5). Erkek
olgularda en sik neden mezenterik lenf adenitti (6; %6.5). Yasa
gore ilk grupta en sik neden gaz distansiyonu ve konstipasyon
(11; %50), ikinci grupta mezenterik lenfadenit (9;%25), GcUncl
grupta ise Uriner enfeksiyondu (17;%51).

Tartisma: Kronk karn agnsi pediatrik yas grubunda
degerlendirmesi gi¢ bir durumdur. Radyolojik gortnttleme
ile yas ve cinsiyete bagl degisiklikler gostererek farkll etyolojik
nedenleri ortaya konabilir. Tibbi literatlirde belirtilenlere yakin
sonuglar elde edildi. Bulgular tek merkez sonuglarina dayanmasi
ve drneklemin dar olmasi nedeni ile limitasyon icerse de genis
orneklemli calismalara dnculik edebilir.

Anahtar Sézciikler: Cocuk, Kronik karin agrisi, Ultrason
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Our Experience with Modulator Therapy in Cystic Fibrosis Patients: A

Single-Center Retrospective Study

Kistik Fibrozis Hastalarinda Modilatér Tedavi Deneyimimiz: Tek Merkez

Retrospektif Calisma
lsil BILGIC, Sanem ERYILMAZ POLAT

Department of Pediatric Chest Diseases, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Cystic fibrosis (CF) is an autosomal recessive,
life-limiting genetic disorder with multiple organ involvement
caused by a defect in the synthesis or function of the cystic
fibrosis transmembrane conductance regulator (CFTR) gene. In
clinical use, two primary medicines targeting CFTR function are
“potentiators” and “correctors”. Approved modulatory therapies
include ivacaftor (IVA), lumacaftor/ivacaftor (LUM/IVA), tezacaftor/
ivacaftor (TEZ/IVA), and elexacaftor/tezacaftor/ivacaftor (ELX/
TEZ/IVA). However, access is limited due to the high cost of these
medicines. Since these drugs are not covered by reimbursement
in our country, families have initiated legal proceedings for the
Social Security Institution to import them from abroad. This
study aimed to determine the number of patients eligible for
modulator therapy and assess the frequency of pulmonary
exacerbations in patients receiving treatment.

Materials and Methods: In this retrospective cohort study,
cystic fibrosis patients actively followed up in our center in the
last year were examined. Patients’ demographic characteristics,
CFTR mutation analysis results, modulator indication status,
access to medication for those eligible for modulator therapy,
and the number of annual pulmonary exacerbations before and
after treatment in patients receiving modulator therapy were
recorded.

Results: Of 104 patients with CF, 57 (54.8%) were female,
and 47 (45.2%) were male with a median age of 7 (IQR:0,7-
26) years. Sixty-one (58.7%) of the patients were eligible for
modulator therapy. However, only 28 (26.9%) patients could
use modulator therapy. Nine patients could not obtain the
medication due to the ongoing legal process. Of those who
received modulator treatment, 17 (60%) were girls and 11 (40%)
were boys. The median age of the patients was 10.5 (IQR; 2.7-
21) years, and the median age when they started modulator
treatment was 9 (IQR;1.2-20) years. Among the modulator
treatments, 41 (67%) of the patients had ELX/TEZ/ IVA, 13

(21%) IVA, 4 (7%) TEZ/IVA, and 3 (5%) LUM/IVA) indications. Of
those who received modulatory therapy, 82% used ELX/TEZ/
IVA, 10% IVA, 7% LUM/IVA), and 3% TEZ/IVA. The median
duration of modulatory therapy was 10.5 (IQR 1-36) months.
The frequency of pulmonary exacerbations in patients receiving
modulator therapy was a median of 2 (IQR; 1-5) per year prior
to the initiation of treatment, demonstrating a notable decline to
a median of 1 (IQR; 0-3) per year during the course of therapy.
This decrease was statistically significant (p<0.001).

Discussion: In our study, although 61% of patients were found
eligible for modulator therapy, only 26.9% were able to access
the medication. Innovations in cystic fibrosis treatment have
led to significant improvements in pulmonary exacerbations.
Therefore, efforts to develop disease-modifying therapies that
can encompass all CF patients should continue.

Keywords: Cystic fibrosis, Modulator therapy, Pulmonary
exacerbations
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Amacg: Kistik fibrozis (KF), kistik fibrozis transmembran iletici
regUlator (KFTR) genindeki sentez veya fonksiyon bozukluguna
bagliolarak ortayacikan, otozomalresesifgecisli, yasamikisitlayan
ve ¢oklu organ tutulumuna yol agan genetik bir hastaliktir. KFTR
modulatér tedavileri, KFTR geni tarafindan sentezlenen hatali
proteini duzeltmek amaciyla tasarlanmistir. Farkl mutasyonlar,
sentezlenen proteinde farkll bozukluklara neden oldugu igin bu
ilaclar sadece belirli mutasyonlara sahip bireylerde etkilidir. Klinik
kullanimda, KFTR fonksiyonlarini hedef alan iki ana grup ilac
vardir: “gugclendiriciler” ve “duzelticiler.” Guglendiriciler, kanalin
aclk kalma suresini uzatarak KFTR fonksiyonunu artirirken,
duzelticiler hiicre ici tasinmayi kolaylastinr. Onay almis modulatér
tedaviler arasinda ivacaftor (IVA), lumacaftor/ivacaftor (LUM/IVA),
tezacaftor/ivacaftor (TEZ/IVA) ve elexacaftor/tezacaftor/ivacaftor
(ELX/TEZ/IVA) bulunmaktadir. Ancak, bu ilaglarin yUksek maliyeti
nedeniyle erisim kisithdir. Bu tedaviler geri 6deme kapsaminda
olmadidi i¢in sosyal glvenlik kurumu tarafindan yurtdisindan
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getirilmesi i¢in yasal sUre¢ aileler tarafindan baslatimaktadir.
Bu callsmada, modUlatér tedaviye uygun hasta sayisinin
belirlenmesi ve tedavi alan hastalarda pulmoner alevienme
sikiginin degerlendiriimesi amagclanmigtir.

Gere¢ ve Yontemler: Bu retrospektif kohort galismasinda,
son bir yil icinde merkezimizde aktif olarak izlenen kistik fibrozis
hastalari incelendi. Calismaya dahil edilen hastalarin demografik
Ozellikleri, KFTR mutasyon analiz sonuglari, modulatér
endikasyon durumu, modulator tedaviye uygun olanlarin ilaca
erisimi, modulatdr tedavi alan hastalarin tedavi dncesi ve sonrasi
yillik pulmoner alevienme sayilari kaydedildi.

Bulgular: Kistik fibrozis ile izlenen 104 hastanin, 57’si kiz
(%54.8), 47’si (%45.2) erkek olup yas ortancasi 7 (IQR; 0.7-
26) yildi. Hastalarin 61’inin (%58.7) modulatér tedavi uygunlugu
vardi. Ancak hastalarin sadece 28’i (26.9) modulatdr tedavi
kullanabilmekteydi. Hastalarin 9’unun ilacinin yurtdisindan temin
edilmesi icin yasal stre¢ devam etmekteydi. Modulator tedavi
alanlarin 17’si (%60) kiz, 11’i (40) erkekti, yas ortancasi 10,5
(IQR:2.7-21) yil olup, modulatér tedaviye baslama yas ortancasi
9 (IQR:1.2-20) yildi. ModUlator tedavilerden hastalarin 41’ (%67
) ELX/TEZ/ VA, 130 (%21) IVA, 4°'U (%7) TEZ/IVA 3’0 (%5)
LUM/IVA) endikasyonu oldugu gortimustd. Modulator tedaviyi
alabilenlerin %82’si ELX/TEZ/ IVA, %10°u IVA, %7’si LUM/IVA,
%3’ TEZ,/IVA kullanmaktaydi. Hastalarin modUlatér tedavi
alma sUresi ortancasi 10.5 (IQR; 1-36) aydi. ModUlat6r tedavi
alan hastalarin pulmoner alevlenme sikliginin ortancasi tedaviye
baslamadan 6nce yilda 2 (IQR; 1-5) iken tedavi sUresince yilda
1 (IQR; 0-3)’e kadar azaldigi analiz edildi. Bu azalma istatistiksel
olarak anlamii bulundu (p<0.001).

Tartisma: Calismamizda, modulatér tedaviye uygun bulunan
hastalarin = %61’i modulatér tedavi haketmesine ragmen
%26.9'u ilaca erisebilmistir. Kistik fibrozis tedavisindeki yenilikler,
pulmoner alevlenmelerde belirgin iyilesmeler saglamaktadir. Bu
nedenle, hastallk modifiye edici tedavilerin tum KF hastalarini
kapsayacak sekilde gelistirimesine yonelik  calismalarin
strdUrtimesi gerekmektedir.

Anahtar Soézciikler: Kistik fibrozis, Modulatdr tedavi, Pulmoner
alevlenme
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Evaluation of Patients with Enthesitis-Associated Arthritis: A Single

Center Experience

Entezit iliskili Artrit Tanili Hastalarin Degerlendiriimesi: Tek Merkez Deneyimi

Bahar DEMIRBAS, Niliifer TEKGOZ

Department of Pediatrics, Etlik City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Enthesitis-associated arthritis (ERA) is a subtype
of juvenile idiopathic arthritis characterized by HLAB27-
associated arthritis and enthesitis in childhood with axial
involvement including the sacroiliac joint. Although peripheral
joint involvement is more prominent in childhood, sacroiliitis
is seen in 20- 40% at the time of diagnosis. Peripheral joint
treatment is determined as local treatment or systemic treatment
for the involved joint. In axial involvement, non-steroidal anti-
inflammatory drugs, glucocorticoids, conventional synthetic
disease-modifying antirheumatic drugs (csDMARDs) including
sulfasalazine and methotrexate (MTX), and biologic DMARDs
are primarily used. In our study, we aimed to determine the risk
factors that may predict the need for biologic therapy in ERA
patients started on MTX treatment. We also aimed to compare
the demographic, clinical and laboratory characteristics of
HLAB27 positive and negative patients.

Materials and Methods: In this study, we retrospectively
reviewed the files of 68 patients who were diagnosed with
enthesitis-associated arthritis (ERA) and received MTX treatment
between October 2022 and September 2023 in the Pediatric
Rheumatology Clinic of Ankara Etlik City Hospital. Patients who
needed biologic treatment during follow-up were identified.
Demographic characteristics, clinical and laboratory findings
were evaluated. In addition, demographic characteristics,
clinical and laboratory findings of HLAB27 positive and negative
patients at the time of diagnosis were compared.

Results: A total of 68 patients diagnosed with ERA and started
on MTX therapy were included in the study. At presentation,
45 (66.1%) patients had axial involvement, 39 (57.4%) had
peripheral joint involvement, 24 (35.2%) had enthesitis and
five (7.4%) had uveitis. HLAB27 was positive in 15 (22.1%)
and negative in 53 (77.9%) patients. Biologic treatment was
initiated in 59 (86.8%) patients. Total 19 (27.9%) patients
needed glucocorticoid treatment during follow-up. There
were no significant differences between patients who received
biologic therapy and those who did not in terms of demographic

characteristics, family history, clinical and laboratory findings at
the time of diagnosis, HLAB27 positivity, need for glucocorticoid
therapy and JADAS-10 scores. No significant difference was
found between HLAB27 positive and negative patients in
terms of demographic characteristics, family history, need for
biological therapy and glucocorticoid therapy and JADAS-10
scores. Erythrocyte Sedimentation Rate (ESR) and C-Reactive
Protein (CRP) values at the time of diagnosis were significantly
higher in HLAB27 positive patients compared to HLAB27
negative patients. Peripheral joint involvement at presentation
was significantly higher in HLAB27 positive patients and axial
involvement was significantly higher in HLAB27 negative
patients.

Discussion: In our study, 86.8% of patients diagnosed with
ERA received biologic therapy. In previous studies, this rate
was found to be 42%-80%. Although this rate was lower in
previous studies, recent guidelines have recommended early
initiation of biologic therapy in patients with ERA and biologic
therapy was initiated in most of our patients. HLAB27 positivity
in ERA is associated with high inflammation and acute phase
reactant values. In our study, ESR and CRP values were found to
be significantly higher in ERA patients with HLAB27 positivity in
accordance with previous cohort data. Contrary to the literature,
axial involvement was found to be higher in the HLAB27 negative
patient group (73.6%, 40%) in our study. This difference may be
due to the small number of patients.

Keywords: Athritis, Enthesitis, Sacroileitis
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Amag: Entezit iliskili artrit (ERA) cocukluk caginda HLAB27 iiliskili
artrit ve entezitle karekterize olup, sakroiliak eklem dahil aksiyel
tutulum da gdrulebilen juvenil idiopatik artrit alt tiplerinden biridir.
Cocukluk caginda periferik eklem tutulumu daha 6n planda olsa
da, tani aninda sakroileit %20-40 oraninda gorullr. Periferik
eklem tedavisi, tutulan ekleme yonelik lokal tedavi ya da sistemik
tedavi olarak belirlenir. Aksiyel tutulumda ise 6ncelikle steroid
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olmayan antiinflamatuar ilaglar, glukokortikoidler, stlfasalazin ve
metotreksat (MTX) dahil olmak Uzere geleneksel sentetik hastalik
modifiye edici antiromatizmal ilaglar (csDMARD’ler) ve biyolojik
DMARD’lar yer almaktadir. Calismamizda MTX tedavisi baslanan
ERA hastalarinda biyolojik tedavi intiyacini dngdrebilecek risk
faktorleri belirlenmesi amaglanmistir. Bununla birlikte HLAB27
pozitif ve negatif hastalarin demografik, klinik ve laboratuar
Ozelliklerinin karsilastinimasi hedeflenmigtir.

Gere¢ ve Yontemler: Bu calismada Ankara Etlik Sehir
Hastanesi Cocuk Romatoloji Klinigi’'nde Ekim 2022-Eylil 2023
tarihleri arasinda Entexzit lliskli Artrit (ERA) tanisi alan ve MTX
tedavisi alan 68 hastanin dosyasi retrospektif olarak incelendi.
izlemde biyolojik tedavi ihtiyaci olan hastalar belirlendi.
Hastalarin demografik &zellikleri, klinik ve laboratuar bulgular
degerlendirildi. Ayrica, HLAB27 pozitif ve negatif olan hastalarin
tani anindaki demografik 6zellikleri, klinik ve laboratuar bulgulari
karsilastiriidi.

Bulgular: ERA tanisi alan ve MTX tedavisi baglanan toplam
68 hasta calismaya dahil edildi. Basvuru aninda 45 (%66.1)
hastada aksiyel tutulum, 39 (%57.4) hastada periferik eklem
tutulumu, 24 (%35.2) hastada entezit ve bes (%7.4) hastada
Uveit mevcuttu. HLAB27 15 hastada (%22.1) pozitif, 53
(%77.9) hastada negatif saptandi. Takiplerinde 59 (%86.8)
hastaya biyolojik tedavi baslandi. Toplam 19 (%27.9) hastanin
takibinde glukokortikoid tedavi ihtiyaci oldu. Biyolojik tedavi alan
ve almayan hastalar arasinda hastalarin demografik dzellikleri,
aile dykusu, tani anindaki klinik ve laboratuar bulgular, HLAB27
pozitifligi, glukokortikoid tedavi ihtiyaci ve JADAS-10 skorlari
acisindan anlamli farklilik saptanmadi. HLAB27 pozitif ve negatif
hastalar arasinda hastalarin demografik &zellikleri, aile dykusu,
biyolojik tedavi ve glukokortikoid tedavi intiyaci ve JADAS-10
skorlari arasinda anlamli fark saptanmadi. Tani anindaki Eritrosit
Sedimentasyon Hizi (ESR) ve C- Reaktif Protein (CRP) degerleri
HLAB27 pozitif hastalarda, HLAB27 negatif hastalara gore
anlamli olarak yuksek saptandi. Basvurudaki periferik eklem
tutulumu HLAB27 pozitif hasta grubunda , aksiyel tutulum ise
HLAB27 negatif hasta grubunda anlamli olarak yiksek saptand..

Tartisma: Calsmamizda ERA tanili hastalarin  %86.8’inin
biyolojik tedavi aldigi saptandi. Daha 6nceki ¢alismalarda bu
oran %42-%80 sikiginda saptanmisti. Eski galismalarda bu
oran daha dustk olmakla birlikte, son kilavuzlarda ERA tanili
hastalarda biyolojik tedaviye erken baslanmasi dnerilmektedir ve
hastalanmizin blyUk kisminda da biyolojik tedaviye baglanmistir.
ERA'da HLAB27 porzitifligi yiksek inflamasyon ve akut faz
reaktan degerleri ile iligkilidir. Calismamizda da 6nceki kohort
verileri ile uyumlu sekilde HLAB27 pozitif olan ERA hastalarinda
ESR ve CRP degerleri anlamli olarak daha ylksek saptanmistir.
LiteratrUn aksine g¢alismamizda aksiyel tutulum HLAB27 negatif
hasta grubunda (%73.6 ,%40) daha yUksek saptandi. Bu farkliik
hasta sayisinin azligindan kaynaklanabilir.

Anahtar Sozciikler: Artrit, Entezit, Sakroileit
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Evaluation of Vitamin D Levels in Paediatric Palliative Care Patients
Pediatrik Palyatif Bakim Hastalarinda D Vitamini Dlzeyinin Degerlendiriimesi

Begiim OGLAKCIOGLU, Ganime AYAR

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Pediatric palliative care (PPC) services are focused
on improving quality of life for children with serious illnesses
and their families, providing management of existing pain and
suffering, facilitating informed decision-making and assisting
care coordination between clinicians. Vitamin D is a vital
hormone that plays a role in many physiological events and has
important functions associated with acute and chronic diseases.
The aim of this study was to determine the serum vitamin D
levels of patients hospitalised in the Pediatric Palliative Service
of Ankara Bilkent City Hospital and to determine whether
treatment and prophylaxis are necessary and sufficient. Thus,
the goal is to enhance the quality of life for pediatric patients
who require palliative care. This group is growing, yet there is
a dearth of knowledge about them. The objective is to remove
them from the burden of additional diseases and to reduce
hospitalisations.

Materials and Methods: The study included patients who
received inpatient treatment in the Pediatric Palliative Service
of Ankara Bilkent City Hospital Pediatric Hospital between 1
December 2019 and 30 September 2022 and were examined
for vitamin D. The study was a retrospective study. IBM Statistical
Package for Social Sciences (SPSS), version 27.0 for Windows
(SPSS Inc. Chicago, USA) computer package programme was
used for statistical analyses.

Results: A total of 371 patients who were hospitalised in the
pediatric palliative care service during the study period were
identified and the files of all these patients were reviewed. A
total of 220 patients fulfilling the inclusion criteria were included
in the study. Of the patients, 56.4% were in the neurological
diseases diagnosis group. Dramatically, 69.6% of those who did
not use vitamin D had deficiency or insufficiency, while 52.8%
of those who used it had deficiency or insufficiency. In general,
the median vitamin D value of the patients was found to be 24.4
(1.6-356) ng/mL, while 141 patients (64%) had vitamin D deficiency
or insufficiency, 77 patients (35.0%) had normal vitamin D, and
two patients (0.09%) had high vitamin D. It was found that 209

of 220 patients (87.4%) did not use any vitamin D preparation.
The median vitamin D level in immobile patients (24.0 ng/mL)
was found to be statistically significantly lower than in mobile
patients (563.2 ng/mL).

Discussion: It was observed that vitamin D levels and the
number of patients using vitamin D was low, in pediatric palliative
care patients. Additionally, vitamin D levels were significantly
lower in the immobil patient group. In order to protect these
patients from many complications that may be caused by vitamin
D deficiency/insufficiency, evaluation and follow-up in terms of
vitamin D prophylaxis and treatment are essential.

Keywords: Pediatric palliative care, Vitamin D
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Amag: Pediatrik palyatif bakim (PPB) hizmeti, ciddi hastaliklari
olan ¢ocuklar ve aileleri igin yasam kalitelerini arttirmaya, var olan
agr ve acinin yonetimini saglamaya, bilgiye dayall karar vermeyi
kolaylastirmaya ve Klinisyenler arasinda bakim koordinasyonuna
yardmci olmaya odaklanmigtir. D vitamini hayatsal dneme sahip
olup cok sayida fizyolojik olayda rol oynayan, akut ve kronik
hastaliklarla iligkilendirilen &nemli fonksiyonlar olan bir hormondur.
Bu calismanin amaci; Ankara Bikent Sehir Hastanesi Cocuk
Palyatif Servisine yatan hastalarn serum D vitamini dUzeylerini
tespit etmek, tedavi ve profilaksinin gerekli ve yeterli olup olmadigini
saptamaktr. Boylece sayllan giderek artan ancak yeterli bilgi
birikimine sahip olmadigimiz palyatif bakim gerektiren ¢ocuk
hastalan ek hastaliklardan uzaklastirlarak yasam kalitelerinin
arttinlmasi, hastane yatislarinin azaltimasi hedeflenmektedir.

Gerec ve Yontemler: Calisma Ankara Bilkent Sehir Hastanesi
Cocuk Hastanesi Cocuk Palyatif servisinde 1 Aralk 2019-30
Eyltl 2022 tarihleri arasinda yatarak tedavi almis ve D vitamini
seviyeleri incelenmis hastalar dahil edildi. Veriler retrospektif
olarak toplandi. Arastirma verilerinin istatistiksel analizleri icin
IBM Statistical Package for Social Sciences (SPSS), Windows
icin sdrim 27.0 (SPSS Inc. Chicago, USA) bilgisayar paket
programi kullanildi.
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Bulgular: Calisma sUresi icerisinde cocuk palyatif bakim
servisinde yatarak tedavi goéren toplam 371 hasta tespit edildi
ve dosyalar tarandi. Calisma icin dahil olma kriterlerini tasiyan
toplam 220 hasta calismaya dahil edildi. Hastalarin %56.4°0
ndrolojik hastaliklar tani grubunda yer almaktaydi. Dramatik
olarak D vitamini kullanmayanlarin %69.6’sinda eksiklik-yetersizlik
saptanirken, kullananlarin %52.8’inde eksiklik-yetersizlik goruldu.
Genel olarak hastalarin D vitamini ortanca degeri 24.4 (1.6-356)
ng/mL olarak tespit edilirken 141 hastada (%64) D vitamini eksikligi
veya yetersizligi, 77 hasta (%35) normal D vitamini, iki hastada
(%0.09) ise yiksek D vitamini saptandi. Toplam 220 hastanin
209’unun (%87.4) higbir D vitamini preparati kullanmadigi tespit
edildi. Yataga bagimli olan hastalarda ortanca D vitamini dizeyi
(24.0 ng/ml), yataga bagmli olmayanlara gére (53.2 ng/mL)
istatiksel olarak anlamli bir sekilde distk saptandi.

Tartisma: Cocuk palyatif bakm hastalarnda D vitamini
dUzeylerinin genel olarak disik oldugu, D vitamini kullanan
hasta sayisinin az oldugu, ¢zellikle yataga bagmii olan hasta
grubunda D vitamini dizeylerinin anlamli bir sekilde daha disik
oldugu géraldu. D vitamini eksiklik/yetersizlik durumunun neden
olabilecegi bircok komplikasyonlardan bu hastalarin korunmasi
icin D vitamini profilaksisi ve tedavisi agisindan degerlendirilmesi
ve takibi hayati 6neme sahiptir.

Anahtar Sézciikler: Pediatrik palyatif bakim, D vitamini
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Clinical Follow-Up of Patients with Rhinovirus Positivity Detected in

the Respiratory Viral Panel

Solunum Yolu Viral Panelinde Rinovirls Pozitifligi Saptanan Hastalarin Klinik

Izlemleri
Merve DERVISOGLU YURTERI, Kaan CELEBIER

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Rhinovirus is a significant etiological agent of the
common cold, one of the most prevalent viral infections in
humans. Rhinoviruses belong to the genus Enterovirus within
the family Picornaviridae. The clinical course of rhinovirus
infections can vary from mild to severe, with a wide spectrum
of morbidity and mortality. In this study, cases admitted to
the emergency department or outpatient clinic and found to
be positive for rhinovirus in the respiratory tract panel were
evaluated in terms of a number of parameters, including gender,
seasonal period, presenting complaints, laboratory tests and
radiological imaging.

Materials and Methods: This study examined cases admitted
to Ankara Bilkent City Hospital between January 2021 and
March 2024, who were found to be rhinovirus positive in the
respiratory viral panel. A retrospective study was performed,
including patients with rhinovirus detected in the respiratory
viral panel at the time of admission and hospitalisation.

Results: A total of 131 patients were included in the study.
Of these, 57.3% (n=75) were male and 42.7% (n=56) were
female. The median age was 1 year (IQR: 0.9-5 years). Total
of 41% (n=54) of the cases occurred in the spring. Among
rhinovirus-positive patients, 45% (n=60) presented with fever,
while 27% (n=36) had a cough. Oxygen saturation decline was
observed in 70% (n=92) of the patients who had not previously
required oxygen support. Of the patients, 61% (n=80) received
oxygen therapy via mask, 12.2% (n=16) were supported by
high-flow nasal cannula, 14.5% (n=19) required non-invasive
mechanical ventilation, and 12.2% (n=16) were intubated.
Additionally, 21% (n=28) of the patients were followed in the
intensive care unit (ICU), while 78.6% (n=103) were treated
in the general ward. The mean length of stay in the ICU was
10.25+10.10 days, and the mean length of stay in the general
ward was 6.61+3.59 days. Of the rhinovirus-positive cases,
71% (n=94) were managed with symptomatic treatment, while

antibiotics were added to the treatment regimen in 28% (n=37).
Radiological imaging revealed significant pulmonary infiltration
in 87% (n=114) of the cases, with a reticular pattern observed
in 74% (n=98), atelectasis in 4.6% (n=6), and pleural effusion in
5.3% (n=7). Laboratory findings indicated a mean white blood
cell (WBC) count of 11678+5782, a mean neutrophil count of
73075596, a mean lymphocyte count of 3075+1958, a mean
platelet count of 415931+258755 and a mean C-reactive
protein (CRP) level of 7+15. The study noted a mortality rate of
3.1% (n=4) among.

Discussion: Rhinovirus is frequently encountered among
the pathogens causing respiratory tract infections in children.
Considering rhinovirus in the differential diagnosis of patients
presenting with fever, cough, and respiratory distress and
initiating early treatment can reduce the need for intensive care
unit admission.

Keywords: Rhinovirus, Respiratory viral panel
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Amac: Rinovirls insanlarda gdrllen en yaygin viral
enfeksiyonlardan olan soguk alginliginin en blyUk nedenlerinden
biridir. Rinovirlsler, picornaviridae familyasindaki enterovirls
cinsine aittir. Klinik seyri hafiften agira genis bir morbidite ve
mortalite spektrumu gizmektedir. Bu c¢alismada acil servis
veya poliklinige basvuran ve solunum yolu panelinde rinovirls
pozitifligi saptanan vakalar; cinsiyet , mevsimsel ddnem, basvuru
sikayetleri, laboratuvar tetkikleri ve radyolojik gérintilemeler gibi
parametreler agisindan degerlendirildi.

Gere¢ ve Yontemler: Bu calismada Ankara Bilkent Sehir
Hastanesi’e 2021 Ocak-2024 Mart aylar arasinda basvuran,
solunum yolu viral panelinde rinovirUs pozitif saptanan vakalar
incelendi. Basvuru aninda solunum yolu viral panelinde rinovirls
saptanan ve hastane yatisi olan hastalar galismaya dahil edilerek
retrospektif bir calisma yapildi.
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Bulgular: Calismaya 131 hasta dahil edilmistir. Hastalarn
%57.3'0 (n=75) erkek %42.7 (n=56) kadindi. Yas ortancasl
1 (IQR:0.9-5) yildi. Vakalarin %41’i (n=54) ilkbahar aylarinda
rastlandi. RinovirUs pozitif hastalarinin %45’ i (n= 60) basvuru
aninda ates ile geldi Oksirik hastalann %27’sinde (n=36)
gdzlendi. Oncesinde oksijen destegi almayip saturasyon
distklUgl oldugu goézlenen vaka orani %70 (n=92) olarak
saptandi. Hastalardan %61’i (n=80) maske ile oksijen destegi
alirken, %12.2’si (n=16) yUksek akimli nazal kanul ile %14.5’i
(n=19) non invaziv mekanik ventilatdr ile %12.2’si (n=16)
entlbe olarak takip edildi. Hastalarn %21’i (n=28) yogdun
bakim Unitesinde, %78.6 (n=103) serviste takip edildi. Yogun
bakim Unitesinde yatis gund ortalamasi 10.25+10.10 gun ve
servis yatls gunu ortalamasi 6.61+3.59 gun olarak saptandi.
Rinovirls pozitif vakalarin %71’i (n=94) semptomatik tedavi
ile izlenirken; %28’inin (n=37) tedavilerine antibiyotik eklenerek
izlendi. Hastalarin radyolojik gérintllemelerinin - %87’sinde
(n=114) akcigerde belirgin infiltratif gdrinim, %74’ sinde (n=98)
retikUler gdrinim, %4.6'sinda (n=6) atelektazi, %5.3 (nN=7)
plevral eflzyon tespit edildi. Laboratuvar bulgulara baktigimizda
incelenen vakalarda beyaz kire (WBC) ortalama 11678+5782,
noétrofil (ANS) ortalama 7307+5596, lenfosit (ALS) ortalama
3075+1958, trombosit (PLT) ortalama 415931+258755,
CRP ortalama 7+15 olarak saptandi. Bu ¢alismada vakalarin
%3.1’inin (n=4) ex oldugu gdzlendi.

Tartisma: RinovirUs ¢ocuklarda solunum yolu enfeksiyonuna
sebep olan etkenler arasinda karsimiza sik olarak ¢ikmaktadir.
Ates, 6ksUrUk ve solunum sikintisi ile basvuran hastalarda ayirici
tanida disunuUlerek erken dénemde tedavi baslanmasi hastalarin
yogun bakim ihtiyacini azaltacaktrr.

Anahtar Sézciikler: Rinovirls, Solunum yolu viral paneli
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Evaluation of Cases Presenting with Facial Paralysis in Childhood
Cocukluk Caginda Fasiyal Paralizi ile Bagvuran Olgularin Degerlendiriimesi

Ezgi EREM, Didem ARDIGLI, Ayseguil Nese CITAK KURT

Department of Pediatric Neurology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Facial paralysis (FP) is the most common cranial
neuropathy in childhood, resulting from damage to any part
of the facial nerve’s pathway. It can manifest as congenital
or acquired, and classified as peripheral or central type.
Various factors contribute to the etiology, including genetic
predisposition, viral infections, autoimmune diseases, temporal
bone fractures, head/neck tumors, and central nervous system
lesions. About 50% of cases in which etiology cannot be
clearly identified, is termed as idiopathic facial paralysis (Bell's
palsy). The management of FP in children varies according
to the etiology and severity of the disease. While there is no
definitive evidence regarding oral steroid treatment, several
studies suggested use of steroids in early stages of the disease
may accelerate recovery. In the current study, we aimed to
determine the risk factors and etiologies of children followed-
up with FP, to evaluate clinical, laboratory characteristics, and
treatment management.

Materials and Methods: This study included pediatric
patients who were evaluated for FP at the Ankara Bilkent City
Hospital, Child Neurology outpatient clinic between October
2021-October 2024. Demographic, clinical, and laboratory
characteristics of the patients, as well as their treatment
responses, were retrospectively reviewed from the hospital
information management system. The House-Brackmann scale
was used to determine the degree of FP.

Results: This study included 55 patients (26 boys and 29
girls) with a mean age of 10.3 years (1 month-17 years). Three
patients had a family history of FP. Neurological examination
revealed unilateral peripheral type FP in 91% and unilateral
central type FP in 9%. The degree of FP was assessed in 90%
of the patients and determined as follows: stage 2 (n=22), stage
3 (n=16), stage 4 (n=10), and stage 5 (n=2). Etiology of FP was
Bell's palsy in 50%(n=28), infectious causes in 36% (n=20;
including 11 tonsillitis, 2 otitis, 3 sinusitis, 2 dental abscesses, 1
mastoiditis, 1 neurobrucellosis). Other causes included trauma
(n=2) and cold exposure (n=2). Recurrent FP was present in 7

(12%) patients. Among the 47 patients who underwent cranial
imaging, abnormal findings were detected in 30, including
facial neuritis (n=17), pansinusitis (n=2), mastoiditis (n=1),
schwannoma (n=1), and incidental findings (n=10, including
arachnoid cysts and hyperintense nonspecific white matter
lesions). Sixty percent of the patients had oral prednisolone
with a mean period of 12 days (7-35 days). Total recovery was
achieved in all patients. Mean duration of symptom resolution
was 27 days (ranging from 1 to 195 days).

Discussion: Most of the FP in childhood are peripheral type
and can occur at any age from neonatal period to adolescence.
In our pediatric FP case series, most common cause was
Bell’s palsy, similar to literature. The prognosis is related to the
underlying cause, with complete recovery in most of the cases
with Bell’s palsy (85-95%). Recurrent FP is rare in childhood (4-
11%) and may be idiopathic or due to infectious, inflammatory,
neoplastic, autoimmune, and other causes. A detailed history
and physical examination is essential for diagnostic approach.
Further examination and neuroimaging are recommended in
patients who have not exhibited regression in the initial three-
week period, demonstrated no improvement in paralysis by
the sixth month, and present with recurrent facial paralysis,
as well as any additional systemic and neurological findings.
Effective management of the FP requires a multidisciplinary
team approach involving pediatricians, child neurologists,
otolaryngologists, and physical therapists.

Keywords: Bell’s palsy, Childhood, Facial paralysis
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Amac: Fasiyal paralizi (FP), fasiyal sinirin trasesi boyunca
herhangi bir bolimuntn hasariyla olusan klinik bir tablo olup
cocukluk c¢aginda en sk karsilasilan kraniyal néropatidir.
Konjenital veya edinsel olarak periferik veya santral tipte ortaya
cikabilir. FP etiyolojisinde genetik yatkinlik, viral infeksiyonlar,
otoimmun hastalklar, temporal kemik fraktUrleri, bas-boyun
timorleri, santral sinir sistemi lezyonlari gibi ¢esitli nedenler
yer almaktadir. Etiyolojinin net olarak belirlenemedigi, olgularin
yaklasik %50’sini olusturan grup ise idiopatik fasiyal paralizi (Bell
Paralizisi) olarak adlandirlir. Cocuklarda fasiyal sinir paralizisinin
yonetimi etiyolojiye ve hastalik siddetine gére degismektedir. Oral
steroid tedavisine iliskin net kanit bulunmamaklia birlikte hastaligin
erken dénemlerinde kullaniimasinin iyilesmeyi hizlandirdigina dair
calismalar vardir. Fasiyal sinirin rehabilitasyonuna yonelik fizik
tedavi egzersizleri dneriimektedir. Calismamizda klinigimizde FP
ile izlenen ¢ocuklarin risk faktorleri, etiyolojilerinin belirlenmesi,
klinik ve laboratuvar 6zelliklerin incelenmesi, tedavi ydnetiminin
degerlendiriimesi amaclanmistir.

Gere¢c ve Yontemler: Calismaya Ekim 2021-Ekim 2024
arasinda Ankara Bilkent Sehir Hastanesi, Cocuk Noroloji
polikliniginde FP tanisiyla degerlendirilen 18 yas altindaki
hastalar dahil edildi. Hastalarin demografik, klinik ve laboratuvar
Ozellikleri, tedavi yanitlarn geriye dénUk olarak hastane bilgi
yonetim sisteminden incelendi. FP derecesinin belirlenmesinde
House-Brackmann skorlamasi kullanildi.

Bulgular: Calismaya dahil edilen 55 hastanin ortalama yasi 10.3
(1 ay-17 yas) olup olgularin %53’ kiz, %47’si erkekti. Uc hastada
ailede FP 6yklsU vardi. Norolojik muayenede hastalarn %91’inde
tek tarafll periferik tip, %9'unda ise tek tarafl santral tip FP
bulgulan mevcuttu. Fasiyal paralizi derecesi hastalarin %90’inda
degerlendiriimis olup evre 2 (n=22), evre 3 (n=16), evre 4 (n=10), evre
5 (n=2) olarak saptandi. Etyolojide hastalarin %50’sinde (n=28) Bell
paralizisi, %36’sinda (n=20) enfeksiydz nedenler (11 tonsillit, 2 otit, 3
sintzit, 2 dis absesi, 1 mastoidit, 1 ndrobruselloz), diger hastalarda
travma (n=2), soguk maruziyeti 6yklst (n=2) vardi. Tekrarlayan
fasiyal paralizi 7 hastada (%12) mevcuttu. Kraniyal gorintileme
yapllan 47 hastanin 30’'unda anormal bulgular saptand:: fasiyal
norit (h=17), pansinlizit (h=2), mastoidit (n=1), schwannom (n=1) ve
insidental bulgular (=10, araknoid kist ve hiperintens nonspesifik
beyaz cevher lezyonlar). Oral prednizolon alan 33 hastanin (%60)
ortalama tedavi stiresi 12 giindU (7 gun- 35 gin), 37 hastaya fizik
tedavi egzersizleri uygulandi. Tim hastalarda total iyilesme sagland.
Semptomlarin diizelme suresi ortalama 27 gindt (1-195 gun).

Tartisma: Cocukluk ¢aginda fasiyal paralizi daha ¢ok periferik
tipte ve yenidogan ddéneminden ergenlik déneminin sonuna
kadar her yasta gorulebilmektedir. Bizim pediyatrik FP olgu
serimizde en sik sebep literatlre benzer sekilde Bell paralizisiydi.
Prognoz altta yatan nedenle iliskili olup Bell paralizisinde
cogunlukla (%85-95) tam iyilesme gortlUr. Tekrarlayan FP
cocukluk caginda nadir (%4-11) goruldr; idiopatik olabilecegi gibi
enfeksiydz, enflamatuar, neoplastik, otoimmun nedenlere bagl
olabilir. Tanisal yaklagimda ayrnintii anamnez ve fizik muayene
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temeli olusturur. ik 3 hafta icinde gerileme goriimeyen, 6. ayda
paralizide dlzelme olmayan, tekrarlayan fasiyal paralizi, ek
sistemik ve norolojik bulgularin oldugu hastalarda ileri inceleme
ve nérogoruntileme dnerilmektedir. Hastaligin etkili yonetimiicin
cocuk saghgl hastaliklari uzmanlar, ¢ocuk nérologlari, kulak-
burun-bogaz uzmanlar ve fizyoterapistleri iceren multidisipliner
bir ekip yaklasimi gerekmektedir.

Anahtar Soézciikler: Bell paralizisi, Cocukluk c¢agi, Fasiyal
paralizi
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Use of Bispectral Index Monitoring in Patients with Suspected Brain
Death in Pediatric Intensive Care Unit

Cocuk Yogun Bakim Unitesinde Beyin Olimi Siiphesi Olan Hastalarda
Bispektral indeks Monitérizasyonu Kullanimi

Alper OGLAKCIOGLU', Emre KARADENIZ', Esra KOCKUZU2, Avni Merter KECELI®, Aysegul Nese CITAK KURT?,
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ABSTRACT

Objective: Bispectral index (BIS) analysis allows the
evaluation of the state of consciousness by converting
electroencephalographic measurements into numerical values.
BIS monitoring can directly affect the decision-making process
by allowing close monitoring of the sedative and hypnotic
effects of anesthetic drugs and can be a guide for cerebral
pathologies in patients hospitalized with traumatic brain injury.
Our study aimed to examine the usefulness of BIS in the early
diagnosis of brain death.

Materials and Methods: During the study period, 11 patients
with suspected brain death were evaluated with BIS monitoring
in the Ankara Bilkent City Hospital pediatric intensive care unit.
Imaging and apnea tests were performed for the diagnosis of
brain death with CT angiography in hemodynamically stable
patients. The diagnosis of brain death was made by the decision
of a pediatric neurologist and pediatric intensive care specialist.

Results: During the study period, 906 patients were hospitalized
in the pediatric intensive care unit. It was determined that 92 of
these patients died due to different reasons during this period.
Brain death was diagnosed clinically and/or radiologically in 11
of the patients who died. The apnea test of all patients was
positive. Early BIS monitoring was performed on 11 patients
who were considered brain dead. In 10 patients, the BIS score
was determined as zero, while in one patient, no value could
be obtained after the BIS connection due to technical reasons.
Of the patients, six (65%) were hospitalized for oncological
diseases, and five (45%) for traumatic brain injury-intracranial
hemorrhage. Brain death was diagnosed in eight of the patients
with clinical and CT angiography, while one patient was clinically
and BIS compatible with brain death, but CT angiography did

not support it. In the other two patients, CT angiography could
not be performed because of transfer incompatibility due to
hemodynamic irregularity, but the apnea test was positive in
both patients and BIS scores were zero. Diabetes insipitus was
associated with 82% (n=9) of the patients.

Discussion: Analysis with BIS is an easy-to-interpret and
continuous method. In patients following up with this method,
BIS values can be used as an auxiliary and supportive technique
in detecting and diagnosing brain death. However, more studies
in pediatric intensive care units are needed.

Keywords: Bispectral index, Brain death, Head trauma
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Amag: Bispekiral indeks (BIS) ile analiz; elektroensefalografik
OlgUmleri  sayisal de@erlere  cevirerek biling  durumunun
degerlendirimesine olanak saglamaktadir. BIS monitérizasyonu
anestezik ilaglann sedatif ve hipnotik etkilerinin yakin takibinin
yapllmasina imkan saglayarak karar verme sUrecini dogrudan
etkileyebildigi gibi travmatik beyin hasan ile yatmakta olan
hastalarda serebral patolojiler icin yol gosterici olabilmektedir.
Calismamizda BIS’in beyin 8limii erken tanisindaki faydasinin
incelenmesi amaclanmistir.

Gere¢ ve Yontemler: Calisma suresince Ankara Bilkent
Sehir Hastanesi ¢cocuk yogun bakim kliniginde, beyin dlima
dustnilen 11 hasta BIS monitérizasyonu ile degerlendirildi.
Hemodinamik olarak stabil olan hastalara BT anjiyografi ile
beyin 6lUmU tanisina yonelik gortintlleme ve apne testi yapildi.
Beyin 6limU tanisi bir cocuk nérologu ve ¢ocuk yogun bakim
uzmani karari ile konuldu.
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Bulgular: Calisma suresince 906 hastanin gocuk yogun bakim
Unitesine yatirilarak izlendigi tespit edildi. Bu hastalardan 92’sinin
bu surecte farkl nedenlerden dolay hayatini kaybettigi saptandi.
Hayatini kaybeden hastalarin 11’ine klinik ve/veya radyolojik
olarak beyin 6lumu tanisi koyuldu. Tum hastalarin apne testi
pozitifti. Beyin 6lumu dustndlen 11 hastaya da erken ddnemde
BIS monitérizasyonu yapildi. On hastada BIS skoru sifir olarak
tespit edilirken bir hastada teknik nedenlerden dolay BIS
baglanmasi sonrasinda deger alinamadi. Hastalarin altisi (%55)
onkolojik hastaliklar nedeni ile, besi (%45) travmatik beyin hasari-
intrakraniyal kanama nedeniyle yatinimist. Hastalarin sekizinde
klinik ve BT anjiyografi ile beyin 6lumu tanisi konuldu. Bir hastada
ise klinik ve BIS beyin élimu ile uyumlu olmasina ragmen BT
anjiyografi beyin 6limdnU desteklemedi. Diger ki hasta da
ise hemodinamik duzensizlik nedeniyle transfer uygunsuzlugu
mevcut oldugu icin BT anjiyografi cekilemedi ancak iki hastanin
da apne testi pozitifti ve BIS skorlari sifirdi. Hastalarin %82’sine
(n=9) diyabet insipitusun eslik ettigi goruldu.

Tartisma: BIS ile analiz yorumlanmasi kolay ve srekliligi olan bir
yéntemdir. Bu ydntem ile takibi yapilan hastalarda BIS degerleri
beyin 6lUMUNUN erken tespiti ve tanisinda yardimci ve destekleyici
bir teknik olarak kullanilabilir. Ancak bu konuda pediatrik yogun
bakim Unitelerinde yapilacak daha ¢ok calismaya ihtiyag vardir.

Anahtar Sozciikler: Bispektral indeks, Beyin 6lumi, Kafa
travmasi
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The Effect of Family History on Clinical Course and Treatment in
Patients with Periodic Fever, Pharyngitis, Aphthous Stomatitis and

Cervical Adenitis

Periodik Ates, Farenijit, Aftéz Stomatit, Servikal Adenit Hastalarinda Aile
Oykisi Varliginin Klinik Seyre ve Tedaviye Etkisi

Emine OZCELIK, Zahide EKICI TEKIN

Department of Pediatric Rheumatology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Periodic fever with associated pharyngitis, aphthous
stomatitis and cervical adenitis (PFAPA) syndrome is one of the
most common periodic febrile illnesses of childhood and is
thought to be a multifactorial, sporadic immune dysregulation
of unknown etiology. Although there is no genetic mutation
demonstrated in PFAPA patients, familial clusters have attracted
attention in recent years. In studies, it has been found that 10-
78% of PFAPA patients have a family history with symptoms
compatible with PFAPA. The aim of this study was to investigate
detailed family history in PFAPA patients and to evaluate the
effect of the presence of family history on the disease course.

Materials and Methods: Patients who were followed up in the
pediatric rheumatology outpatient clinic between July 2023 and
August 2024 with a diagnosis of PFAPA were included in the
study. Demographic and clinical characteristics, family history
and treatment were retrospectively recorded. A history of
frequent tonsillitis and/or tonsillectomy in first-degree relatives
(mother, father and siblings) was considered a positive family
history.

Results: Of the 162 patients in the study, 67 (41.4%) were
female. The median age at onset of symptoms was 24 (12-
38.3) months and the median age at diagnosis was 44 (30-58)
months. The most common symptom was pharyngitis with a
rate of 96.3%. The median number of attacks per year was 12
(12-24) and the median interval between attacks was 30 (15-
30) days. Colchicine was used as preventive treatment in 108
(66.7%) patients. There were 15 (9.3%) patients who underwent
tonsillectomy and 30 (18.5%) patients in whom tonsillectomy
was recommended. There were 66 (40.7 %) patients with family
history. There were 61 (37.7%) patients whose parents and/or
siblings had frequent tonsillitis and 17 (10.5%) patients with a
history of tonsillectomy. When patients with and without family

history were compared, the frequency of abdominal pain and
colchicine use were found to be higher in patients without
family history (p=0.045, p<0.001, respectively). The frequency
of tonsillectomy recommendation, age at complaint and age at
diagnosis were found to be higher in patients with family history
compared to patients without family history (p=0.015, p=0.009,
p=0.001, respectively). Decrease in the frequency of attacks or
absence of attacks after colchicine was not associated with
family history (p=0.924)

Discussion: A history of frequent tonsillitis and tonsillectomy
was found in 40.7% of the families of patients with PFAPA.
Colchicine was found to be effective in reducing attacks in both
groups. Although tonsillectomy was recommended more in the
group with a family history, families did not prefer to have it done.
The self-limiting course of PFAPA was thought to be effective in
this decision.

Keywords: Colchicine, Family history, Periodic fever,

Tonsillectomy
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Amacg: Periodik ates ve atese eslik eden farenijit, aftéz stomatit
ve servikal adenit (PFAPA) sendromu; ¢ocukluk gaginin en sik
gorulen periyodik ategli hastaliklarindan biridir ve etyolojisi net
bilinmeyen multifaktoriyel, sporadik bir immun disregulasyon
oldugu dusunulmektedir. PFAPA hastalarinda gosterilmis bir
genetik mutasyon s6z konusu olmasa da son vyillarda ailevi
kUmelenmelerin oldugu dikkat ¢ekmistir. Calismalarda PFAPA
hastalarinda %10-78 oraninda PFAPA ile uyumlu semptomlari
olan aile dykusU oldugu tespit edilmistir. Bu galismada PFAPA
hastalarinda detayll aile 6ykiUsunu arastirmak ve aile 6ykusu
varliginin hastalik seyrine etkisini degerlendirmek amagclanmistir.

0000-0003-4619-8342 : OZQELIK E
0000-0002-5446-667X : EKICI TEKIN Z




Periodic Fever, Pharyngitis, Aphthous Stomatitis and Cervical Adenitis 63

Gerec ve Yontemler: Calismaya Temmuz 2023- AJustos
2024 tarihleri arasinda gocuk romatolojisi polikliniginde PFAPA
tanisi ile takip edilen hastalar dahil edildi. Hastalarin demografik,
klinik ozellikleri, aile 6ykusU ve tedavileri retrospektif olarak
kaydedildi. Birinci derece yakinlarda (anne, baba ve kardes) sk
tonsillit ve/veya tonsillektomi 6ykusl olmasi pozitif aile dykisu
olarak kabul edildi.

Bulgular: Calismadaki 162 hastanin 67 (%41.4)’i kizdi. Ortanca
sikayet baglama yasl 24 (12-38.3) ay, tani yasi 44 (30-58) ayd.
Hastalarin en sik basvuru sikayeti %96.3 oraninda farenjitti. Yillik
atak sayisi ortancasi 12 (12-24), ataklar arasi sUre ortancasi 30
(15-30) giindU. Koruyucu tedavi olarak hastalarin 108 (%66.7)’si
kolsisin kullanmaktaydi. Tonsillektomi olan 15 (%9.3) ve
tonsillektomi 6nerilen 30 (%18.5) hasta vardi. Aile dykUsu olan
66 (%40.7) hasta mevcuttu. Anne baba ve/veya kardesinde
sk tonsillit olan 61 (%37.7), tonsillektomi OyklsU olan 17
(%10.5) hasta mevcuttu. Aile 6ykisUu olan ve olmayan hastalar
karsllastiridiginda; aile dykist olmayan hastalarda karin agrisi
sikligi ve kolsisin kullanma sikligi daha yUksek saptandi (sirasiyla
p=0.045, p<0.001). Aile dykisl olan hastalarda aile dyklsu
olmayan hastalara gore tonsillektomi 6neriime sikligi, sikayet
yas! ve tani yasi daha yuksek olarak bulundu (siraslyla p=0.015,
p=0.009, p=0.001). Kolsisin sonrasl atak sikliginda azalma veya
atak olmamasi aile dykusti ile iliskili saptanmadi (p=0.924).

Tartisma: PFAPA tanili hastalarin ailelerinde sk tonsillit ve
tonsillektomi dyktst %40.7 oraninda saptanmistir. Kolsisin her
iki grupta ataklar azaltmada etkin bulunmustur. Tonsillektomi aile
OykUsu olan gruba daha ¢ok Onerilse de aileler yaptirmayi tercih
etmemistir. PEFAPA'nIN kendini sinirlayici seyrinin bu kararda etkili
oldugu distunulmustdr.

Anahtar Soézciikler: Kolsisin, Aile dykusU, Periyodik ates,
Tonsillektomi
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Knowledge and Practices of Pediatric Residents on Complementary

Feeding

Cocuk Saghg! ve Hastaliklan Asistanlarinin Tamamlayici Beslenme

Konusundaki Bilgi ve Uygulamalari
Hulya SEKER YIKMAZ', ilknur BODUR?, Emine POLAT?

"Department of Pediatrics, Faculty of Medicine, Ankara Yildinm Beyazit University, Ankara, Turkiye
°Department of Pediatrics, Ankara Dr Sami Ulus Child Health and Diseases Training and Research Hospital, Ankara, TUrkiye

ABSTRACT

Objective: This study was conducted to determine the
knowledge and practices of pediatric residents about
complementary feeding.

Materials and Methods: This descriptive study was conducted
through an online survey among pediatric residents working in
different hospitals in 13 provinces across TUrkiye. A total of
252 residents aged between 24 and 58 years participated in
the study. A 28-question questionnaire was administered to
the residents to question their demographic characteristics,
general health knowledge about complementary feeding and
their practices.

Results: It was found that 82.9% (n=209) of the residents who
participated in the study started to complementary feeding at
the 6th month. Among the residents, 66.3% (n=167) thought
that starting complementary feeding before the 4™ month
increased the risk of allergy, and 60.3% (n=152) thought that
starting complementary feeding later increased the risk of
allergy. Yogurt was the first food preferred by 49.6% (n=125)
of the residents to start complementary feeding. At the 6th
month of complementary feeding, 68.7% (n=173) of the
residents introduced fruits, 76.2% (n=192) vegetables, 46.8%
(n=118) cereals, 23.8% (n=60) dried legumes, 23.8% (n=60)
egg whites, 46.4% (n=117) egg yolk, 30.2% (n=76) red meat,
23.8% (n=60) chicken meat, 17.1% (n=43) fish meat, and
39.7% (n=100) kefir. 61.9% (n=156) of the residents thought
that starting gluten after the 7th month increases the risk of
celiac disease. 45.2% (n=114) of the residents recommended
2 times feeding for infants aged 6-8 months, 58.3% (n=147)
recommended 3 times feeding for infants aged 9-12 months,
and 40.9% (n=103) recommended 3 times feeding for infants
over 12 months. When giving complementary feeding, 44.4%
(n=112) of the assistants recommend both Baby-Led Weaning
(BLW) and traditional feeding, while 37.3% (n=94) recommend

only traditional feeding. 36.9% (n=93) of the residents thought
that BLW method posed a risk for choking in children, 31.3%
(n=79) thought that infants could get enough energy and
iron with BLW method, and 26.2% (n=66) thought that the
frequency of iron deficiency and aspiration was lower in infants
fed with the Baby-Led Introduction to SolidS (BLISS) method
compared to infants fed with the BLW method.

Discussion: In order to increase the level of knowledge of
residents about complementary feeding and to prevent wrong
practices, it would be beneficial to provide accurate and reliable
information with repeated trainings on this subject.

Keywords: Child, Complementary feeding, Pediatric resident
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Amagc: Bu calisma, gocuk sagligi ve hastaliklari asistanlarinin
tamamlayict beslenme konusundaki bilgi ve uygulamalarini
belirlemek amaciyla yapilmigtir.

Gerec ve Yontemler: Bu tanmlayici calisma, Turkiye genelinde
13 ilde farkli hastanelerde ¢alisan cocuk sagligl ve hastaliklari
asistanlarina gevrimici bir anket araciligiyla yapilmistir. Calismaya
24-58 yas araliginda olan toplam 252 asistan katimistir.
Asistanlarin demografik dzellikleri, tamamlayici beslenme ile ilgili
genel saglik bilgileri ve uygulamalarini sorgulamak amaciyla 28
soruluk bir anket formu uygulanmistir

Bulgular: Calismaya katilan asistanlarin %82.9’unun (n=209)
6. ayda tamamlayici beslenmeye gegctigi saptanmistir.
Asistanlarin %66.3’0 (h=167) tamamlayici beslenmeye 4. aydan
once baglanmasinin alerji riskini artirdigini, %60.3’si (n=152)
ise tamamlayici beslenmeye gec¢ baslanmasinin alerji riskini
artirdigini - distinmektedir.  Asistanlarin = %49.6’sinin - (n=125)
tamamlayici beslenmeye baslamak icin ilk tercih ettikleri besin
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yogurt olmustur. Tamamlayici beslenme uygulamasinda 6. ayda
asistanlarin %68.7’sinin (n=173) meyveleri, %76.2’sinin (n=192)
sebzeleri, %46.8’inin (n=118) tahillar, %23.8’inin (n=60) kuru
baklagilleri, %23.8’inin (n=60) yumurta beyazini, %46.4’4n0n
(n=117) yumurta sansini, %30.2’sinin  (N=76) kirmizi eti,
%23.8’inin (n=60) tavuk etini, %17.1’inin (n=43) balk etini,
%39.7’sinin (n=100) kefiri bagladiklart gdrdlmastur. Asistanlarin
%61.9'u (n=156) 7. aydan sonra gluten baslanmasinin ¢élyak
riskini artirdigini distinmektedir. Asistanlarin %45.2’si (n=114)
6-8 ayllk bebeklerde 2 63un, %58.3'0 (n=147) 9-12 aylk
bebeklerde 3 6gun, %40.9'u (n=103) ise 12 ayin Uzerindeki
bebeklerde 3 6gun tamamlayici besin veriimesini dnermektedir.
Asistanlarin %44.4°0 (n=112) tamamlayici besin verirken Bebek
Kontrolli Beslenme (BLW) ve klasik beslenme ybdntemini,
%37.3'0 (n=94) ise vyalnizca klasik beslenme ydntemini
Onermektedir. Asistanlarin %36.9’u (n=93) BLW yo6nteminin
¢ocuklarda bogulma ac¢isindan risk olusturdugunu, %31.3°0
(n=79) bebeklerin BLW ybntemiyle yeterli miktarda enerji ve
demir alabilecegini, %26.2’si (=66) ise Bebek Liderliginde Kati
Gidalarin Sunulmasi (BLISS) yontemiyle beslenen bebeklerde
BLW yontemi ile beslenen bebeklerle karsilastinidiginda
demir eksikligi ve aspirasyon sikliginin daha distk oldugunu
dUstnmektedir.

Tartisma: Asistanlarin tamamlayici beslenme konusunda bilgi
duzeylerinin artirimasi ve yanlis uygulamalarin dnlenmesi igin bu
konuda tekrarli egitimler ile dogru ve guvenilir bilgilerin verimesi
faydall olacaktr.

Anahtar Sézciikler: Cocuk, Tamamlayici beslenme, Cocuk
sagligr ve hastaliklar asistani
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Evaluation of Mealtime Behaviors of Children with Down Syndrome

and Their Parents

Down Sendromu Tanisi ile izlenen Gocuklarin ve Ebeveynlerinin Ogiin Zamani

Davraniglarinin Degerlendiriimesi
Fatma Zeynep UNLU, Emel OMERCIOGLU, Pelin CELIK

Department of Pediatrics, Ankara Bilkent City Hospital, University of Health Sciences, Ankara, Turkiye

ABSTRACT

Objective: Down syndrome (DS) is a chromosomal disorder that
results from the presence of an additional copy of chromosome
21. Children with DS are at risk for feeding problems, such
as difficulties with chewing, swallowing, and eating due to
hypotonia, oral-motor issues, anatomical differences, and
developmental difficulties. While feeding problems affect 25%
of children with typically development, this rate is reported to
be around 50-80% in children with DS. Studies comparing
the mealtime behaviors of children with DS and their parents
to those of healthy controls are limited, and no such studies
have been conducted in Turkiye. The aim of our study was to
evaluate the mealtime eating and feeding behaviors of children
diagnosed with DS and their parents.

Materials and Methods: The study included 50 children
aged 1-3 years diagnosed with DS, who were followed up
in the Developmental Pediatrics Clinic at Ankara Bilkent City
Hospital, and 50 healthy children of the same age group.
Sociodemographic characteristics and nutritional history data
of both groups were recorded. The Behavioral Pediatric Feeding
Assessment Scale (BPFAS) was used to assess the children’s
eating habits, including food selection and rejection behaviors,
and the parents’ methods for handling these behaviors and the
strategies they used.

Results: The median age of children with DS was 26.46
months, while the control group was 22.76 months (p=0.014).
The mothers and fathers of children with DS were significantly
older compared to the control group (p=0.002 and p=0.003,
respectively). According to the Hollingshead Redlich Scale,
the socioeconomic status (SES) of families with children with
DS was lower compared to the control group (p<0.001). The
age at which complementary foods were introduced was
similar between the two groups (p=0.150). However, parents
of children with Down’s Syndrome reported experiencing more
difficulties during the transition to complementary feeding (26%
vs. 2%, p=0.001). Children with DS were significantly less likely

to consume meals at the family table compared to the control
group (p<0.001). The parents of children with DS reported
more parents’ anxiety regarding their child’s feeding behaviors
compared to the control group (52% vs. 16%, p=0.001). These
concemns included picky eating (38% vs. 8%, p<0.001), poor
appetite (22% vs. 2%, p=0.002), slow eating (22% vs. 0%,
p<0.001), holding food in the mouth (26% vs. 2%, p=0.001),
and eating little (16% vs. 4%, p=0.046). The BPFAS total
frequency score, total problem score, child frequency score,
family frequency score, child-related problem score, family-
related problem score, and poor strategy scores were found
to be significantly higher in children with DS compared to the
control group (p<0.050). However, the restricted food variety
score was lower in the DS group (p<0.001). Regression
analysis, taking into account the age of starting complementary
foods, SES, and DS status, revealed that mealtime behavior
problems were associated with having DS (p=0.002).

Discussion: Our findings indicate that children with DS and their
parents experience more difficulties during mealtimes compared
to healthy controls. In the follow-up of children with DS, it is
critical to promote healthy eating and feeding relationships, and
to address organic and behavioral causes of feeding problems
with prompt and appropriate interventions.

Keywords: Behaviour, Down syndrome, Feeding
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Amac: Down sendromu (DS), 21. kromozomun ek bir
kopyasinin varligindan kaynaklanan kromozomal bir bozukluktur.
DS olan bebek ve ¢ocuklar hipotonisite, oral-motor problemler,
anatomik farkliiklar ve gelisimsel sorunlar sebebi ile ¢igneme,
yutma ve yeme sorunlar agisindan risk altindadir. Saglikli gelisim
g0steren cocuklarda yeme sorunlari %25 oraninda iken, DS olan
¢ocuklarda bu oran %50- 80 civarinda bildirilimistir. Literattrde
DS olan gocuklarin ve ebeveynlerinin 6gUn zamani davraniglarini
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saglikl kontrollerle karsilastirarak degerlendiren calismalar kisitl
olup, Turkiye'de yapilan ¢alisma bulunmamaktadir. Calismamizin
amaci DS tanisi ile izlenen c¢ocuklarin ve ebeveynlerinin
6gun  zamanlarindaki yeme ve yedirme davraniglarnin
degerlendiriimesidir.

Gerec¢ ve Yontemler: Ankara Bilkent Sehir Hastanesi Cocuk
Hastanesi Gelisimsel Pediatri Klinigi’nde DS tanisi ile takip edilen
1-3 yas arasl 50 ¢ocuk ile ayni yas grubunda saglikli 50 ¢ocuk
calismaya dahil edildi. Her iki grubun sosyodemografik dzellikleri,
beslenme 6ykUsUne ait veriler kaydedildi. Cocuklarin yeme
aliskanliklar, yemek se¢me, besinleri reddetme gibi davraniglari
ile ebeveynlerin bu duruma nasil tepki verdigini ve hangi
stratejileri kullandigini degerlendirmek icin Davranissal Pediatrik
Besleme Degerlendirmesi Olcegi (DPBDO) kullanimistr.

Bulgular: Down sendromu (DS), olan ¢ocuklarin ortanca yagl
26.46 ay, kontrol grubunun ise 22.76 aydi (p=0.014). DS olan
¢ocuklann anne ve babalarnin yasi, kontrol grubuna goére
anlamli olarak daha yUksekti (sirasiyla, p=0.002, p=0.003).
Hollingshead Redlich Olcegilne gdére, DS olan cocuklarin
ailelerinin  sosyoekonomik dUzeyleri (SED) kontrol grubuna
gbre daha dusiktl (p<0.001). Tamamlayici gidaya baslama
yasl iki grup arasinda benzerdi (p=0.150); ancak DS tanisi olan
cocuklann ebeveynleri, tamamlayici gidaya gegis surecinde
daha sik zorluk yasadiklarini bildirdi (%26’ya karsi %2, p=0.001).
DS olan ¢ocuklar, kontrol grubuna gore anlamii olarak daha az
aile sofrasinda &gunlerini tUketmekteydi (p<0.001). DS olan
cocuklarin ebeveynleri, ¢ocuklarinin beslenme davraniglaryla
ilgili kontrol grubuna gére daha fazla kaygi bildirdi (%52’ye karsi
%16, p=0.001). Bu kaygilar arasinda cocugun segici yemesi
(%38’e karsl %8, p<0.001), istahsiz olmasi (%22’ye karsi %2,
p=0.002), yavas yemesi (%22’ye karsi %0, p<0.001), agzinda
tutmasl (%26'ya karsi %2, p=0.001) ve az yemesi (%16’ya
karsi %4, p=0.046) yer almaktaydi. DPBDO toplam frekans
skoru, toplam problem skoru, ¢ocuk frekans skoru, aile frekans
skoru, ¢ocuk problem skoru, aile problem skoru, yanlis strateji
kullanimi skorlar DS olan ¢ocuklarda kontrol grubuna kiyasla
anlamli olarak daha yUksek saptandi (p<0.050). Bununla
birlikte, besin ¢esitliliginde kisitlanma skoru DS grubunda daha
distktU (p<0.001). Ek gidaya baslama yasi, SED ve DS olma
durumu dikkate alinarak yapilan regresyon analizi sonucunda,
6gun zamani davranig sorunlarinin DS olma durumu ile iligkili
oldugu saptandi (p=0.002).

Tartisma: Bu calisma Down sendromu (DS) olan gocuklarin ve
ebeveynlerinin saglikli kontrollere kiyasla 6gun zamanlarinda daha
fazla zorluklar yasadiklarini gdstermektedir. DS olan ¢ocuklarin
izleminde saglkl yeme yedirme iligkisinin desteklenmesi, yeme
sorunlarina neden olabilecek organik ve davranigsal nedenlerin
ele alinmasli, zamaninda ve uygun mudahalesi dnemlidir.

Anahtar Sézciikler: Davranig, Down sendromu, Beslenme
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Evaluation of Basic Life Support Training Given to Mothers of Preterm

Babies

Preterm Bebeklerin Annelerine Verilen Temel Yagsam Destegi Egitiminin

Degerlendirilmesi
Okan SAHIN, Sabriye KORKUT, Sara EROL

Department of Neonatology, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Preterm babies monitored in the Neonatal Intensive
Care Unit (NICU) have an increased risk of needing basic life
support (BLS). With appropriate training, parents should gain
the skills and confidence to apply the BLS steps to their babies.
In addition, mothers of newborns are anxious about their babies
health. With the training given to mothers of preterm babies,
mothers can be informed on this issue and thus their anxiety
about their babies health can be reduced. In this study, we
aimed to evaluate of basic life support training given to mothers
of preterm babies.

Materials and Methods: Our study was planned as a
prospective observational study. The study population
comprised 100 mothers of preterm infants born at Ankara
Bilkent City Hospital with a gestational age of less than 37
weeks. Volunteers participating in the study answered the state
and trait anxiety scale STAI form TX-1 and 2 scales in addition
to the questionnaire measuring the level of knowledge before
and after the BLS training. BLS training was given face-to-face
in patient rooms, in the neonatal clinic and in the NICU visitor
rooms using videos and models. The prenatal, natal and clinical
characteristics of the babies of the mothers participating in the
study were recorded. The answers given to the knowledge
questionnaire and anxiety scales before and after the training
were evaluated.

Results: Total 27% of the mothers participating in the study
were 18-25 years old, 55% were 25-35 years old, and
18% were 35 years old and above. When the educational
background of the mothers was examined, 45% were high
school graduates and 41% were university graduates. It was
seen that the knowledge level of the mothers participating in
the study about TYD increased after the TYD training (p<0.001).
When the TYD knowledge level of the mothers was evaluated
according to their educational background, the knowledge level

of the university graduate group before the TYD training was
found to be higher than the other education groups (p<0.001).
There was no difference between the knowledge levels of the
mothers after the TYD training according to their educational
levels (p=0.600). It was seen that the state and trait anxiety
scores of the mothers participating in the study decreased
statistically significantly after the TYD training (p<0.001). There
was no difference between the groups in terms of the number
of children they had before and after the TYD training in terms of
state and trait anxiety scores (p>0.05). There was no difference
between the training groups in terms of state and trait anxiety
scores before and after the TYD training (p>0.05).

Discussion: Having information about TYD is very important for
mothers of premature babies, who are at the risk group. In our
study, TYD training increased the mothers’ level of knowledge
on this subject and reduced their anxiety. The development and
dissemination of appropriate TYD training programs for parents
can play an important role in reducing deaths and disabilities with
appropriate interventions when necessary, and thus improving
public health. On the other hand, reducing the level of anxiety can
also contribute to improving the quality of care for the newborn
by increasing parental self-efficacy.

Keywords: Anxiety, Basic life support, Education, Mother,
Newborn, Parent, Premature
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Amag: Yenidogan Yogun Bakim Unitesi (YYBU)'nde izlenen
preterm bebekler, temel yasam destegdi (TYD) ihtiyaci agisindan
artmis riske sahiptirler. Uygun bir egitim ile ebeveynlerin bebege
TYD basamaklarini  uygulayabilmek konusunda beceri ve
Ozglven kazanmig olmalar gerekir. Ayrica yenidogan anneleri
bebeklerinin sagligr konusunda kaygilidir. Preterm bebeklerin
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annelerine verilen egitim ile annelerin bu konuda bilgi sahibi olmasi
saglanir ve bdylece bebeklerinin saghgl konusundaki kaygilari
azaltlabili. Bu c¢alismada, preterm bebek annelerine verilen
temel yasam destegi egitiminin degerlendiriimesi amagclanmigtir.

Gerec ve Yontemler: Calismamiz prospektif gdzlemsel olarak
planlandi. Calismaya Ankara Bilkent Sehir Hastanesi’nde dogan
ve gestasyon haftasi 37 haftadan kicUk preterm bebekleri olan
100 anne dahil edildi. Calismaya katilan gonulldler TYD egitimi
oncesi ve sonrasi bilgi dizeyini dlgen ankete ilaveten durumluk
ve surekli kaygr dlgegi olan STAI formu TX-1 VE 2 odlceklerini
cevapladilar. TYD egitimi hasta odalarinda, yenidogan
polikliniginde ve YYBU ziyaretci odalarinda, video ve maket
kullanilarak yUz yUze olarak verildi. Calismaya katilan annelerin
bebeklerinin  prenatal, natal ve klinik 6zellikleri kaydedildi.
Egitim dncesi ve sonrasi bilgi anketi ve kaygi lceklerine verilen
cevaplar degerlendirildi.

Bulgular: Calismaya katilan annelerin %27’si 18-25 yas, %55’i
25-35 yas, %18’i 35 yas ve Uzeriydi. Annelerin egitim durumu
incelendiginde %45 lise mezunu, %41 Universite mezunu
bulunmaktaydi. Calismaya katilan annelerin TYD ile ilgili bilgi
dlzeyinin TYD egitimi sonrasi arttigi goruldi (p<0.001). Annelerin
egitim durumuna gore TYD bilgi dlzeyi degerlendirildiginde
Universite mezunu grubun TYD egitimi éncesi bilgi dUzeyi, diger
egitim gruplarindan daha yuksek bulundu (p<0.001). Egitim
dUzeylerine gore annelerin TYD egitimi sonrasi bilgi duzeyleri
arasinda fark yoktu (p=0.600). Calismaya katilan annelerin
TYD egitimi sonrasi durumluk ve surekli kaygr puani istatistiksel
anlamli olarak azaldigi goruldi (p<0.001). Sahip olduklar gocuk
sayisina goére gruplar arasinda TYD egitimi 6ncesi ve TYD
egitimi sonrasI durumluk ve surekli kaygl puanlar arasinda fark
bulunmadi (p>0.050). Gerek TYD egitimi 6ncesi gerekse TYD
egitimi sonrasi durumluk ve surekli kaygr puanlarr egitim gruplari
arasinda farklilik gdstermedi (p>0.050).

Tartisma: TYD konusunda bilgi sahibi olmak riskli bir grup olan
premattre bebeklerin anneleri icin ¢ok 6nemlidir. Calismamizda
TYD egitimi, annelerin bu konudaki bilgi dizeyini arttirdi ve
kaygllanni azaltti. Ebeveynlere yonelik uygun TYD egitim
programlarnin - gelistirimesi ve yayginlastinimasi, gerektiginde
uygun mudahale ile 61Um ve sakatliklarin azaltimasinda ve bdylece
toplum sagliginin iyilestirimesinde dénemli bir rol oynayabilir. Ote
yandan kaygl dizeyinin azaltlmasi da ebeveyn 6z yeterliliginin
arttinimasi ile yenidoganin bakim kalitesinin iyilestiriimesine katki
saglayabilir.

Anahtar Sézciikler: Kaygi, Temel yasam destegi, Egitim,
Anne, Yenidogan, Ebeveyn, Premattre
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Effect of Axial Joint Involvement on Disease Prognosis in Patients with

Enthesitis Related Arthritis

Entezit iliskili Artrit Tanili Hastalarda Aksiyal Eklem Tutulumunun Hastalik

Seyrine Etkisi
Sultan NILAY YOGUN, Elif CELIKEL

Department of Pediatric Rheumatology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Enthesitis related arthritis (ERA) is considered a
subtype of juvenile idiopathic arthritis (JIA). It has been one
of the most controversial issues in pediatric rheumatology
for the past 25 years. Its high association with HLA-B27 and
involvement of peripheral and axial joints are typical features of
ERA. Peripheral joint involvement is diagnosed earlier, while axial
involvement may cause a delay in diagnosis. Patients with axial
involvement and those without axial involvement have different
characteristics in children with enthesitis-related arthritis. This
study aimed to describe the clinical features and treatments in
these two patient groups.

Materials and Methods: Our study included 89 patients
diagnosed with ERA according to the International League
of Associations for Rheumatology (ILAR) classification in our
hospital between August 2015 and February 2024. Patients
diagnosed with ERA were divided into the presence (Group 1)
and absence (Group 2) of axial joint involverment. Demographic-
clinical features, laboratory and radiological findings, and
treatments were evaluated retrospectively and compared
between these two groups.

Results: The mean age of onset of the disease was 13.36+3.02,
and the male/female ratio was 1.96. Thirty-four (38.2%) patients
had both peripheral and axial jointinvolvement, 25 patients (28%)
had only axial, and 30 (33.7%) patients had only peripheral joint
involvement. The most common peripheral joint involvement
was observed in the lower extremity (most commonly the
knee). Enthesitis was present in 34 (38.2%) patients. HLA-B27
positivity was detected in 55 (61.7%) patients. Uveitis was
detected in 5 (5.6%) of the patients. There was a family history
of HLA-B27-related disease in 16 (17.9%) patients. The
mean erythrocyte sedimentation rate (ESR) and C-reactive
protein (CRP) at the time of diagnosis were 25.17+26.7 and
21.7+34.3, respectively. Nonsteroidal anti-inflammatory drugs
(NSAIDs) were used in the initial treatment of all patients. Oral
steroid treatment was administered to 20 (22.5%) patients,
and intra-articular steroid treatment was administered to 16
(18%) patients. Disease-modifying agents (methotrexate,
sulfasalazine) were used to 75 (84.2%) patients, and biologic
agents (etanercept, adalimumab, tofacitinib, tocilizumab) were
used to 38 (42.6%) patients. Fifty-nine (66.2%) patients with
axial involvement (Group 1) and 30 (33.7%) patients without
axial involvement (Group 2) were compared. The age of
disease onset was significantly higher in Group 1 (p=0.030).

Table I: Comparison of demographic and clinical characteristics of patients with enthesitis-related arthritis according to axial involvement

ERA (n= 89) Axial ERA (Group 1) Peripheral ERA (Group 2) p

Age at diagnosis* 13.36+3.02 13.9+2.64 12.2+3.46 0.038
Male gendert 59 (66.2) 39 (66.1) 20 (66.7) 0.950
HLA-B27 positivity 55 (61.7) 33 (65.9) 22 (73.9) 0.110
Family history of HLA-B27-related disease! 16 (17.9) 13 (22) 3(10) 0.160
Uveitis® 5(5.6) 4 (6.8) 1(3.9 0.650
Entezitt 34 (38.7) 19 (32.2) 15 (50) 0.100
Mean number of peripheral joints involved * 1.563+1.54 2.23+1. 43 1.68 +1.54 <0.001
ESR* 25.17+26.7 22+24.6 31.40+30.02 0.130
CRP* 21.7+34.39 19.17+33.5 26.8+36.02 0.240
NSAIDs usaget 89 (100) 59 (100) 30 (100)

Use of modifying agentst 75 (84.2) 54 (70) 21 (91.5) <0.001
Use of biological agents’ 38 (42.6) 24 (40.7) 14 (46.7) 0.580

* mean+SD year, *: n(%), CRP: C-reactive protein, ERA: Enthesitis related arthritis, ESR: Erythrocyte sedimentation rate, NSAIDs : Nonsteroidal

anti-inflammatory drugs
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There was no difference in gender distribution between the two
groups (p=0.950). The mean number of peripheral joints involved
was found to be higher in Group 1 (p<0.001). The most commonly
involved joint was the hip in Group 1 (n=24), and the knee in Group
2 (n=23). There was no significant difference between the groups
in terms of the presence of enthesitis (p=0.100), uveitis (p=0.450),
HLA-B27 positivity (p=0.110), or family history of HLA-B27-
related disease (p=0.160). Although inflammation markers (ESH-
CRP) were higher in Group 2, no significant difference was found
(p>0.050). Modifying agent use was significantly higher in Group 1
(p<0.001). There was no significant difference in biological agent
use between the 2 groups (Table ).

Discussion: In patients with enthesitis-associated JRA, axial
involvement is more common at an older age, involves more joints,
has a more painful course, and requiring aggressive treatment.
Classification and early recognition of axial involvement timely
diagnosis, and appropriate treatment may aid management.

Keywords: Axial joint involvement, Enthesitis related arthritis,
Prognosis
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Amag: Entezit iliskili artrit (EIA), jivenil idiyopatik artritin (JIA) alt
tipi olarak kabul edilmektedir. Son 25 yildir pediatrik romatolojinin
en tartismall konularindan biri olmustur. HLA-B27 ile yUksek
oranda iliskili olmasi, periferik ve aksiyal eklemlerin tutulumu
ElAnin tipik dzellikleridir. Periferik eklem tutulumu daha erken
tani alirken, aksiyal tutulumda tanida gecikme olabilmektedir.
Entezitle iliskili artritli cocuklarda aksiyal tutulumu olan hastalarla,
olmayan hastalar farkli 8zelliklere sahiptir. Bu calisma bu iki hasta
grubunda Klinik 6zellikleri ve tedavileri tanimlamayr amagclamistir.

Gerec¢ ve Yontemler: Calismamiza Agustos 2015-Subat 2024
arasinda hastanemizde International League of Associations for
Rheumatology (ILAR) siniflamasina gére EIA tanisi alan 89 hasta
dahil edildi. EIA tanisi alan hastalar aksiyal eklem tutulumunun
varligi (Grup 1) ve yokluguna (Grup 2) gére ayrildi. Demografik-
klinik 6zellikler, laboratuvar ve radyolojik bulgular ve tedaviler
retrospektif olarak degerlendirildi ve bu iki grup arasinda
karsilastirildr.

Axial joint involvement 71

Bulgular: Hastaligin ortalama baslangi¢ yasl 13.36+3.02, erkek/
kiz orani 1.96’ydl. Hastalarin 34’Unde (%38.2) hem periferik
hem aksiyal eklem tutulumu, 25’inde (%28) sadece aksiyal, 30
(%33.7) hastada ise sadece periferik eklem tutulumu mevcuttu.
Tutulan periferik eklem sayisi ortalamasi 1.53+1.54 olarak
saptandi. En sik periferik eklem tutulumu alt ekstremitede (en
sik diz) gbézlendi. Hastalarin 34’Unde (%38.2) entezit mevcuttu.
HLA-B27 pozitifligi 55 (%61.7) hastada saptandi. Hastalarin
5’'inde (%5.6) Uveit tespit edildi. Ailede HLA-B27 iligkili hastalik
OykUsl 16 (%17.9) hastada mevcuttu. Hastalarin tani anindaki
ortalama eritrosit sedimentasyon hizi (ESH) 25.17+26.7, C-reaktif
protein (CRP) 21.7+34.3 olarak saptandi. Hastalarin hepsinin
baslangic tedavisinde nonsteroid antiinflamatuar ilaclar (NSAIi)
kullanildi. Oral steroid tedavisi 20 (%22.5) hastaya, intraartikiler
steroid tedavisi 16 (%18) hastaya uygulandi. Hastallk modifiye
edici ajanlar (metotreksat, sUlfasalazin) 75 (%84.2) ve biyolojik
ajanlar (etanercept, adalimumab, tofacitinib, tosilizumab) 38
(%42.6) hastaya kullanildi. Aksiyal tutulumu olan 59 (%66.2)
hasta (Grup 1) ve aksiyal tutulumu olmayan 30 (%33.7) hasta
(Grup 2) karsilastirildi. Grup 1’de hastalik baglangic yasi anlamii
olarak daha yiiksekti (p=0.030). iki grup arasinda cinsiyet dagilimi
arasinda fark saptanmadi (p=0.950). Grup 1’de tutulan periferik
eklem sayisi ortalamasi daha yUksek bulundu (p<0.001). En sik
tutulan eklem Grup 1’de kalga (n= 24), Grup 2'de diz (n= 23)
olarak belirlendi. Gruplar arasinda entezit varligi (p=0.100), tGveit
(p=0.450) ve HLA-B27 pozitifligi (p=0.110), ailede HLA- B27
iliskili hastalk dykusu (p=0.160) agisindan anlamli fark yoktu.
inflamasyon belirtecleri (ESH-CRP) Grup 2’de daha ylksek
saptanmakla birlikte anlamli fark bulunmadi (p>0.050). Grup
1'de modifiye edici ajan kullanimi anlamli olarak daha fazlaydi
(p<0.001). Biyolojik ajan kullaniminda 2 grup arasinda anlamii
fark saptanmadi (Tablo I).

Tartisma: Entezit iliskili JIA hastalarinda aksiyal tutulum daha ileri
yasta gorulur, daha ¢ok eklemi tutar ve daha agril bir seyir gosterir,
agresif bir tedavi gerektirir. Aksiyal tutulumun siniflandirimasi
ve erken taninmasi zamaninda tani ve uygun tedavi yonetime
yardimci olabilir.

Anahtar Sozciikler: Aksiyal eklem tutulumu, Entezit iligkili
artrit, Prognoz

Tablo I: Entezit iligkili artrit tanili hastalarin demografik ve klinik 6zelliklerinin aksiyal tutulum durumuna goére karsilastiriimasi

EiA (n: 89) Aksiyel EiA (Grup 1) Periferik EIA (Grup 2) p

Tani anindaki yasi* 13.36+3.02 13.9+2.64 12.2+3.46 0.038
Erkek cinsiyet? 59 (66.2) 39 (66.1) 20 (66.7) 0.950
HLA-B27 pozitifligi 55 (61.7) 33 (65.9) 22 (73.9) 0.110
Ailede HLA-B27 iligkili hastalik dykusut 16 (17.9) 13 (22) 3(10) 0.160
Uveitt 5(5.6) 4 (6.8) 1(3.9) 0.650
Entezit? 34 (38.7) 19 (32.2) 15 (50) 0.100
Tutulan periferik eklem sayisi ortalamasi® 1.58+1.54 2.23+1. 43 1.68 +1.54 <0.001
ESH* 25.17+26.7 22+24.6 31.40+30.02 0.130
CRP* 21.7+£34.39 19.17+33.5 26.8+36.02 0.240
Nsaii kullanimit 89 (100) 59 (100) 30 (100)

Modifiye edici ajan kullanimit 75 (84.2) 54 (70) 21 (91.5) <0.001
Biyolojik ajan kullanimi® 38 (42.6) 24 (40.7) 14 (46.7) 0.580

*: ort+SD yil, *: n(%), CRP: C-reaktif protein, EIA: Entezit iliskili artrit, ESH: Eritrosit sedimantasyon hizi, NSAIi : Nonsteroid antiinlamatuar ilag
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Hemoptysis in Children: Role of Diagnostic Flexible Fiberoptic

Bronchoscopy and Findings

Cocuklarda Hemoptizi: Tanisal Fleksibl Fiberoptik Bronkoskopinin Roll ve

Bulgular

Ayylice UNLU, Sati OZKAN TABAKCI, Sanem ERYILMAZ POLAT

Department of Pediatric Chest Diseases, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Hemoptysis in children, caused by bleeding from
the tracheobronchial system, is an alarming and sometimes life-
threatening condition for both physicians and families. Although
imaging methods have emerged as an important modality in
the diagnostic evaluation of hemoptysis, flexible fiberoptic
bronchoscopy (FFB) is a valuable method to identify possible
pathologies and exclude underlying diseases. In this study, we
aimed to evaluate the diagnostic efficacy of FFB in patients
under 18 years of age who underwent FFB for the etiology of
hemoptysis in our center.

Materials and Methods: Between January 2013 and January
2024, 36 patients aged <18 years who were admitted to the
pediatric pulmonology clinics of Ankara Pediatrics Hematology
Oncology Training and Research Hospital and Ankara
Bilkent City Hospital with the complaint of hemoptysis were
retrospectively evaluated. Massive hemoptysis was defined as
more than 200 ml and/or rapid bleeding in 24 hours.

Results: Of the 36 patients included in the study, 22 (61.1%)
were female and the mean age was 180 months (+57.8). Oral
cavity examinations, upper airway examinations, hemogram,
biochemistry, PT, INR values, cardiac evaluations and two-
way chest radiography were performed in all patients. The final
etiologies of the patients who underwent FFB were evaluated.
None of the patients had life-threatening massive hemoptysis.
Only three (8.3%) patients had hemoptysis of pulmonary
origin, all of whom had hemosiderin-laden macrophages on
bronchoalveolar (BAL) cytology. Two patients were diagnosed
with idiopathic pulmonary hemosiderosis and one with COPA
syndrome. Ten (27.8%) patients had gastrointestinal, 5 (13.9%)
infection-related and 5 (13.9%) Munchausen or Munchausen by
proxy-related hemoptysis. Among the patients with infection-
related hemoptysis, Haemophilus influenzae type b was grown
in the BAL culture of one patient, Mycoplasma pneumonia was
grown in the culture of one patient, Moraxella catarrhalis was

grown in the culture of one patient and the agent could not
be produced in one patient. Bronchoscopy of a patient with
hemoptysis after a suicidal attempt by swallowing glass showed
areas of hemorrhage proximal to the trachea. Munchausen or
Munchausen by proxy-related patients and their families were
referred to the pediatric psychiatry clinic. No underlying cause
was found in thirteen patients (36.1%). Among those who
could not be diagnosed, 76.9% were girls and in adolescence
(169.3+10.7) and it was observed that symptoms did not recur
after FFB.

Discussion: Hemoptysis in pediatric patients requires timely and
comprehensive evaluation and treatment. FFB is a procedure
with minimal and rare complications and is recommended in
all patients to investigate infectious agents, identify bronchial
pathologies and detect hemosiderin-laden macrophages
with  bronchoalveolar lavage (BAL). To conclude, adding
bronchoscopy to other investigations contributes significantly to
managing patients presenting with hemoptysis.

Keywords: Hemoptysis, Bronchoscopy, Child
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Amacg: Cocuklarda hemoptizi, trakeo-brongial  sistem
kaynakl kanamalarin neden oldugu, hem hekimler hem de
aileler icin endise verici ve bazen yasami tehdit edebilen bir
durumdur.  Goruntlleme  yontemleri, hemoptizinin  tanisal
degerlendirimesinde dnemli bir modalite olarak dne ¢ikmasina
ragmen, fleksibl fiberoptik bronkoskopi (FFB), olasi patolojileri
tanimlamak ve altta yatan hastalklan dislamak amaciyla
degerli bir ydontemdir. Bu ¢alismada, merkezimizde hemoptizi
etiyolojisine yénelik FFB yapilan 18 yas alti hastalarda FFB'nin
tanisal etkinliginin degerlendiriimesi amaglanmigstir.

Gerec ve Yontemler: Ocak 2013- Ocak 2024 yillar arasinda
Ankara Cocuk Saglgi ve Hastaliklari Hematoloji Onkoloji Egitim
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ve Arastirma Hastanesi ile Ankara Bilkent Sehir Hastanesi’ne
hemoptizi sikayeti ile gocuk gdgus hastaliklar klinigine basvuran
18 yas altt 36 hasta retrospektif olarak degerlendirildi. Masif
hemoptizi 24 saatte 200 ml'den fazla ve/veya hizli kanama
olarak tanimlandi.

Bulgular: Calismaya dahil edilen 36 hastann 22'si (%61.1)
kiz, ortalama yasi 180 ay (£57.8)'di. TUum hastalarin oral kavite
muayeneleri, Ust havayolu muayeneleri, hemogram, biyokimya,
PT, INR degerleri, kardiyak degerlendirmeleri yapildi ve iki yonlu
akciger grafisi cekildi. FFB yapilan hastalarin nihai etiyolojileri
degerlendirildi. Hastalann higbirinde hayati tehdit eden massif
hemoptizi yoktu. Yalniz G¢ (%8.3) hastanin hemoptizi pulmoner
kaynakli olup hepsinde bronkoalveoler (BAL) sitolojisinde
hemosiderin yUikl(i makrofajlar vardi. iki hasta idiyopatik pulmoner
hemosiderozis, bir hasta ise COPA sendromu tanisi ald.
Hastalardan 10’u (%27.8) gastrointestinal sistem, 5'i (%13.9)
enfeksiyon iligkili ve 5’i (%13.9) Munchausen veya Munchausen
by proxy iligkili oldugu saptandi. Enfeksiyon iligkili hemoptizisi
olan hastalarin birinin BAL kultUrinde Haemophilus influenzae
tip b, birnin  kdltdrinde Mycoplasma pneumonia, birinin
kultdrinde Moraxella catarrhalis Gremesi oldu ve bir hastada
etken Uretilemedi. Cam yutma ile suicidal girisimde bulunduktan
sonra hemoptizisi olan bir hastanin bronkoskopisinde trakea
proksimalinde hemoraji alanlan gérildi. Munchausen veya
Munchausen by proxy iligkili hastalar ve aileleri gocuk psikiyatri
klinigine yonlendirildi. On U¢ hastada (%36.1) altta yatan neden
saptanmadi. Tani konulamayanlarin %76.9's1 kiz cinsiyet ve
adolesan dénemde (169.3+10.7) olup FFB sonrasi semptomlarin
tekrarlanmadigi gozlendi.

Tartisma: Cocuk hastalarda hemoptizi zamaninda ve kapsamli
bir degerlendirme ile tedavi gerektirir. FFB, minimal ve nadir gorulen
komplikasyonlara sahip bir islem olup, enfeksiyon etkenlerini
arastirmak, brongiyal patolojileri belirlemek ve bronkoalveoler lavaj
(BAL) ile hemosiderin yikli makrofajlan tespit etmek amaciyla
tUm hastalarda 6neriimektedir. Sonu¢ olarak, diger tetkiklerin
bronkoskopi ile desteklenmesinin  hemoptizi ile basvuran
hastalarin ydnetimine énemli katki sagladigi belilenmistir.

Anahtar Sézciikler: Hemoptizi, Bronkoskopi, Cocuk
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Evaluation of Patients with Familial Mediterranean Fever Diagnosed

with Arthritis Attacks

Artrit Ataklar Olan Ailevi Akdeniz Atesi Tanili Hastalarin Degerlendiriimesi

Nesibe Gokce KOCAMAZ, ilknur BAGRUL

Department of Paediatrics, Etlik City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Attacks in patients with Familial Mediterranean
Fever (FMF) can manifest as arthritis. This study aimed to
evaluate the characteristics of FMF patients with arthritis.

Materials and Methods: Patients with Familial Mediterranean
Fever (FMF) who presented with arthritis to our hospital’s
pediatric rheumatology clinic between September 2022
and September 2024 were retrospectively reviewed. The
demographic characteristics, genetic mutations, attacks,
treatments, and treatment responses of the patients were
recorded.

Results: In a cohort of 916 pediatric FMF patients, 152
patients (16.6%) experienced arthritis attacks. The female-to-
male ratio among patients with arthritis was 1.14. Patients with
arthritis had a higher frequency of homozygous and compound
heterozygous mutations in exon 10 (p=0.001). The age of
onset of symptoms was later in patients with arthritis (p=0.027).
These patients had a higher usage of biological medications
(p=0.001).

Discussion: In every patient presenting with arthritis, especially
in countries like Turkey where Familial Mediterranean Fever (FMF)
is common, FMF must be included in the differential diagnosis.

Keywords: Arthritis, Familial Mediterranean Fever
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Amag: Ailevi Akdeniz Atesi (AAA) hastalannin ataklan artrit
seklinde gorulebili. Bu calismada, artriti AAA hastalannin
Ozelliklerinin degerlendiriimesi amaglanmistir.

Gerec ve Yontemler: Eylll 2022 ve EylUl 2024 yillar arasinda
hastanemiz ¢ocuk romatoloji klinigine basvuran ve artriti olan
AAA hastalan retrospektif olarak incelenmigtir. Hastalarin
demografik 6zellikleri, genetik mutasyonlari, ataklari, tedavileri
ve tedavi yanitlan kaydedildi.

Bulgular: DokuzyUzonalti pediatrik AAA hastasindan olusan bir
kohortta 152 hastada (%16.6) artrit atagr gortlda. Artriti olan
hastalarda kadin/erkek orani 1.14°di. Artriti olan hastalarda
10.egzon homozigot ve birlesik heterozigot mutasyonuna sahip
olma sikligi daha yuksekti (p=0.001). Artriti olan hastalarda
yakinmalarin baslangi¢ yasi daha gegti (p=0.027). Bu hastalarda
biyolojik ilag kullanimi daha fazlaydi (p=0.001).

Tartisma: Artrit ile bagvuran her hastada, 6zellikle Ailevi Akdeniz
Atesi’nin sik goraldugu Turkiye gibi Ulkelerde, Ailevi Akdeniz Atesi
mutlaka ayirici tanya dahil edilmelidir.

Anahtar Soézciikler: Artrit, Ailevi Akdeniz Atesi
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Evaluation of Clinical and Laboratory Features of Pediatric Patients

with Cat Sensitization

Kedi Duyarliigi Olan Pediatrik Hastalarin Klinik ve Laboratuvar Ozelliklerinin

Degerlendirilmesi
irem TURGAY YAGMUR

Department of Child Immunology and Allergy, Ankara Gulhane Training and Research Hospital, Ankara, Turkiye

ABSTRACT

Objective: The increasing presence of cats and dogs in
households, along with the significant levels of allergens found
in areas where these animals are absent, has led to a rise in
the frequency of allergies to these animals. The severity of
symptoms associated with cat allergy can vary widely. The
aim of our study was to evaluate the clinical and laboratory
characteristics of patients with cat sensitivity.

Materials and Methods: Between May 2023 and July 2024,
the medical records of patients who evaluated in the Pediatric
Allergy Clinic at Gilhane Training and Research Hospital were
retrospectively reviewed. Patients with cat sensitivity identified
through skin prick tests (SPT) and/or specific IgE (sIgE)
results were included in the study. The patients’ demographic
and clinical characteristics, as well as laboratory data, were
evaluated.

Results: A total of 233 patients with cat sensitivity (54.1% male)
were included in the study. Cat sensitivity was detected in 155
patients only through skin prick tests (SPT), in 49 patients only
through specific IgE (sIgE) positivity, and in 29 patients through both
SPT and slgE positivity. The median age of the patients was 10.1
years (IQR 6.1-13.64). The median prick test induration diameter
(n=184) was 4.3 mm (IQR 3-5 mm), and the median specific IgE
(n=78) was 26.35 kU/L (IQR 3.41-84.25 kU/L). Allergic rhinitis was
present in 51.9% (n=121) of the patients and asthma in 36.5%
(n=85). Of the patients with cat sensitivity, 33.9% (n=79) reported
symptoms associated with cat exposure. Cats were present in the
homes of 33% (n=77) of the patients and in the homes of relatives of
12% (n=28) of the patients. Among the 79 patients with symptoms
related to cat exposure, 39 (49.4%) had cats in their own homes,
and 24 (30.4%) had cats in the homes of their relatives. The most
common symptoms and findings associated with cat exposure
were sneezing (n=25), coughing (n=23), shortness of breath, and
angioedema of the eyes (=18, each). Ten patients experienced

asthma attacks due to cat exposure, and three patients
developed anaphylaxis. During the study period, a total of 1.407
patients underwent skin prick testing (SPT), and cat sensitivity
was detected in 13.1% (n=184) of the patients. Among these
patients, 86.4% (n=159) had additional sensitivities detected
during SPT. The most commonly associated sensitivities were
to pollen (n=125; 67.9%), dog dander (n=67; 36.4%), and
house dust (n=65; 35.3%). When we compared patients with
symptoms related to cat exposure to those without symptoms,
it was found that symptomatic patients had a higher presence
of cats in their homes or their relatives’ homes, more frequent
allergic rhinitis, and higher eosinophil counts compared to
asymptomatic patients.

Discussion: There are only a few studies reporting the frequency
and clinical features of cat sensitivity and allergies in childhood.
The clinical presentation in children with cat sensitivity can vary
from mild allergic rhinitis to anaphylaxis. Other aeroallergen
sensitivities should also be examined in individuals with cat
sensitivity.

Keywords: Anaphylaxis, Cat sensitization, Pediatric
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Amag: Evlerde kedi ve kdpeklerin giderek daha fazla bulunmasi,
hayvanlarin ~ bulunmadigi  alanlarda da 6nemli dUzeyde
alerjenlerinin bulunmasi, bu hayvanlara karsi alerji sikliginin
artmasina neden olmustur. Kedi alerjisiyle iliskili semptomlarin
siddeti blyuk 6l¢tide degiskenlik gdstermektedir. Calismamizin
amacl kedi duyarliigl saptanan hastalarin klinik ve laboratuvar
Ozelliklerini degerlendirmekti.

Gere¢ ve Yontemler: Mayis 2023- Temmuz 2024 tarihleri
arasinda Gulhane Egitim ve Arastrma Hastanesi Cocuk
Alerjisi Poliklinigi’ne basvuran hastalarin dosyalari retrospektif

0000-0003-1230-4418 : TURGAY YAGMUR |




76  Turgay Yagmur |

olarak tarandi, deri prik testi (DPT) ve/veya spesifik IgE (sIgE)
sonucunda kedi duyarliigl saptanan hastalar calismaya dahil
edildi. Hastalann demografik, klinik &zellikleri ve laboratuvar
verileri degerlendirildi.

Bulgular: Kedi duyarliigi olan toplam 233 hasta (%54.1 erkek)
calismaya dahil edildi. Kedi duyarligl, hastalarn 155’inde
sadece DPT ile, 49’unda sIgE pozitifigi ile 29'unda hem DPT
hem sIgE pozitifligi ile saptandi. Hastalarin medyan yasi 10.1
(IQR 6.1-13.64) yildi. Medyan prik endurasyon capi (n=184)
4.3 (IQR 3-5) mm ve medyan spesifik IgE (n=78) 26,35 (IQR
3.41-84.25) kU/L'di. Hastalarin %51.9 (n=121)’'inde alerjik
rinit, %36.5 (n=85)’'inde astm vardi. Kedi duyarliigi saptanan
hastalarin %33.9 (N=79)’u kedi temasi ile semptomlarinin
oldugunu bildirdi. Hastalarin %33 (n=77)’sinin evinde, %12
(n=28)’inin yakinlarinin evinde kedi vardi. Kedi ile sikayeti olan 79
hastanin 39 (%49.4)’Unun evinde, 24 (%30.4)’tGndn yakinlarinin
evinde kedi vardi. Kedi temasi ile gelisen en sik semptom ve
bulgular hapsirik (n=25), 6kstrtk (n=23), nefes darligi ve gbdzde
anjioddem (n=18, her biri)’di. On hastada kedi temasi ile astim
atagl, U¢ hastada ise anafilaksi gelismisti. Calisma suresince
toplam 1407 hastaya DPT yapildi, kedi duyarligi hastalarin
%13.1 (n=184)’Unde saptandi. Hastalarin %86.4 (n=159)’'unun
DPT'de eslik eden baska duyarlliklar da vardi. En sk eslik
eden duyarlanma polen (n=125; %67.9), kopek tlyl (n=67;
%36.4) ve ev tozu (N=65; %35.3)’di. Kedi temasl ile semptomu
olan hastalarla semptomu olmayan hastalar karsilastiridiginda
semptomatik hastalarin asemptomatik hastalara gére evlerinde
veya yakinlarinin evinde kedi varligi ve alerjik rinitlerinin daha
fazla, eozinofil sayilarinin daha yUksek oldugu saptandi.

Tartisma: Cocukluk ¢aginda kedi duyarliiklarinin ve alerjilerinin
sikhigini ve Klinik bulgulanni bildiren az sayida galisma vardir.
Kedi duyarliigi olan ¢ocuklarda klinik tablo hafif alerjik rinitten
anafilaksiye kadar degiskenlik gdstermektedir. Kedi duyarlilidi
olan kisilerde diger aeroalerjen duyarliiklar da incelenmelidir.

Anahtar Sézciikler: Anafilaksi, Kedi duyarliligi, Pediatri
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Emergency Department Management of Supraventricular Tachycardia
in Children and Evaluation of First-Line Treatment Non-Response

Cocuklarda Supraventrikiiler Tasikardinin Acil Servis Yénetimi ve ilk Basamak

Tedavi Yanitsizliginin Degerlendirilmesi
Bilge AKKAYA, Cihan INAN, Nilden TUYGUN

Department of Pediatric Emergency, Ankara Etlik City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Supraventricular tachycardia (SVT) is an important
cardiac emergency that can disrupt haemodynamics in children.
The aim of this study was to evaluate the general characteristics
of patients with SVT in the pediatric emergency department,
the treatments administered and the factors determining non-
response to treatment.

Materials and Methods: Patients admitted to the Pediatric
Emergency Department between October 2022 and October
2023 and followed up for active SVT were included in the study.
Demographic characteristics, medical history, treatments
administered, and hospitalisations were recorded. Patients were
divided into two groups according to their response to first-line
treatments (vagal manoeuvre and 2 doses of adenosine) and
their general characteristics were compared.

Results: Forty-seven patients were included in the study. The
median age was 100 (39-156) months and 25 (53.2%) of the
patients were male. There were 15 (31.9%) patients with known
heart disease, 10 (21.3%) patients with a history of previous
SVT attack and antiarrhythmic drug use, 8 (17%) patients who
did not respond to initial treatment, 2 (4.3%) patients who used
drugs that could trigger SVT in the last 24 hours, and 1 (2.1%)
patient who presented with SVT attack in the last 30 days.
There were 5 (10.6%) patients who returned to normal sinus
rhythm without treatment, 27 (57.4%) patients in whom initial
adenosine dose of 0.1 mg/kg was used, and 15 (31.9%) patients
in whom initial adenosine dose of 0.2 mg/kg was preferred.
Thirteen (86.6%) of the 15 patients in whom the initial dose
of 0.2 mg/kg was preferred returned to normal sinus rhythm
without the need for an additional dose (p<0.001). Adenosine
was administered once in 21 (44.7%), twice in 12 (25.5%), and
three times in 9 (19.1%) patients. There were 8 (17%) patients
who required amiodarone infusion and 2 (4.3%) patients who
underwent cardioversion without response to initial treatment.

When comparing intensive care unit and ward admissions by
age/month of patient, the median age of patients admitted to
the intensive care unit was 26 (9-72) months and 110 (63-165)
months for patients followed up on the ward (p=0.005). There
was a history of prior antiartimic use in 6 (15.3%) of 39 patients
who responded to initial treatment and in 4 (50%) of 8 patients
who did not respond (p=0.029).

Discussion: In stable patients, recommended first-line therapies
could effectively terminate up to 83% of SVT episodes. The
most important factors for non-response were age and previous
antiarrhythmic use. Initial adenosine dose of 0.2mg/kg was more
effective in returning to normal sinus rhythm.

Keywords: Adenosine, Emergency department, SVT
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Amagc: SupraventrikUler tasikardi (SVT) cocuklarda hemodinamiyi
bozabilen 6nemli bir kardiyak acildir. Bu c¢allsmada ¢ocuk
acil servisinde SVT saptanan hastalarin genel 6&zelliklerinin,
uygulanan tedavilerin ve tedaviye yanitsizligi belirleyen faktorlerin
degerlendirimesi amaclanmigtir.

Gere¢c ve Yontemler: Calismaya Ekim 2022-Ekim 2023
tarihleri arasinda Cocuk Acil Kilinigine basvuran, aktif SVT
nedeniyle izlenen hastalar dahil edildi. Hastalarin demografik
Ozellikleri, 6zge¢migleri, uygulanan tedaviler, hastane yatiglari
kaydedildi. Hastalar birinci basamak tedavilere (vagal manevra
ve 2 doz adenozin) yanit durumlarina gore iki gruba ayrildi ve
genel Ozellikleri karsilastiriidi.

Bulgular: Calismaya 47 hasta dahil edildi. Ortanca yasi 100
(39-156) ay olan hastalarin 25’ (%53.2) erkekti. Bilinen kalp
hastaligi olan 15 (%31.9), geciriimis SVT atagi 6ykisU olan ve
antiaritmik ila¢ kullanan 10 (%21.3), baglangic tedavisine yanit
vermeyen 8 (%17), son 24 saatte SVT tetikleyebilecek ilag
kullanimi olan 2 (%4.3), son 30 guin igerisinde SVT atagiyla gelen

0000-0002-6871-0119 : AKKAYA B
0000-0002-3563-8237 : INAN C

0000-0002-5359-4215 : TUYGUN N




78 Akkaya B et al.

1 (%2.1) hasta vardi. Tedavisiz normal sinUs ritmine ddénen 5
hasta (%10.6), baslangic adenozin dozu 0.1 mg/kg kullanilan
27 (%57.4), baslangic adenozin dozu 0.2 mg/kg tercih edilen
15 (%31.9) hasta vardi. Baslangi¢c dozu 0.2 mg/kg olarak tercih
edilen 15 hastadan 13’linde (%86.6) ek doz ihtiyaci olmadan
normal sinUs ritmine déndd (p<0.001). Adenozin pusesi bir
kez 21 (%44.7), 2 kez 12 (%25.5), U¢ kez 9 (%19.1) hastada
uygulanmigtl. Baslangig tedavilerine yanitsiz amiodaron inflzyonu
gereken 8 (%17), kardiyoversiyon uygulanan 2 (%4.3) hasta
vardi. Hastalarin yasina/ayina gére yogun bakim ve servis yatigi
agisindan kiyaslandiginda, yogun bakimda yatan hastalarin yas
ortancasi 26 (9-72) ayken, serviste izlenen hastalarn 110 (63-
165) ay olarak bulundu (p=0.005). Baslangi¢ tedavisine yanit
veren 39 hastada 6 (%15.3), yanit olmayan 8 hastada 4 (%50)
oncesinde antiartimik kullanim dykast vardi (p=0.029).

Tartisma: Stabil hastalarda 6nerilen birinci basamak tedaviler
SVT ataklarinin %83 kadarini etkili sekilde sonlandirabildi. Tedavi
yanitsizliginda yas ve 6ncesinde antiaritmik kullanim oykdst en
onemli etkenlerden biriydi. Baslangic adenozin dozunun 0.2
mg/kg tercih ediimesi normal sinUs ritmine dénmede daha etkili
oldugu goruldu.

Anahtar Sozciikler: Adenozin, Acil servis, SVT
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Evaluation of the Presence of Hydronephrosis and the Relationship of
Renal Pelvis AP Diameter with the Severity of Vesicoureteral Reflux in

the Pediatric Group

Pediatrik Grupta Hidronefroz Varligi ve Renal Pelvis AP Gapinin VezikoUreteral
Refli Ciddiyeti ile lligkisinin Degerlendirilmesi

Sahap TORENEK!, Avni Merter KECELI?

'Department of Radiology, Dr. Abdurrahman Yurtaslan Ankara Oncology Training and Research Hospital, Ankara, Turkiye
?Department of Pediatric Radiology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: In our study, we aimed to evaluate the relationship
between the degree of VUR and the degree of collecting
system dilatation and renal pelvis anteroposterior diameter (AP)
in urinary ultrasound (UUS) in patients with vesicoureteral reflux
(VUR) detected on voiding cystourethrography (VCUG).

Materials and Methods: Patients who underwent VCUG in
our clinic between January 2021 and September 2024 were
retrospectively scanned. Diagnostic accuracy measurements,
including sensitivity, specificity, positive predictive value
and negative predictive value, were made for the degree
of vesicoureteral reflux and the degree of hydronephrosis
according to SFU staging on UUS and renal pelvis AP diameter.

Results: Thirty-nine boys and 45 girls; 122 collecting systems
of 84 patients who underwent UUS and were detected to have
VUR on VCUG were included in the study. Groups were created
according to the degree of VUR. Collecting system dilatation
and renal pelvis AP diameter were evaluated comparatively
according to groups. In the UUS performed, hydronephrosis
was not observed in 35 collecting systems (28.68%), and
the VUR grade and negative predictive value were observed
inversely (grade 1- 58.82%, grade 5- 4.34%). A correlation
was observed between the degree of hydronephrosis and
the presence of VUR and the presence of high-grade VUR.
Additionally, as the renal pelvis AP diameter increased, a
significant relationship was observed with the presence of VUR
and high- degree VUR.

Discussion: The sensitivity, negative predictive value and
accuracy of UUS in predicting VUR increase in proportion to
the degree of VUR. Additionally, a significant relationship was
observed between the increase in renal pelvis AP diameter
and the degree of VUR. The degree of hydronephrosis in UUS
and renal pelvis AP diameter may be related to the presence

of VUR and high-grade VUR. There are studies in the medical
literature that support our results, stating that UUS will be a
guide in identifying renal pathologies after febrile urinary tract
infection. These results seem to be guiding for VCUG planning of
ultrasonographic hydronephrosis stage.

Keywords: Urinary system ultrasound, Vesicoureteral reflux,
Voiding Cystoureterography
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Amag: Calismamizda voiding sistolretrografisinde (VCUG)
vezikoUreteral reflll (VUR) saptanan hastalarda VUR derecesi ile
Uriner ultrasonunda (UUS) toplayici sistem dilatasyon derecesi
ve renal pelvis anteroposterior ¢api (AP) arasinda iliskiyi
deg@erlendirmeyi amacladik.

Gerec ve Yontemler: Kiinigimizde Ocak 2021 ile Eylul 2024
tarihleri arasinda VCUG yapllan hastalar geriye dontk tarandi.
VezikoUreteral refli derecesi ile UUS’de SFU evrelemesine
gore hidronefroz derecesi ve renal pelvis AP ¢api igin duyarlilik,
6zgulluk, pozitif 6ngodra degeri, negatif 6ngodri degeri olmak
Uzere tanisal dogruluk dlgumleri yapild.

Bulgular: Otuzdokuzu erkek, 45’ kiz olmak Uzere; uus
yaplimis, VCUG da VUR saptanan olan 84 hastanin 122
toplayici sistemi galismaya dahil edildi. VUR derecesine gbre
gruplar olusturuldu. Gruplara gore toplayici sistem dilatasyonu
ve renal pelvis AP c¢api karsilastinimall degerlendirildi. Yapilan
UUS’de 35 toplayici sistemde hidronefroz izlenmemis olup
(%28.68), VUR derecesi ile negatif prediktif deger ters orantili
olarak izlendi (grade 1- %58.82, grade 5- %4.34). Hidronefroz
derecesi ile, VUR varligi ve ytksek dereceli VUR varligi arasinda
korelasyon izlendi. Ayrica renal pelvis AP capi arttikga VUR
varligr ve yiksek derece VUR ile anlamli iliski izlendi.
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Tartisma: UUS'nin VUR'U &ngdrmekteki duyarlligl, negatif
6ngdru degeri ve dogrulugu VUR derecesi ile orantili olarak
artmaktadir. Ayrica renal pelvis AP ¢apindaki artis ile VUR derecesi
arasinda anlamii iliski izlendi. UUS’de hidronefroz derecesi ve
renal pelvis AP ¢api, VUR varlidi ve ylksek derece VUR ile iligkili
olabilir. Tibbi literatlrde, ategli idrar yolu enfeksiyonu sonrasinda
renal patolojileri tanmlamada UUS’nin yol gdsterici olacagini
bildiren, sonuglarimizi destekleyen galismalar bulunmaktadir. Bu
sonuglar, ultrasonografik hidronefroz evresinin VCUG planmasi
icin yol gosterici olacagini gdstermektedir.

Anahtar Soézciikler: VezikoUreteral refll, VoidinsistoUretrografi,
Uriner sistem ultrasonu
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An Important Ongoing Health Problem: Adolescent Pregnancies
Devam Eden Onemli Bir Saglik Sorunu: Adélesan Gebelikler
Mehmet Kenan NAHYA!, Ebru YUCESOY BAGDIKEN?, Ertugrul DEDEOGLU'

"Department of Pediatrics, Faculty of Medicine, Harran University, Sanliurfa, Turkiye
2Division of Neonatology, Department of Pediatrics, Faculty of Medicine, Harran University, Sanliurfa, TUrkiye

ABSTRACT

Objective: The World Health Organization (WHO) defines
the adolescent period as the age range of 10 to 19 years.
Adolescent pregnancies are an important health problem in
both developed and developing countries. According to Turkish
Statistical Institute (TUIK) data, the adolescent fertility rate
decreased from 49 per thousand in 2001 to 11 per thousand in
20283. Adolescent pregnancies should be considered as high-
risk pregnancies due to their association with both maternal and
fetal poor outcomes. In this study, it was planned to evaluate
the maternal and fetal outcomes of adolescent pregnancies
and their babies delivered in our hospital.

Materials and Methods: This study included 99 adolescent
pregnant women who were delivered in our hospital between
January 1, 2021 and July 1, 2024. The clinical and laboratory
records of these pregnant women and their babies were
retrospectively evaluated from both electronic and written
records.

Results: The study included 99 adolescent pregnancies. The
adolescent pregnancy rate was 1.91%. The mean maternal
age was 18.2+1 years. The rate of intrauterine exitus in these
pregnancies was 5.1%. Of the babies delivered, 54.5% were
girls and 45.5% were boys. The rate of first pregnancy was
54.5%. Total of 28.3% preterm births occurred and 36.4% of
the surviving babies required neonatal intensive care.

Discussion: Adolescence is commonly defined as a period in
which an individual transitions from childhood to adulthood and
experiences some biological, psychological and social changes.
Adolescents constitute 30% of the world population and 90%
of them live in developing countries. In our study, we evaluated
the maternal and fetal outcomes of adolescent pregnancies
in Sanliurfa, the city with the highest total fertility rate in Turkey
according to the Turkish Statistical Institute data. In Diyarbakir
city, the incidence of adolescent pregnancy was reported as
3.6% in 2016. In another study conducted in our city in 2018,
the incidence of adolescent pregnancy was found to be 4.2%. In
our study, we noticed a decrease in adolescent pregnancy rates

in recent years in parallel with TUIK data. Total of 54.5% rates of
first pregnancies, 28.3% preterm births and the need for neonatal
intensive care in 36.4% of surviving babies are important data.

The main reasons for the prevalence of adolescent pregnancies
include factors such as getting married at an early age, lack of
knowledge about family planning methods, lack of adequate
information on sexual and reproductive health, low socio-
economic status and low level of education. The organization
of serious health policies for the prevention of adolescent
pregnancies will make significant contributions on poor maternal
and fetal outcomes.

Keywords: Adolescent, High-risk pregnancy, Pregnancy
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Amag: Dinya Saglk Orgiti (WHO) addlesan dénemini 10-
19 yas araligi olarak tanimlamaktadir. Hem gelismis hem de
gelismekte olan Ulkelerde addlesan gebelikler dnemli bir saglik
sorunu olarak karsimiza ¢ikmaktadir. Tlrkiye Istatistik Kurumu
(TUIK) verilerine gére addlesan dogurganiik hizi 2001 yilinda
binde 49 iken 2023 ylinda binde 11’e dismustlr. Gerek
maternal ve gerekse fetal kotU sonuglarla birliktelik gdstermesi
nedeniyle adodlesan gebelikler ylUksek riskli gebelik sinfinda
deg@erlendirimelidir. Bu c¢alismada hastanemizde dogumu
gergeklestirilen addlesan gebelikler ve bebeklerinin maternal ve
fetal sonuglarinin degerlendiriimesi planlanmigtir.

Gerec¢ ve Yontemler: Bu calismaya 1 Ocak 2021-1 Temmuz
2024 tarinleri arasinda hastanemizde dogumu gereceklestirilen
99 addlesan gebe dahil edildi. Bu gebelerin ve dogan
bebeklerinin Kklinik ve laboratuar kayitlar retrospektif olarak
elektronik ve yazili arsivden tarandi.

Bulgular: Calismaya 99 addlesan gebe dahil edildi. Addlesan
gebelik orani %1.91 olarak saptandi. Ortalama anne yagl 18.2
+1’di. Bu gebeliklerde intrauterin exitus orani %5.1’di. Dogumu
gerceklesen bebeklerin %54.5'i kiz, %45.5° i erkekti. ilk
gebelik orani %54.5ti. Hastalarin %28.3’Unde preterm dogum
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gerceklesirken, yasayan bebeklerin %36.4’Unde yenidogan
yogun bakim ihtiyaci gergeklesti.

Tartisma: Addlesan dénemi yaygin olarak bireyin ¢ocukluktan
yetiskinlige gectigi, biyolojik, psikolojik ve sosyal bazi degisimlerin
yasandigi bir ddnem olarak tanimlanmaktadir. Dinya nifusunun
%30’ unu olusturan ergenlerin %90’ I gelismekte olan Ulkelerde
yasamaktadrr. Calismamizda Tirkiye istatistik Kurumu’na gore
TUrkiye'de toplam dogurganlik hizinin en ytksek oldugu il olan
Sanliurfa’da addlesan gebelerin maternal ve fetal sonuclarni
degerlendirdik. Diyarbakir ilinde, 2016 yilinda ki bir ¢allsmada
addlesan gebe insidansi %3.6 olarak rapor edilmistir. llimizden
2018 yiinda yapilan bagka bir calismada ise addlesan gebe
insidans! %4.2 olarak saptanmistrr. Bizler de galismamizda TUIK
verilerine paralel olarak addlesan gebelik oranlarinda son yillarda
disme gézlemledik. Ik gebelk oraninin %54.5 olmasi, %28.3
oraninda preterm dogumun gerceklesmesi ve yasayan bebeklerin
%36.4’Unde yenidogan yogun bakim inhtiyacinin olmasi dnemli
veriler olarak karsimiza ¢gikmaktadir.

Addlesan gebeliklerin  yaygin  olmasinin - baglica nedenleri
arasinda; erken yasta yapilan evlilikler, aile planlamasi yontemleri
konusunda yetersiz bilgi sahibi olunmasi, cinsel saglik/ Ureme
saglgr konusunda vyeterli bilgilendirmelerin yapilmamis olmasi,
dustk sosyo-ekonomik durum ve egitim dizeyinin distk olmasi
gibi faktorler yer almaktadir. Addlesan gebeliklerin dnlenmesi
konusunda ciddi saglk politikalarinin dtzenlenmesi gelisecek
kotl maternal ve fetal sonuglarin engellenmesine dnemli katkilar
saglayacaktr.

Anahtar Sézciikler: Addlesan, Yuksek riskli gebelik, Gebelik

Turkish J Pediatr Dis / Turkiye Gocuk Hast Derg / (Suppl/Ek Sayi) 2024:18:81-82



Meeting Abstracts Oral Presentation

Turkiye Gocuk Hastallklari Dergisi 83
Turkish Journal of Pediatric Disease

Evaluation of Patients with Juvenile Dermatomyositis: A Single Center

Experience

Juvenil Dermatomiyozitli Hastalarin Degerlendiriimesi: Tek Merkez Deneyimi

Tuba GUNDOGDU, Esra BAGLAN

Department of Pediatric Rheumatology, University of Health Sciences, Etlik City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Juvenile dermatomyositis (JDM) is the most
common subtype of idiopathic inflammatory myositis in
childhood. It is an autoimmune myopathy with capillary
vasculopathy affecting muscle and skin tissue. The clinical
presentation is heterogeneous and the prognosis improves
significantly over the years with the use of corticosteroid therapy
and early initiation of immunosuppressive agents. The objective
of this study was to present the clinical and laboratory findings
of patients who were followed up with a diagnosis of juvenile
dermatomyositis in our clinic.

Materials and Methods: In this study, we retrospectively
analyzed the files of patients who were followed up in the
Pediatric Rheumatology Clinic of Ankara Etlik City Hospital
between October 2022 and August 2024 with the diagnosis of
Juvenile Dermatomyositis. Demographic, clinical and laboratory
characteristics of the patients were evaluated.

Results: A total of 33 patients were included in the study. Of
the patients, 24 (72.7%) were female and 9 (27.3%) were male.
The median age at diagnosis was 8.7 (6.3-13.6) years and the
median time to diagnosis was 3.1 (1.2-11.4) months. At the time
of diagnosis, 30 (90.9%) patients had constitutional symptoms,
29 (87.9%) had muscle weakness, 27 (81.8%) had myalgia,
and 10 (30.3%) had arthritis. Mucocutaneous findings including
heliotrope rash and gottron papules were present in 30 (90.9%)
patients. One (3%) patient had cardiovascular involvement
and seven (21.2%) patients had pulmonary involvement.
Laboratory findings revealed elevated muscle enzymes in 29
(87.8%) patients. Four (12.2%) of the patients were followed
up with amyopathic dermatomyositis. At the time of diagnosis,
median Creatine Kinase was 865 U/L (130.5-5846.2), median
Aspartatamino Transferase 127 U/L (32.5-357), median Lactate
Dehydrogenase 489 U/L (279.5-834.5), median erythrocyte
sedimentation rate 15 mm/h (10-28). ANA positivity was present
in 16 (48.5%) patients and Myositis Specific Antibodies (MSA)

positivity was present in 10 (30.3%) patients. The median value
of the Childhood Myositis Assessment Scale (CMAS) at the
time of diagnosis was 30 (14-47). Systemic steroids were used
in 32 (97%) and pulse steroids (30 mg/kg/day) in 23 (69.7%)
patients. Methotrexate was used in 28 (84.8%) patients, while
intravenous immunoglobulin was added to the treatment in 10
(80.3%) patients. In the follow-up of the patients, 19 (57.5%)
patients were in remission at the last visit and no disease-
related death was observed in any patient.

Discussion: Juvenile dermatomyositis should be considered
in the differential diagnosis of patients presenting with muscle
weakness, elevated muscle enzymes and various skin
manifestations. Early treatment with a multidisciplinary approach
is extremely important to prevent complications. Presentation of
the current patient data will be a guide to increase awareness in
pediatric practice.

Keywords: Child, Juvenile Dermatomyositis, Rheumatology
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Amac: Juvenil dermatomiyozit (JDM); cocukluk c¢aginda
gorulen idyopatik inflamatuvar miyozitlerin en sk gérulen alt
tipidir. Kas ve cilt dokusunu etkileyen kapiller vaskulopatinin
gorildagu otoimmun  bir miyopatidir. Klinik heterojen olup,
hastallk prognozu vyillar igcinde Kkortikosteroid tedavisinin
kullaniimasi ve immunsupresif ajanlarin erken baslanmasi ile
onemli 6lctide duzelmektedir. Bu calismanin amaci klinigimizde
juvenil dermatomiyozit tanisi ile takip edilen hastalarin klinik ve
laboratuvar bulgularini sunmaktir.

Gerec ve Yontemler: Bucalismada Ankara Etlik SehirHastanesi
Gocuk Romatoloji Klinigi’'nde Ekim 2022-Adustos 2024 tarihleri
arasinda Juvenil Dermatomiyozit tanisi ile takip edilen hastalarin
dosyalar retrospektif olarak incelendi. Hastalarin demografik,
klinik ve laboratuvar dzellikleri degerlendirildi.
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Bulgular: Toplam 33 hasta calismaya dahil edildi. Hastalarin
24°0 (%72.7) kiz, 9 (%27.3)'U erkekti. Hastalarn tani yasi
ortanca 8.7 (6.3-13.6) yil olup, ortanca tani konma suresi 3.1
(1.2-11.4) aydi. Tani aninda 30 (%90.9) hastada konstitlisyonel
semptomlar, 29 (%87.9) hastada kas gucsuzIigu, 27 (% 81.8)
hastada miyalji, 10 (%30.3) hastada artrit mevcuttu. Hastalarin
30 (%90.9)’unda heliotrop ras ve gottron papull basta olmak
Uzere mukokutandz bulgular mevcuttu. Hastalarin birinde (%3)
kardiyovaskuler tutulum, yedi (%21.2) hastada akciger tutulumu
mevcuttu. Hastalann laboratuvar bulgularina  bakildiginda
29 (%87.8) hastada kas enzimlerinde yUkseklik mevcuttu.
Hastalarin 4 (%12.2)’'si amyopatik dermatomiyozit ile takipliydi.
Tani aninda ortanca Kreatin Kinaz 865 U/L (130.5-5846.2),
ortanca Aspartatamino Transferaz 127 U/L (32.5-357), ortanca
Laktat Dehidrogenaz 489 U/L (279.5-834.5), ortanca eritrosit
sedimentasyon hizi 15 mm/h (10-28) bulundu. Hastalarin 16
(%48.5)'inde ANA pozitifligi, 10 (%30.3)'tnde Miyozit Spesifik
Antikorlarinda (MSA) pozitiflik mevcuttu. Hastalarin tani anindaki
Cocukluk Cagdl Miyozit Degerlendirme Skalasi (CMAS) ortanca
degeri 30 (14-47) saptandi. Tedavide hastalarin 32 (%97) ‘sinde
sistemik steroid, 23 (%69.7)’sinde pulse steroid (30 mg/kg/gun)
tedavisi kullaniimigtir. Hastalarin 28 (%84.8)’'inde metotreksat
kullaniirken, 10 (%30.3) hastada intravendz immunglobulin
tedaviye eklenmigtir. Hastalarin izlemlerinde 19 (%57.5) hasta
son vizitte remisyonda olup, higbir hastada hastaliga bagl 6lim
gorulmemigtir.

Tartisma: Kas guc¢sizigu, kas enzimlerinde ytkseklik ve cesitli
cilt bulgulari ile basvuran hastalarda Juvenil Dermatomiyozit
mutlaka ayirici tanida akla gelmelidir. Multidisipliner yaklasimla
erken tedavi, komplikasyonlarin énlenmesi agisindan son derece
onemlidir. Mevcut hasta verilerinin sunulmasi pediatri pratiginde
farkindaligin artmasi icin yol gosterici olacaktir.

Anahtar Soézciikler: Cocuk, Juvenil Dermatomiyozit,
Romatoloji
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Can Chronic Arthritis Risk Factors be Determined in Familial

Mediterranean Fever?

Ailevi Akdeniz Atesinde Kronik Artrit Risk Faktoérleri Belirlenebilir mi?

Nimet ONER, Zahide EKICI TEKIN

Department of Pediatric Rheumatology, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Familial Mediterranean Fever (FMF) is the most
common autoinflammatory disease characterized by recurrent
episodes of fever and serositis. Arthritis is the most common
feature of FMF attacks after peritonitis and can be observed in
approximately 50% of patients. Arthritis, most commonly seen
in the lower extremities, is usually monoarticular/oligoarticular.
Arthritis is usually recurrent and may be chronic in 2-5% of
patients and may even result in deformity. The aim of this study
was to determine the risk factors that may be determinant in
the chronicization of arthritis.

Materials and Methods: File data of patients under the age
of 18 years who were followed up for at least 1 year with a
diagnosis of FMF in our center between 2019 and 2024 were
retrospectively reviewed. Demographic data, laboratory findings,
clinical follow-up and treatment were recorded. Arthritis lasting
six weeks or longer was defined as chronic arthritis. Single joint
involvement was defined as monoarthritis, 2-4 joint involvement
as oligoarthritis, and five/more joint involvement as polyarthritis.
A comparison was made between the findings of patients with
acute arthritis and those with chronic arthritis at the time of the
initial onset of arthritis.

Results: Of the 1330 FMF patients followed up during the
study period, 245 had arthritis and 124 (50.6%) were girl. The
mean age at diagnosis of FMF was 9.8+3.7 years and the mean
age at arthritis onset was 10.2+3.4 years. Arthritis developed in
43 (17.6%) patients at the time of diagnosis and in 202 (82.4%)
patients during follow-up at a mean of 7.4+4.6 months. Arthritis
was acute in 189 (77.1%) patients and chronic in 56 (22.9%)
patients. Arthritis was single in 171 (69.8%) patients and
recurrent in 74 (30.2%). The knee (50.2%) and ankle (35.9%)
were most commonly involved; monoarthritis was observed
in 55.1%, oligoarthritis in 31.4% and polyarthritis in 13.5%.
Other clinical features included fever in 175 (71.4%), abdominal
pain in 173 (70.6%), chest pain in 31 (12.6%), joint pain in
234 (95.6%), ELE in 116 (47.3%) patients. The most common
mutation was M694V homozygous (33.5%) and 72.2% had

at least one M694V variant. When acute and chronic arthritis
patients were compared, girls were more common in patients
with acute arthritis (p=0.010) and boys were more common in
patients with chronic arthritis (p=0.030). The knee was the most
commonly involved joint in both groups. Acute arthritis was
mostly monoarthritis; chronic arthritis was mostly oligoarthritis
and polyarthritis. ELE was more common in patients with acute
arthritis (p<0.001). There was no difference between acute
arthritis and chronic arthritis in terms of acute phase reactants.
M694V homozygous mutation was more frequent in patients
with acute arthritis and M694V/E148Q in chronic arthritis
(p=0.030, p=0.040, respectively). All patients were on colchicine
as treatment. NSAID in acute arthritis and cDMARDSs in chronic
arthritis were the most common adjunctive medications.

Discussion: Familial Mediterranean Fever, chronic arthritis is
important because it may leave sequelae and last longer than
other symptoms. Arthritis patients should be more careful
in terms of chronic arthritis, especially if they have M694V
pathogenic variant mutation. In our study, we found that multiple
joint involvement, boy gender and MB94V/E148Q association
may be risk factors for chronic arthritis.

Keywords: Arthritis, Colchicine, Familial Mediterranean Fever
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Amag: Ailevi Akdeniz Atesi (AAA), tekrarlayan ates ve serdzit
ataklari ile karakterize, en yaygin gorilen otoinflamatuar
hastaliktir. Artrit, AAA ataklarnin peritonitten sonraki en yaygin
6zelligidir ve hastalarnin yaklasik %50’ sinde gdrulebilmektedir.
En sk alt ekstremitede gorulen artrit genellikle monoartiktler/
oligoartiktlerdir. Artrit genelde tekrarlayici, %2-5 hastada kronik
seyredebilir hatta deformiteyle sonuglanabilir.  Calismamizda
artritin - kroniklesme  belirleyicisi  olabilecek risk  faktorlerinin
belirlenmesi amaclanmistir.

Gerec ve Yontemler: 2019-2024 yillar arasinda merkezimizde
AAA tanisiile en az 1 yil takip edilen, 18 yas alti hastalarin dosya
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verileri geriye donuk olarak incelendi. Hastalarin demografik
verileri, laboratuvar bulgular, klinik takipleri ve tedavileri
kaydedildi. Altr hafta ve daha uzun sUreli artrit, kronik artrit
olarak degerlendirildi. Tek eklem tutulumu monoartrit, 2-4
eklem tutulumu oligoartrit, bes ve Uzeri eklem tutulumu poliartrit
olarak tanimlandi. Akut artrit olan hastalarla, kronik artriti olan
hastalarin ilk artrit varligr anindaki bulgular karsilastirid.

Bulgular: Calisma déneminde takip edilen 1330 AAA hastasinin
245’ inde artrit vardi ve 124 (%50.6)’si kizdi. Ortalama AAA
tani yasl 9.8+3.7 yil, artrit olusma yasi 10.2+3.4 yildi. Artrit 43
(%17.6) hastada tani aninda, 202 (%82.4) hastada izlemde
ortalama 7.4+4.6 ayda (aralik 1-27 ay) gelisti. Artrit 189 (%77.1)
hastada akut, 56 (%22.9) hastada kronikti. Artrit 171 (%69.8)
hastada tek, 74’'Unde (%30.2) tekrarlayan atak ile seyretti.
En ¢ok diz (%50.2), ayak bilegi (%35.9) tutulumu; monoartrit
%55.1, oligoartrit %31.4 ve poliartrit %13.5 oranlarinda
gdzlendi. Diger Klinik etkilenmeler hastalarn 175 (%71.4)'Unde
ates, 173 (%70.6)'sinda karin agrisi, 31 (%12.6)'sinda gdégus
agrisl, 234 (%95.6)'sinda eklem agrisi, 116 (%47.3)'Unde
erizipel benzeri eritemdi. En sk gorilen mutasyon M694V
homozigot (%33.5) mutasyonuydu ve %72.2 oraninda en az
bir M694V varyanti tespit edildi. Akut ve kronik artrit hastalarinin
karsilastirimasinda; akut artriti olan hastalarda kiz (p=0.010),
kronik artriti olan hastalarda erkek cinsiyet fazlaydi (p=0.030).
Diz her iki grupta en sik tutulan eklemdi. Akut artritler en sik
monoartrit; kronik artritler daha ¢gok oligoartrit ve poliartritti. ELE,
akut artriti olan hastalarda daha sikti (p<0.001). Akut artrit ile
kronik artritte akut faz reaktanlar acisindan farklilik yoktu. Akut
artriti olan hastalarda M694V homozigot mutasyon, kronik
artritte M694V/E148Q daha sikti (sirasiyla p=0.030, p=0.040).
Tedavi olarak tim hastalar kolsisin kullanmaktaydi. Akut artritte
nonsteroid anti inflamatuar ilag, kronik artritte konvansiyonel
DMARD en sik ek ilag olarak kullanimaktaydi.

Tartisma: AAA kronik artriti sekel birakabilme, diger semptomlara
gbre daha uzun sirme nedeniyle 6nemlidir. Artrit hastalar
Ozellikle M694V patojenik varyant mutasyonu varsa kronik artrit
acisindan daha dikkatli olunmalidir. Calismamizda ¢oklu eklem
tutulumunun, erkek cinsiyetin ve M694V/E148Q birlikteliginin
kronik artrit icin risk faktérl olabilecegdini tespit ettik.

Anahtar Sézciikler: Artrit, Kolsisin, Ailevi Akdeniz Atesi
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Evaluation of History, Physical Examination, Laboratory Findings,
Diagnosis, and Treatment Processes in Children with Arthritis and

Arthralgia Etiology

Artrit ve Artralji Etiyolojisi Arastirlan Cocuklarda Oyk, Fizik Muayene,
Laboratuvar Bulgulari ile Tani ve Tedavi Sureclerinin Degerlendirilmesi

Gizem AVCI KARAULUS', ibrahim ilker CETIN?, Banu CELIKEL ACAR?®

'Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

2Department of Pediatric Cardiology, Ankara Bilkent City Hospital, Ankara, Turkiye
SDepartment of Pediatric Rheumatology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Each year, many patients visit pediatric outpatient
clinics with joint complaints. This study aimed to investigate
the etiology of arthritis in children, exploring relationships
among subtypes, age, gender, physical examination findings,
extra-articular findings, affected joints, laboratory parameters,
ultrasonographic data, triggering histories, and cardiac
involvement.

Materials and Methods: \We retrospectively reviewed 216
randomized patients aged 1 month to 18 years who presented
with arthralgia and arthritis to the Pediatric Health and Diseases
outpatient clinics at Ankara Bilkent City Hospital from January
1, 2022, to December 31, 2023.

Results: The study included 216 patients, comprising 116
(63.7%) males and 100 (46.3%) females, with a mean age of
9.3+4.6 years. Diagnoses included juvenile idiopathic arthritis
(JIA) in 88 (40.7%), reactive arthritis in 26 (12%), familial
Mediterranean fever (FMF) in 19 (8.8%), acute rheumatic
fever (ARF) in 18 (8.3%), Behcet’s disease in 12 (5.6%),
chronic recurrent multifocal osteomyelitis (CRMO) in 12
(5.6%), osteomyelitis in 11 (5.1%), septic arthritis in 8 (3.7%),
Henoch-Schonlein purpura (HSP) in 8 (3.7%), malignancy in 6
(2.8%), systemic lupus erythematosus (SLE) in 4 (1.9%), and
polyarteritis nodosa (PAN) in 4 (1.9%). Patients with PAN had
the highest mean age at presentation (16.6+0.5 years), while
those with HSP had the lowest (6.18+1.23 years) (p<0.050).
The most common joint findings were pain in 172 (79.6%)
patients and swelling in 140 (64.8%) (p<0.050).

The duration of joint complaints was acute in 71 (32.9%),
subacute in 54 (25%), and chronic in 91 (42.1%) patients
(p<0.050). Monoarthritis was the most common pattern

of involvement, followed by oligoarthritis and polyarthritis
(p<0.050). All patients with septic arthritis had monoarthritis,
and all with PAN had oligoarthritis (p<0.050). The knee was the
most commonly affected joint, followed by the ankle and hip
(p<0.050). Extra-articular findings included morning stiffness
(25%), fever (21.8%), and oral aphthae (16.7%) (p<0.050).

Morning stiffness was present in 50% of JIA patients. In FMF,
abdominal pain and fever were common, while Behcget'’s
disease presented with oral and genital aphthae (p<0.050). The
strongest association between a triggering event and diagnosis
was seen with upper respiratory tract infections in HSP and
ARF patients (p<0.050). A history of trauma was frequent in
those with osteomyelitis (p<0.050). Significant associations
were observed between diagnoses and C-reactive protein
(CRP), erythrocyte sedimentation rate (ESR), leukocyte count,
and platelet count (p<0.050).

The most common joint ultrasonography (USG) finding was
effusion, followed by synovitis and bursitis (p<0.050). Mitral
regurgitation was observed in 13 (76.5%) ARF patients, and
mitral and aortic regurgitation in 15 (88.2%) patients (p<0.050).
The most prevalent gene mutation in FMF patients was M694\V.

Discussion: Childhood arthritis manifests in various clinical
forms. Accurate physical examination, thorough history taking,
duration of complaints, and joint involvement location are
essential for diagnosis. While JIA is the most common cause,
it is important to consider malignancies, PAN, HSP, and FMF as
potential etiologies.

Keywords: Arthritis arthralgia, Child, Etiology, Diagnosis
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Amac: Her yil cok sayida hasta eklem yakinmalan ile pediatri
polikliniklerine basvurmaktadir. Bu ¢alismanin amaci, artrit tanisi
alan hastalarda etiyolojiyi ve alt tani gruplarn ile hastalarnn yas,
cinsiyet, fizik muayene bulgulari, eklem disi bulgular, tutulan
eklemler ve sayisi, laboratuvar parametreleri, ultrasonografik
veriler, tetikleyici dykuler ve kardiyak tutulum durumlari arasindaki
iliskiyi incelemektir.

Gerec ve Yontemler: Ankara Bilkent Sehir Hastanesi Cocuk
Saglgi ve Hastaliklari polikliniklerine artralji ve artrit bulgulariyla 1
Ocak 2022- 31 Aralik 2023 tarihleri arasinda bagvuran 1 ay-18
yas araliginda randomize 216 hasta secilmis ve hastane bilgi
yonetim sistemi Uzerinden geriye donUk olarak incelenmistir.

Bulgular: YUzonalt (%53.7) erkek, 100 (%46.3) kiz olan toplam
216 hastanin yas ortalamasi 9.3+4.6’dI. Hastalarin %40.7’sine
Juvenil idiopatik artrit (JIA), %12’sine reaktif artrit, %8.8'ine Alevi
Akdeniz Atesi (AAA), %8.3'Une Akut romatizmal ates (ARA),
%5.6’sina Behcet Hastaligl, %5.6'sina Kronik rekurren multifokal
osteomiyelit (KRMO), %5.1’ine osteomiyelit, %3.7’sine septik
artrit, %3.7’sine Henoch Schonlein purpurasi (HSP), %2.8’ine
malignite, %1.9’una Sistemik lupus eritematozus (SLE),
%1.9’una Poliarteritis nodosa (PAN) tanilari konuldu. En yiksek
basvuru yasi ortalama 16.68+0.59 ile PAN tanil hastalarda, en
dUsUk basvuru yasi ise 6.18+1.23 yas ile HSP tanill hastalarda
saptandi (p<0.050). Hastalarin eklem bulgular incelendiginde
172 (%79.6) hastada agrn, 140 (%64,8) hastada siglik en sik
saptanan eklem bulgular oldu (p<0.050). Eklem yakinmalarinin
sUresi incelendiginde 71 (%32.9) hastada akut, 54 (%25) hasta
subakut, 91 (%42.1) hasta kronik olarak tespit edildi (p<0.050).
Hastalarda en sk monoartrit tutulumu izlenirken takiben
oligoartrit ve poliartrit saptandi (p<0.050). Septik artrit tanili
hastalarin tamaminda monoartrit tutulumu saptanirken, PAN
tanisi alan hastalarin tamaminda oligoartikdler tutulum saptandi
(p<0.050). Hastalarin tutulan eklemlerine bakildiginda en sik diz
eklemi tutulumu, takiben ayak bilegi ve kalga tutulumu izlendi
(p<0.050). En az tutulan eklemler omuz, dirsek ve sakroiliak
eklemlerdi. Kronik rekUrren multifokal osteomiyelit  tanili
hastalarin hepsinde kalca eklemi tutulumu mevcutken, septik
artritlerin tamaminda diz eklemi tutulumu goértldu (p<0.050).
Eklem disi bulgularda en sik sabah tutuklugu (%25), ates
(%21.8), oral aft (%16.7) saptanmigti (p<0.050). JiA'll hastalarda
sabah tutuklugu %50 oraninda gorulirken, AAA icin karin agrisi
ve ates, Behget hastaligi icin oral ve genital aft en sik gérulen
bulgular oldugu analiz edildi (p<0.050). Artrit tanisi konulmadan
onceki tetikleyici dykller icerisinde en gucla iliski HSP ve
ARA tanisi alan hastalarin gecirimis USYE &ykist oldugu
saptandi (p<0.050). Osteomiyelit tanisi alan hastalarda travma
Oyktsunin sik oldugu goruldi (p<0.050). Taranan laboratuvar
tetkiklerinden C-reaktif protein (CRP), eritrosit sedimentasyon
hizi (ESH), I6kosit ve trombosit sayisi degerleri ile tani arasinda
anlamli bir iliski bulundu (p<0.05). Eklem USG bulgularindan en
sik eflzyon saptanirken ardindan sinovit ve daha sonra bursit
saptandi (p<0.05). ARA tanisi alan hastalarin ekokardiyografi
verileri incelenmis hastalarin 13’tnde (%76.5) mitral yetmezlik,

15’inde (%88.2) mitral ve aortik yetmezlik saptandi (p<0.050).
AAA tanisi alan hastalara en sik saptanan gen mutasyonu
M694V’du.

Tartisma: Cocukluk cag artritleri  farkll  klinikk  bulgularla
basvurabilir. Hastalarda detayl fizik muayene, 6yku, yakinmalarin
suresi ve etkilenen eklemler dogru tani icin dnemlidir. Etiyoloji
incelendiginde en sik rastlanan tani JIA olsa da malign hastaliklar,
PAN, HSP ve AAAnIn ilk basvuru sikayetinin eklem yakinmalari
olabilecegi akilda tutulmalidr.

Anahtar Sozciikler: Artrit, Artralji, Cocuk, Etiyoloji, Tani
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Retrospective Evaluation of Hospitalized Children due to Bocavirus

Infection

Bocavirts Enfeksiyonu Nedeni ile Hastane Yatisi Olan Cocuklarin Retrospektif

Olarak Degerlendiriimesi

Betil DEMIRCIOGLU KALAYCI', Aslinur OZKAYA PARLAKAY2

"Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

°Department of Pediatric Infection Diseases, Yildinm Beyazit University, Ankara, TUrkiye

ABSTRACT

Objective: Bocavirus (HBoV), first identified in 2005, is a
viral pathogen that causes respiratory tract infections. It can
manifest with mild upper respiratory tract infections, such as
fever and cough, but it can also lead to significant morbidity
and mortality. HBoV infections are particularly common in
young children. This study examined the demographic, clinical,
radiological, and laboratory features of children diagnosed with
HBoV infections.

Materials and Methods: The study was conducted at Ankara
Bilkent City Hospital, Pediatric Department. It included patients
admitted between January 2021 and March 2024 with upper
respiratory complaints. Patients who had a respiratory viral
panel conducted upon admission and were hospitalized due
to HBoV were included in the study. Data were retrospectively
analyzed, and patients with incomplete data or those with
multiple viral infections were excluded from the study.

Results: A total of 397 patients hospitalized with HBoV
were included in the study. The study group consisted of
65% (n=258) male patients. The median age was 2.5 years
(IQR: 1-4 years). Fever was present in 55.4% (n=220) of the
patients, while 89.9% (n=357) had a cough. Oxygen saturation
was found to be low in 60.2% (n=239) of the patients upon
admission. Most admissions occurred during the winter season
(43%), followed by autumn (33%) and spring (10.3%), with no
cases reported in the summer. A total of 22.4% (n=89) of the
patients required ICU admission, 7.6% (n=30) were intubated,
17.9% (n=71) required non-invasive mechanical ventilation, and
12.8% (n=51) needed high-flow nasal cannula oxygen therapy.
HBoV infection resulted in death in 2.8% (n=11) of the cases.
The average length of stay in the ICU was 7.36+8.84 days,
while the average hospital stay was 7.02+ 9.41 days. Antibiotic
use was observed in 81.4% (n=323) of the HBoV cases.
Asthma was the most commmon chronic condition observed in
the patient group. Chest X-rays showed infiltration in 90.9%

(n=361) of the patients, with lobar involvement in 13.1% (n=52),
pleural effusion in 7.1% (n=28), atelectasis in 15.9% (n=63),
pneumomediastinum in 0.5% (n=2), and pneumothorax in
1.3% (n=5) of the cases.

Discussion: Bocavirus is an important viral agent that can
cause severe respiratory infections, particularly in young children.
HBoV should be considered in patients presenting with upper
respiratory tract infection symptoms and oxygen saturation
decline, especially during the winter months. Proper clinical
management should be provided, anticipating the potential need
for ICU admission, invasive/non-invasive mechanical ventilation
support, and oxygen therapy.

Keywords: Bocavirus, Child, Respiratory tract infections
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Amac: Bocavirls (HBoV), 2005 yilinda tanimlanan solunum
yollarinda enfeksiyon olusturan viral bir patojendir. Ates, Oksuruk
gibi basit Ust solunum yolu enfeksiyonlariyla karsimiza ¢ikabildigi
gibi ciddi morbidite ve mortalitelere de sebep olmaktadir.
Ozellikle kiiclk cocuklarda daha yaygin olarak gériiimektedir. Bu
calismada HBoV enfeksiyonu saptanan ¢ocuklarin demografik,
klinik, radyolojik ve laboratuvar 6zellikleri incelenmigtir.

Gerec ve Yontemler: Calisma Ankara Bilkent Sehir Hastanesi
Cocuk Hastanesinde yapildi. Calismaya Ust solunum yolu
sikayetleriyle Ocak 2021-Mart 2024 tarihleri arasinda bagvuran,
basvuruda solunum yolu viral paneli istenen ve HBoV nedeniyle
hastane yatigi yapilan hastalar dahil edildi. Veriler retrospektif
incelenerek, degerlendirildi. Eksik verisi olan hastalar, birden
fazla virlsin ayni anda saptandigl hastalar calisma disinda
birakildi.

Bulgular: Calismaya hastaneye yatan 397 HBoV saptanan
hasta dahil edildi. Calisma grubunun %65’i (n=258) erkekti.
Yas mediani 2,5 (IQR:1-4) yildi. Hastalarin %55.4’Unde (n=220)
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ates gorllurken, %89.9’'unda (n=357) OksUrik saptandi.
Basvuru aninda %60.2 (n=239) hastada saturasyon dustklugu
mevcuttu. Bagvurular en sik kis mevsiminde (%43) gdrilirken
onu, sonbahar (%33) ve ilkbahar (%10.3) izledi.Yaz mevsiminde
HBoV enfeksiyonu gérilmedi. Hastalarin %22.4’Unde (n=89)
yogun bakim yatisi gortlirken, %7.6 (n=30) hastanin entibe
oldugu, %17.9 (n=71) hastanin noninvaziv mekanik ventilatér
intiyaci oldugu, %12.8 (n=51) hastanin yiksek akimli nazal kandl
oksijen tedavisi ihtiyacinin oldugu saptandi.Hastalarin 9%2.8’i
(n=11) bocavirls enfeksiyonu nedenli ex oldu. Yogun bakim
yatis gun ortalamasi 7.36+8.84, servis yatis gun ortalamasi
7.02+9.41 olarak tespit edildi.Antibiyotik kullanim orani bocavirtis
vakalarinda %81.4 (n=323) olarak gdzlendi. Calisma grubunu
olusturan hastalarda en sk goérilen kronik hastallk astimd..
Hastalarin %90.9’unda (n =361) akciger grafisinde infiltrasyon
gérultirken %13.1’inde (n = 52) lober tutulum , %7.1’inde (N=28)
plevral eflzyon,%15.9'unda (n=63) atelektazi, %0.5’inde (n=2)
pnémomediastinum, %1.3’Unde (n=5) pndmotoraks goruldu.

Tartisma: BocavirUs, dzellikle kliglk ¢ocuklarda agir solunum
yolu enfeksiyonuna yol agabilen viral bir etken olarak 6ne
cikmaktadrr. Ozellikle kis aylarinda, Ust solunum yolu enfeksiyonu
bulgulanyla gelen, basvuruda saturasyon dusukligu saptanan
hastalarda HBoV akla gelmelidir. Bu hastalarin yogun bakim
intiyaci  olabilecegi, invaziv/noninvaziv. mekanik ventilasyon
destegi almasi gerekebilecegi 6n gorllerek hastalarn  klinik
yonetimi saglanmali, tedavisi dtizenlenmelidir.

Anahtar Sézciikler: Bocavirlis, Cocuk, Solunum yolu
enfeksiyonu
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Investigation of the Knowledge Levels, Attitudes, and Behaviors of
Parents of Patients Under Two Years Old Admitted to the Pediatric
Emergency Clinic Regarding Nasal Irrigation

Cocuk Acil Klinigine Bagvuran iki Yas Alti Hastalarin Ebeveynlerinin Nazal
Irrigasyon Hakkindaki Bilgi DUzeylerinin, Tutum ve Davraniglarinin Incelenmesi

Rukiye SOYKOK, Dilek KAYA, Funda KURT, Damla HANALIOGLU

Department of Pediatric Emergency, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Nasal irrigation (NI) is a commonly used, safe, and
low-cost procedure to treat nasal congestion associated with
upper respiratory tract infections (URTIs). Various guidelines
have included NI as an adjunctive treatment method for URTIs.
This study aimed to investigate the knowledge levels, attitudes,
and behaviors of parents of patients under 2 years old admitted
to the pediatric emergency clinic regarding NI.

Materials and Methods: A face-to-face survey was
conducted with the parents of patients in the 0-24 month age
group admitted to the Pediatric Emergency Clinic of Ankara
Bilkent City Hospital between January and September 2024. A
24-question survey was administered to measure demographic
information, parents/caregivers’ nasal cleaning practices, and
their knowledge levels, attitudes, and behaviors regarding the
practice. The findings were compared between three groups
based on age: Group 1 (0-6 months), n=40; Group 2 (7-12
months), n=40; and Group 3 (13-24 months), n=27.

Results: A total of 107 parents, with the majority being mothers
(=102, 95%), participated in the study. The vast majority, 97%,
of the participants hailed from the Republic of Turkey. All of
the participants, except for three, had health insurance. The
parents were highly educated. Alimost all households (95 out
of 107) had between 3 to 5 members. NI was most commonly
used for nasal congestion (79%) and difficulty breathing (44%)
and was mostly performed once a day (30%) or 2-3 times a
day (26%). The most preferred tools for NI were a syringe (58%)
and saline solution (81%). Most participants (48%) reported
using approximately 2.5-5 ml of solution for each nostril.
The frequency of postural drainage application after NI was
73%. Seventy-four participants believed they were effectively
performing nasal cleaning. Only 21 participants reported
receiving training on NI, and 36 participants expressed a desire
to receive training on nasal cleaning practices. A total of 102

participants responded to the questions designed to assess
parents’ knowledge of NI. Only four participants answered all
the questions correctly, while nineteen participants answered
six out of seven questions correctly. The average total score
was 4+2, and there was no significant difference between the
groups (Group 1: 4.2+1.5; Group 2: 3.9+1.9; Group 3: 4.1+1.8,
p=0.982). No significant association was found between the
employment status of the mother and father and the total
score (p=0.494 and p=0.645, respectively). Parents in Group 1
demonstrated a higher frequency of providing correct answers
to statements regarding the prevention of middle ear infections
through non-invasive ventilation and the correct positioning of
the head during non-invasive ventilation (p=0.007 and p=0.036,
respectively).

Discussion: The knowledge levels of parents of patients under
the age of 2 admitted to the pediatric emergency clinic regarding
nasal irrigation (NI) are insufficient. Most participants have not
received training on NI. Considering the medical and economic
benefits of NI, further studies are needed to promote its use and
improve parents’ knowledge levels.

Keywords: Child, Nasal congestion, Nasal irrigation
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Amag: Nazal irrigasyon (Ni), {st solunum yolu enfeksiyonlari
(USYE) eslik eden burun tikankligini tedavi etmek igin yaygin
olarak kullanilan guvenli ve disuk maliyetli bir uygulama olup
USYE'de yardimci tedavi yéntemi olarak gesitli kilavuzlara dahil
edilmigtir. Bu ¢alismayla, ¢cocuk acil klinigine basvuran 2 yas alti
hastalarin ebeveynlerinin Ni hakkindaki bilgi diizeylerinin, tutum
ve davraniglarinin incelenmesi amaclandi.

Gerec ve Yontemler: Ankara Bilkent Sehir Hastanesi Cocuk
Acil Klinigine Ocak — EylUl 2024 tarihleri arasinda bagvuran 0-24
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ay grubu hastalarin ebeveynlerinin katiimiyla yiz ylze anket
calismasi yaplildi. Demografik bilgiler, ebeveyn/bakim verenlerin
burun agma uygulamalari, uygulamaya dair bilgi dizeyleri ile
tutum ve davraniglarini dlgen 24 soruluk bir anket uygulandi.
Bulgular, Grup 1 (0-6 ay) n=40, Grup 2 (7-12 ay), n=40 ve Grup
3(13-24 ay), n=27 olmak Uzere yas gruplarina gére olusturulmus
U¢ grup arasinda karsilastirild.

Bulgular: Calismaya toplam 107 ebeveyn (anne n=102, [%95])
katildi. Katiimcilarin %97’si Turkiye Cumhuriyeti vatandasiydi.
Ucli disinda tim katiimcilarin saglik sigortasi bulunmaktaydi.
Ebeveynlerin egitim dUzeyi yuksekti. Hane halki blyUklugu
coguniukla (=95, %89) 3-5 arasindaydi. Ni en sk burun
tikaniklgi (%79) ve nefes almada zorlanma (%44) nedeniyle ve
cogunlukla ginde bir (%30) veya 2-3 kez (%26) kullaniimaktaydi.
Ni icin en sik enjektdr (%58) ve serum fizyolojik (%81) tercih
edildigi 6grenildi. Katiimcilarin gogu (%48) her bir burun deligine
yaklasik 2.5-5 ml ¢dzelti kullandigini belirtti. Ni sonrasi postural
drenaj uygulanma sikligin %73't0. Yetmis dort katiime etkin bir
burun agma uygulamasi yaptigini distinddgunu belirtti. Sadece
21 katiimar Ni icin egitim aldigini, 36 katlimer burun agma
uygulamasini 6grenmek icin egitim almak istedigini bildirdi.
Ebeveynlerin Ni hakkindaki bilgi diizeylerini dlgmek igin sorulan
yedi soruya toplam 102 katiimci cevap verdi. Sadece 4 katilimci
tim sorulart dogru yanitlarken, 19 katiimci 7 sorunun 6’sina
dogru yanit verdi. Toplam puan ortalamasi 4+2 olup gruplar
arasinda fark saptanmadi (Grup 1: 4.2+1.5; Grup 2: 3.9+1,9;
Grup 3: 4.1£1.8, p=0.982). Anne ve baba c¢alisma durumu ile
toplam skor arasinda anlamli iliski bulunmadi (sirasiyla, p=0.494
ve p=0.645). Ni uygulamasinin orta kulak enfeksiyonlarini
dnlemesi ve Ni srrasinda basin dogru pozisyonuyla ilgili
Onermelere Grup 1’deki ebeveynler daha yUksek oranda dogru
yanit verdi (sirasiyla, p=0.007 ve p=0.036).

Tartisma: Cocuk acil Klinigine basvuran 2 yas alti hastalarin
ebeveynlerinin - NI hakkindaki  bilgi  diizeyleri  yetersizdir.
Katiimailarin gogu Ni egitimi almamistir. Ni uygulamasinin tiobi ve
ekonomik yararlar g6z éninde bulunduruldugunda, uygulamanin
yayginlastinimasi ve ebeveyn bilgi dizeylerinin iyilestirimesi igin
ileri calismalara ihtiyag duyulmaktadir.

Anahtar Sézciikler: Cocuk, Burun tikanikligi, Nazal irrigasyon
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Predictors of Multisystemic Involvement in Immunoglobulin A

Vasculitis

immiinglobulin A Vaskulitinde Multisistemik Tutulumun Ongériiciileri

Melike Mehves KAPLAN, Zahide EKICI TEKIN

Department of Pediatric Rheumatology, University of Health Sciences, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Immunoglobulin A vasculitis (IgAV), which is the
most common vasculitis of childhood, is generally accepted as
a self-limiting disease with remission within 4-6 weeks. However,
organ and system involvement including gastrointestinal system
involvement in the acute phase and renal involvement in the
chronic phase are associated with morbidity and mortality. In
our study, we aimed to define the characteristics of patients
with multisystemic involvement excluding skin involvement and
to determine the potential predictors of this patient group.

Materials and Methods: This retrospective observational
study was conducted with IgAV patients who were diagnosed
in the Pediatric Rheumatology Department of our hospital
between 2013 and 2024 and followed up for at least 6 months.
The diagnosis of IgAV was confirmed by 2006 EULAR/
PRINTO/PRES classification criteria. The data of patients
with multisystemic involvement and patients with only skin
involvement or patients with single system involvement were
analyzed statistically.

Results: Eighty-two (15.8%) patients had multisystemic
involvement. Gastrointestinal system and joint involvement
(9.8%) was the most common combination. Of the patients
with multisystemic involvement, 32 (39%) were female and 50
(61%) were male. The median age at diagnosis was 96 (62-122)
months. The median follow-up period was 12 (6-43.2) months.
The median Pediatric Vasculitis Activity Score was 2 (1-3).
There was no difference between patients with and without
multisystemic involvement in terms of gender, age at diagnosis,
pediatric vasculitis activity score at the time of diagnosis, and
presence of Familial Mediterranean Fever (p=0.128, p=0.310,
p=0.240, p=0.110, respectively). Multisystemic involvement
was more common in patients with rash spreading over the
gluteal region and in patients with persistent rash (p=0.001,
p=0.006, respectively). The frequency of gastrointestinal,
renal, scrotal and joint involvement was significantly higher in
the group with multisystemic involvement (p=0.001, p=0.001,
p=0.001, p=0.001, p=0.001, p=0.001, respectively).

Discussion: In our study, multisystemic involvement was found
in 15.8% of our pediatric IgAV patients. It is important to predict
patient groups with multisystemic involvement which may have
an impact on mortality and morbidity in IgAV. Patients with
rash extending over the buttocks or persistent rash should be
closely monitored since they may develop more multisystemic
involvement.

Keywords: Gastrointestinal involvement, Henoch Schonlein
purpura, Immunoglobulin A Vasculitis, Renal involvement

0z

Amacg: Cocukluk caginn en sk gorllen vaskuliti olan
immunglobulin A vaskdliti (IgAV), genellikle 4-6 hafta icinde
remisyona giren, kendi kendini sinirlayan bir hastalik olarak
kabul edili. Ancak akut dénemde gastrointestinal sistem
tutulumu, kronik dénemde renal tutulum gibi organ ve sistem
tutulumlan morbidite ve mortalite ile iligkilidir. Calismamizda cilt
tutulumu harig tutularak multisistemik etkilenmesi olan hastalarin
Ozelliklerinin tanimlanmasi ve bu hasta grubunun potansiyel
ongorucdlerinin belirlenmesi amaglanmigtir.

Gerec ve Yontemler: Bu retrospektif gdzlemsel calisma,
hastanemiz Cocuk Romatolojisi Kliniginde 2013 ve 2024 vyillar
arasinda tani alip, en az 6 ay sureyle takip edilen IgAV hastalari
ile yapildi. IgAV tanisi 2006 EULAR/ PRINTO/PRES siniflandirma
kriterleri ile dogrulandi. Multisistemik tutulumu olanlar ile sadece
cilt tutulumu ve tek sistem tutulumu olan hastalarin verileri
istatiksel yontemlerle analiz edildi.

Bulgular: Seksen iki (%15.8) hastada cilt digi multisistemik
tutulum saptandi. Gastrointestinal sistem ile eklem tutulumu
(%9.8) en sk gorllen birliktelikti. Multisitemik tutulumu olan
hastalarin 32 (%39)'u kadin, 50 (%61)’i erkekti. Ortanca
tani yasl 96 (62-122) aydi. Ortanca takip suresi 12 (6-43,2)
aydl. Ortanca Pediatrik Vaskdulit Aktivite Skoru 2 (1-3)’du.
Multisistemik tutulumu olan ve olmayan hastalar arasinda
cinsiyet, tani yagl, tani ani pediatrik vaskulit aktivite skoru, eslik
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eden Ailevi Akdeniz Atesi varligl agisindan fark saptanmadi
(p=0.128, p=0.310, p=0.240, p=0.110, sirasiyla). Kalca Uzerine
yayllan dékintUsu olan hastalarda ve persiste eden dokinttsu
olan hastalarda multisistemik tutulum daha fazlaydi (p=0.001,
p=0.006, sirasiyla). Gastrointestinal, renal, skrotal ve eklem
etkilenme sikligr multisistemik tutulumlu grupta anlamli olarak
daha fazlaydi (p=0.001, p=0.001, p=0.001, p=0.001, sirasiyla).

Tartisma: Calismamizda cocukluk cag IgAV hastalarmizin
%15,8’inde multisistemik tutulum saptanmistir. IgAV’de mortalite
ve morbidite Uzerine etkili olabilecek multisistemik  tutulumiu
hasta gruplarini Sngdrmek dnemlidir. Kalga Uzerine uzanan ya da
persiste eden dokuntlst olan hastalar, daha fazla multisistemik
tutulum gelistirebilecegi icin yakindan izlenmelidir.

Anahtar Sozciikler: Gastrointestinal  tutulum, Henoch
Schonlein purpura, immiinglobulin A Vaskdiliti, Renal tutulum
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Clinical Features and Access to Nurturing Care in Children with

Cognitive Delay

Bilissel Gecikmesi Olan Cocuklarda Klinik Ozellikler ve Gelistiren Bakima

Erisim
Zeynep ARSLAN, Ayse METE YESIL, Pelin GELIK

Division of Developmental Pediatrics, Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Cognitive delay refers to the need for support in
a child’s mental functions and adaptive skills. The etiology is
heterogeneous, encompassing genetic and environmental
causes. Nurturing care framework is critical for early child
development. This study evaluated the clinical features and
access to nurturing care of children with cognitive delay who
presented to the Developmental Pediatrics Clinic.

Materials and Methods: The study retrospectively reviewed
the sociodemographic characteristics, etiologies, scale scores,
access to early learning opportunities, and micronutrient
deficiencies such as iron and vitamin B12 of 130 patients
aged 8-42 months who were diagnosed with cognitive delay
using the Bayley Scales of Infant and Toddler Development
3rd Edition (BSID Ill) in the Developmental Pediatrics Clinic at
Ankara Bilkent City Hospital over the past three years. Since
our hospital routinely follows up premature infants in the high-
risk infant follow-up clinic, premature infants were categorized
separately; the remaining children were grouped into those with
known etiologies and those with unknown etiologies.

Results: Of the patients with cognitive delay, 73% (n=95) were
male, and the median age at evaluation was 27 (8-42) months.
The median gestational age of all patients was 38 (36-39)
weeks, with a prematurity rate of 27% (n=36). There were no
significant differences between the groups in terms of parental
age and educational status.

Significant differences were observed between diagnostic
groups in terms of BSID-ll receptive language, expressive
language, and cognitive scaled scores, with children with
known etiologies having significantly lower scores. The median
fine motor scaled score for the 46 patients evaluated was 5
(4-8), while the median gross motor score for the 48 patients
assessed was 2 (1-4). There were no significant differences in
motor scaled scores between the groups. Hearing impairment
was identified in 8 patients (6%), and refractive errors were

found in 17 (13%) patients. Refractive errors were significantly
more common in the group with known etiologies compared to
the other groups (p=0.02).

When assessing access to early learning opportunities, it
was that 64 children (49%) were not read by their parents,
and 69 children (563%) were exposed to screens for 2 hours
or more per day, with the group with known etiologies having
significantly higher screen exposure. Only 4 children (3%) were
attending daycare, and 46 children (35%) were receiving special
education at the time of presentation. A significant difference
was found between all groups in terms of attending special
education, and it is noteworthy that the lowest rate of special
education was in the group with unknown etiology.

The median hemoglobin level was 12.2 g/dL (11.4-12.8), ferritin
level was 17.0 ml/ng (10-28), and vitamin B12 level was 462
pg/mL (339-585). A total of 34 children (27%) had hemoglobin
levels below 11.5, and 44 children (46%) had ferritin levels
below 17. The ferritin level was found to be significantly lower in
the group with cognitive delay of unknown etiology compared
to the group with known etiology (p=0.036) (Table I).

Discussion: The study highlights that children with cognitive
delay often lack access to elements of nurturing care and early
intervention. The more limited access to special education and
higher screen time among children without accompanying
medical diagnoses emphasizes the importance of developmental
monitoring in healthy children. It is critical to monitor children with
cognitive delay in a multidisciplinary manner. Ensuring access to
nurturing care elements and early intervention is a fundamental
child right, leaving no child behind.

Keywords: Child, Cognitive delay, Nurturing care
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Table I: Sociodemographic and clinical characteristics, BSID-lll scores, and access to nurturing care components of the

groups
Prematurity and Cognitive Delay of Etiology Known All Patients
Cognitive Delay Unknown Etiology Cognitive Delay n=130 p
n=36 (27 %) n:41 (31%) n=53 (40%) B
Gender*

Male 29 (80) 31 (75) 35 (66) 95 (73) 0.288
Gestational age (weeks)’ 32 (29-35) 39 (38-39) 38 (38-39) 38 (36-39) <0.001
Age of child (months) 24 (156-32) 34 (27-38) 23 (18-33) 27 (20-36) <0.001
Age of mother (years) 30 (27-34) 31 (27-34) 31 (27-34) 31 (27-34) 0.846
Maternal Education®

Below high school 11 (30) 14 (34) 16 (31) 41 (33) 0.838
Age of father (years) 34 (29-38) 35 (30-38) 31 (26-35) 34 (30-38) 0.981
Paternal Education® 0.184

Below high school 8 (24) 13 (35) 22 (44) 43 (35) '
BSID Il cognitive scaled scoref 6 (5-7) 6 (5-7) 5 (4-7) 6 (4-7) 0.027
SCSOIE)eTIII receptive language scaled 6 (5-7) 6(5-7) 5 (3-6) 6 (5-7) 0.006
SBCS;E;HI Expressive language scaled 6 (4-7) 4 (3-6) 5 (4-6) 5 (4-7) 0.029
Visual impairment* 5 (13) 12 11 (21) 17 (13) 0.022
Hearing impairment* 2 (5) 2 (5) 4(7) 8 (6) 0.904
Attending daycare* 0 (0) 2 (4) 2 (3) 4 (3) 0.5683
Daily screen time*

Never (30) 1@ 9 (63) 21 (16) 0.015

<2 hour (30) 11 (26) 16 (30) 38 (29) '

2 hours and above 38) 27 (65) 28 (52) 69 (53)

Reading a book*

Never 19 (52) 19 (46) 26 (49) 64 (49) 0.512

1-2 times a week 9 (25) 14 (34) 12 (22) 35 (26) '

every day 8 (22) 6 (14) 15 (28) 29 (22)

Attending special education* 10 (27) 3 (41) 33 (62) 46 (35) <0.001
Hg (gr/dL )t 12.2 (11.1-13.1) 12.3 (11.6-12.8) 12.0(11.3-12.8) 12.2 (11.4-12.8) 0.703
Ferritin (ml/ng)t 16.0 (10-35) 11.0 (8-23) 20.0 (13-32) 17.0 (10-28) 0.036
Vitamin B12 (pg/mL)t 481 (327-700) 447 (388-545) 473 (325-583) 462 (339-585) 0.545

*n(%), T: median (min-max), Hg: Hemoglobin
0z

Amacgc: Bilissel gecikme cocugun zihinsel islevier ve uyum
becerilerinde destek ihtiyaci olmasidir. Etiyolojisi heterojen olup
genetik ve cevresel nedenler etken olabilir. Gelistiren bakim
unsurlarinin saglanmasi gelisimin tim alanlan icin kritiktir. Bu
calismada gelisimsel pediatri poliklinigine basvuran ve bilissel
gecikmesi olan ¢ocuklarnn Klinik 6zellikleri ve gelistiren bakima
erisimleri degerlendirilmistir.

Gere¢ ve Yontemler: Ankara Bilkent Sehir Hastanesi
Gelisimsel Pediatri Polikliniginde son U¢ yilda Bayley-3 Bebek
ve Kicik Cocuklar icin Gelisimsel Degerlendirme Olcegi
3 (BSID ll) kullanilarak bilissel gecikme oldugu saptanmis
olan 8-42 ay arasi, 130 hastanin sosyodemografik &zellikleri,
etiyolojileri, 6lcek skorlarl, erken 6grenme firsatlarina erisim
durumlari, mikrobesinlerden demir ve B12 vitamini eksiklikleri
geriye donUk olarak tarandi (5). Hastanemizde riskli bebek izlem
polinkliniginde rutin prematdre takibi yapiimakta oldugu igin

premattre bebekler ayri; diger cocuklar ise etiyolojisi bilinenler
ve bilinmeyenler olarak gruplandiriidi.

Bulgular: Bilissel gecikme olan hastalarin %73’0 (n=95) erkek
olup, degerlendirme yagl ortanca degeri 27(8-42) aydi. TUm
hastalarin gestasyonel yas ortanca degeri 38 (36-39) hafta
olup, prematurite orani %27 (n=36) olarak saptanmistir. Anne-
baba yasi ve egitim durumlari agisindan gruplar arasinda anlamii
farklilik bulunmamaktadir.

Alici dil, ifade edici dil ve bilissel BSID Il skorlart agisindan tani
gruplarn arasinda anlamli olarak farklilik mevcut olup; etiyolojisi
bilinen gocuklarin skorlarinin bilinmeyenlere gore anlamii olarak
daha distk oldugu tespit edilmistir. ince motor becerileri
degerlendirilen 46 hastanin ortanca skoru 5 (4-8) iken kaba
motor degerlendirmesi yapilan 48 hastanin ortanca skoru 2 (1-
4) idi. Gruplar arasinda motor skorlar agisindan anlami farklilik
yoktu. Sekiz hastada (%6) isitme kusuru tespit edilmis olup 17
(%13) hastanin goézinde kirma kusuru bulunmaktaydi. Etiyolojisi
bilinen grupta kirma kusurlar diger gruplara gére anlamli olarak
daha sik olarak eglik etmekteydi. (p=0.02).
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Erken 6grenme firsatlar degerlendirildiginde 64 ¢ocukla (%50)
hi¢ kitap okunmadigi ve ¢ocuklarin 69’unun (% 54) ginde 2
saat ve Uzeri ekran maruziyeti oldugu saptanmis olup etiyolojisi
bilinen grubun ekran maruziyeti anlamli olarak daha fazlayd..
Cocuklardan yalnizca 4’0 (%3) kres bakimin almaktaydi ve
basvuru aninda 06zel egitime devam eden 46 cocuk (%35)
bulunmaktaydi. Gruplar arasinda degerlendirme aninda &zel
egitime baslamis olma arasinda tUm gruplar arasinda anlamli
fark saptanmis olup en dustk oranda &zel egitime baslamanin
etiyolojisi bilinmeyen grupta oldugu dikkat cekmektedir.

Hastalarin son 6 ayda bakilan hemoglobin degeri 12.2 gr/
dL(11.4-12.8), ferritin degeri 17.0 ml/ng (10-28) ve vitamin B12
degeri 462 pg/mL (339-585) olarak tespit edilmistir) ve hg degeri
11.5’nin altinda olan 34 c¢ocuk (%27) ve ferritin de@eri 17'nin
altinda olan 44 ¢ocuk (%46) tespit edilmistir. Gruplar arasinda
ferritin degeri etyolojisi bilinmeyen biligsel gecikme grubunda,
etyolojisi bilinen bilissel gecikme grubuna gore anlamli olarak
daha dustk saptanmistir (p=0.036) (Tablo 1).

Tartisma: Bilissel gecikmesi olan ¢ocuklarda gelistiren bakim
unsurlarinin yetersizligi ve erken midahale imkanlarina erisimlerinin
kisith olmasi dikkat ¢ceken bir bulgu olarak karsimiza gikmaktadrr.
Eslik eden tibbi tanisi olmayan gocuklarda &zel egitim imkanlarina
ulasimin daha kisith olmasi ve ekran sUresinin daha yUksek olmasi
bir kez daha saglikli cocuklarda gelisimsel izlemin dnemini ortaya
koymaktadir. Biligsel gecikmesi olan ¢ocuklarin multidisipliner
olarak izlenmesi kritik 6nem tagsimaktadir.Hicbir cocugu geride
birakmadan gelistiren bakim unsurlannin ve erken mudahele
olanaklarinin saglanmasi temel bir gocuk hakkidir

Anahtar Soézciikler: Gelistiren bakim, Cocuk, Bilissel gecikme

Tablo I: Gruplarin sosyodemografik ve klinik 6zellikleri, BSID-III puanlari ve gelistiren bakima erisim 6zellikleri

Prematiirite ve Etiyolojisi Etiyolojisi
i~ X Bilinmeyen Bilinen Bilissel Tim Hastalar
Bilissel Gecikme - - .
n=36 (%27) Bilissel Gecikme Gecikme n=130
n=41 (%31) n=53 (%40)
Cinsiyet*

Erkek 29 (80) 31 (75) 35 (66) 95 (73) 0.288
Gestasyonel yas (hafta)’ 32 (29-35) 39 (38-39) 38 (38-39) 38 (36-39) <0.001
Degerlendirme aninda yas (ay) 24 (15-32) 34 (27-38) 23 (18-33) 27 (20-36) <0.001
Anne yasl (yil) T 30 (27-34) 31 (27-34) 31 (27-34) 31 (27-34) 0.846
Anne Egitim*

lise alti 11 (30) 14 (34) 16 (31) 41 (33) 0.838
Baba yasl (yil) T 34 (29-38) 35 (30-38) 31 (26-35) 34 (30-38) 0.981
Baba Egitim* 0.184

lise alti 8 (24) 13 (35) 22 (44) 43 (35) '
BSID Il biligsel skoru * 6 (5-7) 6 (5-7) 5 (4-7) 6 (4-7) 0.027
BSID Il alici dil skoru * 6 (5-7) 6(5-7) 5 (3-6) 6 (5-7) 0.006
BSID IIl ifade edici dil skoru * 6 (4-7) 4 (3-6) 5 (4-6) 5 (4-7) 0.029
Gbrme sorunu* 5(13) 12 11 (21) 17 (13) 0.022
isitme sorunu* 2 (5) 2 (5 4.(7) 8 (6) 0.904
Kres bakimi * 0 (0) 2 (4) 2 (3) 4 (3) 0.563
Ekran suresi

Hic 11 (30) @) 9 (593) 21 (16) 0015

<2 saat 11 (30) 11 (26) 16 (30) 38 (29) ’

2 saat ve Ustl 14 (38) (65) 28 (52) 69 (53)

Kitap okuma*

Hic 19 (62) 19 (46) 26 (49) 64 (49) 0512

haftada 1-2 defa 9 (25) 14 (34) 12 (22) 35 (26) '

hergiin 8 (22) 6 (14) 15 (28) 29 (22)

Ozel egitim alma* 10 (27) 3 (41) 33 (62) 46 (35) <0.001
Hg (gr/dL )t 12.2 (11.1-13.1) 12.3 (11.6-12.8) 12.0(11.3-12.8) 12.2 (11.4-12.8) 0.703
Ferritin (ml/ng)" 16.0 (10-35) 11.0 (8-23) 20.0 (13-32) 17.0 (10-28) 0.036
Vitamin B12 (pg/mL)* 481 (827-700) 447 (388-545) 473 (325-583) 462 (339-585) 0.545

*:n(%), 1: ortanca (en kiglk-en blydk), Hg: Hemoglobin
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Vitamin B12 Deficiency in Children According to Age: Evaluation of

Serum Vitamin B12 Levels

Cocuklarda Yasa Gore Vitamin B12 Eksikligi: Serum Vitamin B12 Dizeylerinin

Degerlendirilmesi
Ahmet Alptug GUNGOR

Department of Pediatrics, Gerze State Hospital, Sinop, Turkiye

ABSTRACT

Objective: The objective of this study was to examine the
variation in vitamin B12 levels by age and gender in children
aged 2-18 years and to assess the impact of age-related
changes in dietary habits on vitamin B12 deficiency. The study
aimed to gain insight into how alterations in dietary patterns
with increasing age affect the risk of vitamin B12 deficiency.

Materials and Methods: This retrospective cross-sectional
study utilized vitamin B12 levels obtained from 484 pediatric
patients without chronic diseases who presented to the
Pediatric Health and Diseases Clinic of Gerze State Hospital
between January and September 2024. The patients were
divided into three age groups: 2-5 years, 6-11 years, and over
12 years. Vitamin B12 levels were classified as deficient (<200
pg/mL), insufficient (201-300 pg/mL), normal (301-999 pg/
mL), and elevated (=1000 pg/mL). Additionally, patients were
grouped by gender.

Results: Out of the 484 patients, 282 were female (58%) and
202 were male (42%). The study included 122 patients in the 2-5
age group, 186 in the 6-11 age group, and 176 in the over 12
age group. When evaluating vitamin B12 levels by age groups,
it was found that the data did not follow a normal distribution
(p<0.050). The median vitamin B12 levels were 427.5 pg/mL
(164-1052) for the 2-5 age group, 372.0 pg/mL (147-956) for
the 6-11 age group, and 332.0 pg/mL (178-996) for the over
12 age group. The Kruskal-Wallis test revealed a significant
decrease in median vitamin B12 levels with increasing age
(p<0.050). When vitamin B12 levels were compared between
genders, the data again did not show a normal distribution
(p<0.050). The median vitamin B12 level was 369.5 pg/mL
in females and 357.5 pg/mL in males. However, the Mann-
Whitney U test indicated that this difference was not statistically
significant (p=0.560).

Discussion: This study demonstrates a decline in vitamin
B12 levels with age in children, with a particularly higher risk of

vitamin B12 deficiency in those over 12 years old. Changes in
dietary habits as children age, including increased consumption
of processed foods and decreased intake of animal protein
sources, may contribute to vitamin B12 deficiency. A study
conducted in India found vitamin B12 deficiency rates of 31%
in adolescents, 17.3% in primary school-aged children, and
13.8% in preschool-aged children. In high-income countries,
the rise in vegan and vegetarian diets due to factors such as
health consciousness, climate change, environmental concerns,
and animal welfare contributes to this issue. In low- to middle-
income countries, food insecurity and limited access to quality
foods result in malnutrition and imbalanced diets. Consequently,
micronutrient deficiencies are becoming more prevalent across
populations.

In conclusion, monitoring vitamin B12 levels during childhood
and improving dietary habits play a crucial role in preventing
vitamin B12 deficiency. Fortifying commonly consumed foods
(such as flour, cereals, and milk) and evaluating the issue with
a multidisciplinary approach is essential for addressing vitamin
B12 deficiency.

Keywords: Adolescent, Micronutrient, Nutrition, Vitamin B12

0z

Amacg: Bu calismanin amaci, 2-18 yas arasi ¢cocuklarda vitamin
B12 duzeylerini yas gruplarina ve cinsiyete gore incelemek ve
beslenme aliskanliklarinin yasa bagl olarak nasil degistigini
degerlendirmektir. Calismamizda, artan yasla birlikte beslenme
aliskanliklarindaki degisimlerin, vitamin B12 eksikligi Uzerindeki
etkilerini anlamak hedeflenmistir.

Gerec ve Yontemler: Bu retrospektif kesitsel calismada, Gerze
Devlet Hastanesi Cocuk Sagligr ve Hastalklar Poliklinigi'ne
Ocak-Eylul 2024 tarihleri arasinda basvuran, herhangi bir kronik
hastaligi olmayan 484 cocuk hasta dahil edildi. Katiimcilarin

0000-0002-7956-5826 : GUNGOR AA




vitamin B12 dUzeyleri kaydedildi. Hastalar, 2-5 yas, 6-11 yas, ve
12 yas UstU olmak Uzere 3 gruba ayrildi. Vitamin B12 dUzeyleri
eksiklik (200 pg/mL ve alti), yetersizlik (201-300 pg/mL), normal
(801-999 pg/mL) ve yuksek (1000 pg/mL ve Ustl) olarak
gruplandiridi. Cinsiyete gdre farkliliklar analiz edildi.

Bulgular: Toplam 484 hastanin 282 tanesi kiz hasta (%58), 202
tanesi erkek hastaydi (%42). Yas gruplarina gore 2-5 yas arasi
grupta 122, 6-11 yas arasi grupta 186, 12 yas ve Uzeri grupta
176 hasta bulunmaktaydi. Yasa gore vitamin B12 dUzeyleri
degerlendirildiginde, verilerin normal dagiima uymadigi goruldu
(p<0.050). Vitamin B12 ortanca degerlerine bakildiginda
2-5 yas grubunda 427.5 (164-1052), 6-11 yas grubunda
372.0 (147-956) ve 12 yas Ustu grubunda 332.0 (178-996)
bulundu. Ug grup arasinda yapilan Kruskal Wallis testi sonrasi,
ortancalarda yas arttikga olan dusutstn anlamii oldugu goértldu
(p<0.050). Kiz-erkek hastalar arasinda vitamin B12 seviyeleri
degerlendirildiginde, verilerin normal dagiima uymadigr gértldu
(p<0.050). Kiz hastalarda B12 ortancasi 369.5, erkek hastalarda
357.5 bulundu. Yapilan Mann-Whitney U testi sonrasi bu farkin
anlamli olmadigr gortldi (p=0.560).

Tartisma: Bu calisma, gocuklarda yasla birlikte vitamin B12
dUzeylerinin azaldigini ve 06zellikle 12 yas Ustl ¢ocuklarda
vitamin B12 eksikligi riskinin daha ylksek oldugunu ortaya
koymustur. Yas ilerledikge beslenme aliskanliklannin degismesi,
islenmis gidalara yénelimin artmasi ve hayvansal protein iceren
gidalarin tUketiminin azalmasi vitamin B12 eksikligine yol acabilir.
Hindistan’da yapilan bir calismada adolesanlarda %31, ilkokul
caginda %17.3, okul dncesi cagda %13.8 oraninda vitamin
B12 dusUkIGgu gdrdlmustlr. Yuksek gelirli Glkelerde, saglikl
yasam, iklim degisikligi, gevre sorunlar ve hayvanlarn refahi
gibi sebeplerden dolayl vegan/vejeteryan beslenme oranlari
artmaktadir. Orta-dusUk gelirli Ulkelerde ise gida glvensizligi ve
kaliteli besine ulagsmadaki zorluk nedeniyle dengesiz beslenme
gortimektedir. Bu sebeplerden dolayr tum popuUlasyonlarda
mikrobesin eksikligi gériime sikligr artmaktadrr.

Sonug¢ olarak, cocukluk déneminde vitamin B12 duizeylerinin
izlenmesi ve beslenme aliskanliklarinin dtzeltiimesi, vitamin B12
eksikliginin dnlenmesinde kritik bir rol oynayabilir. Sik tiketilen
besinlerin (un, tahillar, stt vb.) glclendirimesi ve multidisipliner
olarak degerlendirilmesi vitamin B12 eksikliginin engellenmesiicin
Onemlidir.

Anahtar Sozciikler: Adolesan, Mikrobesin, Beslenme, Vitamin
B12
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Diagnostic Challenge in Familial Mediterranean Fever: Attacks without

Fever

Ailevi Akdeniz Atesinde Tanisal Zorluk: Atessiz Ataklar

Merve Cansu POLAT, Elif CELIKEL

Department of Pediatric Rheumatology, Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Familial Mediterranean fever (FMF) is the
most common monogenic autoinflammatory disease. It
is characterised by recurrent attacks of serositis, usually
accompanied by fever and self-limiting within 12-72 hours.
Some patients may have attacks without fever and it may be
challenging to diagnose. The aim of our study was to compare
the characteristics of FMF patients with and without fever during
attacks and to draw attention to the different clinical features of
FMF.

Materials and Methods: FMF patients (meeting the diagnostic
criteria of Yalgcinkaya-Ozen or Eurofever/PRINTO 2019 and with
at least one mutation in MEFV gene) who were followed up
in our hospital between 2014 and 2024 were included in the
study. Demographic, clinical and laboratory data of the patients
were analysed from file records. FMF International Severity
Score (ISSF) was used to assess disease severity.

Results: Of the 543 patients included in the study, 52.9%
were male. The median age at symptom onset was 4 (IQR;2-
8) years and the age at diagnosis was 6 (IQR;3-9) years. The
elapsed time to diagnosis was 12 (IQR;6-27) months. The most
common symptom at presentation was fever (79%), followed by
abdominal pain (68.7%), chest pain (22.3%), exertional leg pain
(20.1%), arthritis (14.4%), erysipelas-like erythema (ELE;11%),
diarrhoea (6.8%) and constipation (4.4%). Pathogenic mutation
in at least one allele of the MEFV gene was found in 89.5% of
the patients. At presentation, the mean frequency of attacks
was 11.3+8.9 attacks/year and the mean duration of attacks
was 2.7+1.5 days. The mean colchicine dose that controlled
the disease was 0.03+0.01 mg/kg/day (Table ). One hundred
and fourteen (21%) patients without fever during the attack
(Group 1) and 429 (79%) patients with fever (Group 2) were
compared. Gender (p=0.390), consanguinity (p=0.220) and
family history of FMF (p=0.460) were similar in both groups.
Median age at symptom onset (p=0.001) and age at diagnosis
(p=0.001) were significantly higher in Group 1, and elapsed time
to diagnosis (p=0.001) was higher in Group 2. Abdominal pain

attacks (p=0.001) were more common in Group 2, while arthritis
(p=0.001) and ELE attacks (p=0.001) were more common in
Group 1. The presence of a pathogenic mutation (p=0.330)
or biallelic pathogenic mutation (homozygous; p=0.290 and
compound heterozygous; p=0.220) in the MEFV gene was
evaluated in the two groups and no significant difference was
found. The frequency of attacks at presentation (p=0.001) was
significantly higher in Group 2, while the duration of attacks
(p=0.630) was similar. The colchicine dose that controlled the
disease was higher in Group 2 (p=0.002). The median ISSF
score was 1 (IQR:0-2) in Group 1 and 2 (IQR:1-3) in Group 2
(p=0.001) (Table I).

Discussion: Although fever is one of the most common
manifestations of FMF, it may not accompany every attack. It
should be kept in mind that FMF, which has mortal complications
such as amyloidosis when not treated timely and adequately,
has different clinical presentations. Patients with musculoskeletal
complaints such as recurrent arthritis and ELE may have FMF
attacks not accompanied by fever.

Keywords: Diagnostic challenge, Familial Mediterranean

Fever, Fever
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Table I: Demographic and clinical characteristics of patients with Familial Mediterranean Fever and comparison of patients

with and without fever during attacks

FMF Group 1 Group 2 P
(n=543) (without fever) (n=114, %21) (with fever) (n=429, %79)

Gender, Male’ 287 (62.9) 56 (49.1) 231 (63.8) 0.390
Age at symptom onset (years) * 4 (2-8) 8 (4-11) 3 (1-6) 0.001
Age at diagnosis (years)+ 6 (3-9) 9 (5-13) 5 (3-9) 0.001
Diagnosis delay (months) * 12 (6-27) 10 (1.2-24) 13 (7-34) 0.001
Delay in diagnosis (month)* 41 (22-68) 39.5 (21-74) 41 (22-68) 0.740
Consanguinity History” 98 (18) 16 (14) 82 (19.1) 0.220
Family history of FMF’ 274 (50.5) 54 (47.4) 220 (561.3) 0.460
History of FMF in a sibling’ 68 (12.5) 17 (14.9) 51 (11.9) 0.420
Symptoms on admission’

Abdominal pain 373 (68.7) 45 (39.5) 328 (76.5) 0.001

Chest pain 121 (22.3) 21 (18.4) 100 (28.3) 0.310

Joint swelling 78 (14.4) 33 (28.9) 45 (10.5) 0.001

Leg pain with exertion 109 (20.1) 20 (17.5) 89 (20.7) 0.510

Erysipelas-like erythema 60 (11) 24 (21.1) 36 (8.4) 0.001

Constipation 24 (4.4) 4 (3.5) 20 (4.7) 0.790

Diarrhea 37 (6.8) 7 ©6.1) 30 (7) 0.830
Attack frequency (yearl) f

In the application 11.3£8.9 6.2+7.1 12.7+£8.8 0.001

Post-treatment 2.2+3.7 1.1+1.8 2.5+£3.8 0.001
Attack duration (days)

In the application 2.7+1.5 2.9+2.1 2.6+1.3 0.630

Post-treatment 1.2+1.3 1£1.2 1.3+1.2 0.002
MEFV mutation®

Exon 10 homozygous 157 (28.9) 28 (24.6) 129 (30.1) 0.290

Exon 10/Exon 10 compound heterozygous 135 (24.9) 23 (20.2) 112 (26.1) 0.220

Exon 10 heterozygous 141 (26) 34 (29.8) 107 (24.9) 0.330

Pathogenic mutation in at least one allele 486 (89.5) 104 (91.2) 382 (89) 0.610
Colchicine dose (mg/kg/day) 0.03+0.01 0.02+0.01 0.03+0.01 0.002
Colchicine resistance’ 15(2.8) 1(0.9) 14 (3.3) 0.210
Growth retardation 14 (2.6) 2(1.8) 12 (2.8) 0.740
Splenomegaly’ 35 (6.4) 5 (4.4) 30 (7) 0.390
ISSF+ 2 (1-3) 1(0-2) 2 (1-3) 0.001

*n(%), T: mean+ SD, *: median (Interquartile range, 25-75), FMF: Familial Mediterranean Fever, ISSF: Familial Mediterranean Fever

International Severity Score
0z

Amag: Ailevi Akdeniz atesi (AAA) en sik gdrilen monogenik
otoinflamatuar hastalktir. Genellikle atesin eslik ettigi, 12-72
saat icerisinde kendini sinirlayan, tekrarlayan serézit ataklar ile
karakterizedir. Bazi hastalarda ates olmadan ataklar gdrulebilir
ve bu hastalarda AAA tanisi koymak zor olabilir. Calismamizin
amaci, ataklar sirasinda atesi olan ve olmayan AAA hastalarinin
ozelliklerini karsilastirmak ve AAA'nin farkli klinik tablolarina dikkat
cekmektir.

Gere¢c ve Yontemler: Calsmaya hastanemiz  Cocuk
Romatolojisi kliniginde, 2014-2024 yillari arasinda takip edilen
AAA hastalar (Yalginkaya-Ozen ya da Eurofever/PRINTO 2019
tani kritelerine gére AAA tanisini karsilayan ve MEFV geninde
ekzon 2, 3, 5 veya 10’da en az bir mutasyon tasiyan) dahil
edildi. Hastalarin demografik, Klinik ve laboratuvar verileri dosya
kayitlarindan incelendi. Hastallk siddetini degerlendirmek igin
AAA Uluslararasi Siddet Skoru (ISSF) kullanildi.

Bulgular Calismaya dahil edilen 543 hastanin %52,9’u erkekti.
Ortanca semptom baslangic yasi 4 (CAA;2-8), tani yasl 6
(CAA;3-9) yildi. AAA tanisi alana kadar gecen ortanca sire 12
(CAA;6-27) aydi. Hastalarin %50,5'inde ailede AAA &ykUsU
vardi. Bagvuruda en sik gdrilen semptom ates (%79) iken bunu
sirasiyla karin agrisi (%68.7), gbgus agrisi (22.3), eforla bacak
agrisi (%20.1), artrit (14.4), erizipel benzeri eritem (ELE; %11),
ishal (%6.8) ve kabizlik (%4.4) takip etti. Hastalarin %89.5’inde
MEFV geninde en az bir alelde patojenik mutasyon saptand..
Basvuruda ortalama yillk atak sikhigi 11.3+8.9 atak ve atak
sUresi 2.7+1.5 gundu. Hastalidi kontrol altina alan ortalama
kolsisin dozu 0.03+0.01 mg/kg/gundU. Kolsisin tedavisi sonrasi
ortalama yillik atak sikligi 2.2+3.7 atak ve atak stresi 1.2+1.3
gundu. On bes (%2.8) hastada kolsisin direnci mevcuttu. Son
kontrolde ortanca ISSF 2 (CAA:1-3) puandi (Tablo I). Atak
sirasinda atesi olmayan 114 (%21) hasta (Grup 1) ve atesi olan
429 (%79) hasta (Grup 2) karsilastinidi. Cinsiyet (p=0.390),
akraballk (p=0.220) ve ailede AAA OykisU (p=0.460) her iki
grupta benzerdi. Ortanca semptom baslama yasi (p=0.001)
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Tablo I: Ailevi Akdeniz Atesi hastalarinin demografik ve klinik 6zellikleri ile ataklarda atesi olan ve olmayan hastalarin

karsilastinimasi

AAA Grup 1 Grup 2
(n=543) (Atesi Olmayan)(n=114, %21) (Atesi Olan) (n=429, %79) P

Cinsiyet, Erkek’ 287 (52.9) 56 (49.1) 231 (53.8) 0.390
Semptom baslangic yasi (yil) 4 (2-8) 8 (4-11) 3(1-6) 0.001
Taniyasi (yil) * 6 (3-9) 9 (5-13) 5 (3-9) 0.001
Tani gecikmesi (ay)* 12 (6-27) 10 (1.2-24) 13 (7-34) 0.001
Takip sresi (ay)* 41 (22-68) 39.5 (21-74) 41 (22-68) 0.740
Akrapalik dyklst 98 (18) 16 (14) 82 (19.1) 0.220
Allede AAA dykist 274 (50.5) 54 (47.4) 220 (51.3) 0.460
Kardeste AAA Sykst 68 (12.5) 17 (14.9) 51 (11.9) 0.420
Basvuru semptomlar’

Karin agrisi 373 (68.7) 45 (39.5) 328 (76.5) 0.001

GogUs agrisi 121 (22.3) 21 (18.4) 100 (23.3) 0.310

Eklem sisligi 78 (14.4) 33 (28.9) 45 (10.5) 0.001

Eforla bacak agrisi 109 (20.1) 20 (17.5) 89 (20.7) 0.510

Erizipel benzeri eritem 60 (11) 24 (21.1) 36 (8.4) 0.001

Kabizlik 24 (4.4) 4 (3.5) 20 (4.7) 0.790

ishal 37 (6.8) 7 (6.1) 30 (7) 0.830
Atak sikligr (/yil)

Basvuruda 11.3+8.9 6.2+7.1 12.7+8.8 0.001

Tedavi sonrasi 2.2+3.7 1.1+1.8 2.5+3.8 0.001
Atak suresi (gun)

Basvuruda 2.7+1.5 2.9+2.1 2.6+1.3 0.630

Tedavi sonrasi 1.2+1.3 1+£1.2 1.3£1.2 0.002
MEFV mutasyonut

Ekzon 10 homozigot 157 (28.9) 28 (24.6) 129 (30.1) 0.290

Ekzon 10/Ekzon 10 bilesik heterozigot 135 (24.9) 23 (20.2) 112 (26.1) 0.220

Ekzon 10 heterozigot 141 (26) 34 (29.8) 107 (24.9) 0.330

En az bir alelde patojenik mutasyon 486 (89.5) 104 (91.2) 382 (89) 0.610
Kolsisin dozu (mg/kg/gtin) * 0.03+0.01 0.02+0.01 0.030.01 0.002
Kolsisin direnci’ 15 (2.8) 1(0.9) 14 (3.3) 0.210
BlyUme geriligi 14 (2.6) 2(1.8) 12 (2.8) 0.740
Splenomegali 35 (6.4) 5 (4.4) 30 (7) 0.390
ISSF 2(1-3) 1(0-2) 2(1-3) 0.001

*1n(%), : mean+ SD, *: Ortanca (Ceyrekler arasi aralik, 25-75), AAA: Ailevi Akdeniz atesi, ISSF: Ailevi Akdeniz Atesi Uluslararasi Siddet Skoru

ve tani yasl (p=0.001) Grup 1’de, taniya kadar gecgen slre
(p=0.001) Grup 2’de anlamli ylksekti. Karin agrisi ataklari
(p=0.001) Grup 2’de, artrit (p=0.001) ve ELE ataklar (p=0.001)
Grup 1'de daha yaygind. iki grubun MEFV geninde bir
patojenik mutasyon (p=0.330) veya biallelik patojenik mutasyon
(homozigot; p=0.290 ve bilesik heterozigot; p=0.220) varlig
degerlendirildi ve anlamli bir fark bulunamadi. Bagvurudaki
atak sikligi (p=0.001) Grup 2’de anlamli yliksekken, atak suresi
(p=0.630) benzerdi. Hastaligi kontrol altina alan kolsisin dozu
Grup 2’de daha ytksekti (p=0.002). Tedavi sonrasi hem atak
sikligi (p=0.001) hem de atak suresi (p=0.002) Grup 1’'de anlamli
dUsUktld. Kolsisin direnci her iki grupta benzerdi (p=0.210).
Ortanca ISSF puani Grup 1’de 1 (CAA:0-2) iken Grup 2’de 2
(CAA:1-3)'di (p=0.001) (Tablo I).

Tartisma: Ates, AAAnin en sk gorllen bulgularindan biri
olmasina ragmen her ataga eslik etmeyebilir. Zamaninda tedavi
edilmediginde amiloidoz gibi mortalitesi ylksek komplikasyonlari

olan AAAde farkll klinik prezentasyonlarin oldugu akida
tutulmalidir. Tekrarlayan artrit ve ELE gibi kas-iskelet sistemi
yakinmalar olan hastalarda atesin eslik etmedigi AAA ataklari
gorilebilir.

Anahtar Sézciikler: Ailevi Akdeniz Atesi, Ates, Tanisal zorluk
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Evaluation of Readmissions in the Pediatric Intensive Care Unit
Cocuk Yogun Bakim Unitesine Yeniden Yatislarin Degerlendirilmesi

Emre KARADENIZ', Alper OGLAKCIOGLU', Sadik KAYA?, Emel UYAR?, Oktay PERK?, Serhan OZCAN?, Serhat EMEKSIZ?

'Ankara Bilkent City Hospital, Ankara, TUrkiye

°Department of Pediatric Intensive Care, Ankara Bilkent City Hospital, Ankara, TUrkiye
SDepartment of Pediatric Intensive Care, Ankara Yildinm Beyazit University, Ankara, TUrkiye

ABSTRACT

Objective: A patient’s readmission to the pediatric intensive
care unit (PICU) within the first 48 hours after discharge
is called an unplanned readmission. It is one of the most
important indicators of the quality of the unit. Some studies
have found that patients who are readmitted to the ICU have
longer hospital stays and have up to 10 times higher mortality
rates than those who are not readmitted. In this study, it was
examined the unplanned readmissions of patients transferred
from our pediatric intensive care unit to other services within
48 hours. The aim of this study was to determine the reasons
for unplanned readmission to the pediatric intensive care
unit, prevent early discharge, reduce patient costs, minimize
mortality and morbidity rates, and improve the quality of
healthcare services.

Materials and Methods: Patients who underwent unplanned
readmission to the pediatric intensive care clinic within the
first 48 hours after transfer or discharge between January 1,
2023, and August 31, 2024, were retrospectively scanned
from patient files. Demographic data (age, height, weight),
clinical characteristics, Glasgow coma score at admission,
pediatric risk of mortality Ill (PRISM-3), pediatric logistic organ
dysfunction-2 (PELOD-2) score and vasoactive inotropic score
(VIS) scores of all patients were evaluated. Discharge times
and weekend transfers of the patients were also recorded.
Patients admitted to our pediatric intensive care unit from other
intensive care units (pediatric emergency 2" level intensive
care unit, pediatric surgical burn intensive care unit, pediatric
cardiovascular surgical intensive care unit, etc.) were excluded
from the study.

Results: During the study period, 2373 patients were admitted
to the pediatric intensive care unit. It was determined that 45
of these patients (1.9%) had unplanned readmission. When
the reasons for unplanned readmission were examined, it was

seen that the number of male patients (27; 60%) was more
than the number of female patients (M/F=1.5/1), and the most
common reason for readmission was respiratory distress (29;
64.4%). It was determined that the unplanned readmission rate
of patients transferred to the ward with high-flow nasal cannula
oxygenation therapy (HFNC) support was higher (26; 57.7%).
While the number of patients who were re-admitted after
being transferred on the weekend was 5 (12.5%), the number
of patients who were transferred and re-admitted after 16:00
o’clock was 22 (48.8%). A significant difference was found
between the patients’ PRISM-3, PELOD-2, and VIS scores at
the time of their first admission and at the time of readmission
(p<0.050). Nine (20%) of the patients included in the study died.

Discussion: In our study, we think that the high number of
patients transferred after working hours may be due to the late
completion of daytime ward discharges. We think that monitoring
the ward care and respiratory physiotherapy of patients
transferred to the ward with high-flow nasal cannula oxygenation
more closely may reduce the rate of readmission. The primary
actions to be taken in order to reduce the rates of unplanned
readmission to the intensive care unit are the identification of
the reasons for readmission, the prediction of risk factors and
the improvement of the quality of healthcare services in general
wards. It is our contention that the implementation of certain
scoring systems, such as the Pediatric Early Warning Score
(PEWS), which can be utilised in clinics prior to patient transfer
from the intensive care unit, and the pervasive adoption of these
systems in pediatric intensive care units, will prove efficacious in
reducing readmission rates in said units.

Keywords: Mortality, Pediatric

intensive care unit

Unplanned readmissions,
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Amag: Bir hastanin pediatrik yogun bakim Unitesinden (PYBU)
taburcu olduktan sonraki ik 48 saat icinde PYBU’ye yeniden
yatisina planlanmamis yeniden yatis denir. Bu durum Unite
kalitesinin en énemli gostergelerinden biridir. Planlanmamig
yogun bakim yeniden yatiglar, artan saglik hizmeti maliyetleriyle
Onemli dlctde iligkilidir. Bazi ¢alismalar, yogun bakim Unitesine
yeniden yatinlan hastalarin hastanede daha uzun stre kaldigini
ve yeniden yatirimayanlara gére 10 kata kadar daha yuksek
Olim oranlarina sahip oldugunu bulmustur. Bu ¢alismada, 48
saat icinde pediatrik yogun bakim Unitesinden diger servislere
transfer edilen hastalarin  planlanmamis yeniden yatislarini
incelendi. Bu galismanin amaci, pediatrik yogun bakim tnitesine
planlanmamis  yeniden vyatisin  nedenlerini ayrintil - olarak
belirlemek, erken taburcu olmayi 6nlemek, hasta maliyetlerini
azaltmak, olum ve morbidite oranlarini en aza indirmek ve saglik
hizmetlerinin kalitesini iyilestirmektir.

Gerec ve Yontemler: 1 Ocak 2023 - 31 Agustos 2024 tarihleri
arasinda transfer veya taburcu olduktan sonraki ik 48 saat
icinde pediatrik yogun bakim klinigine planlanmamis yeniden
yatisl gerceklesen hastalar hasta dosyalarindan geriye donuk
olarak tarandi. Tum hastalarin demografik verileri (yas, boy,
kilo), Klinik 6zellikleri, kabul anindaki Glasgow koma skoru,
pediatrik mortalite riski lll (PRISM-3), pediatrik lojistik organ
disfonksiyonu-2 (PELOD-2) skoru ve vazoaktif inotropik skorlari
(VIS) degerlendirildi. Hastalarn transfer saatleri ve hafta sonu
transferleri de kaydedildi. Diger yogun bakim Unitelerinden
(pediatrik acil 2. seviye yogun bakim Unitesi, pediatrik cerrahi
yanik yogun bakim Unitesi, pediatrik kardiyovaskuler cerrahi
yogun bakim Unitesi vb.) pediatrik yogun bakim Unitesine
yatirlan hastalar calisma digi birakildi.

Bulgular: Calisma sUresince pediatrik yogun bakim Unitesine
2373 hastayatirildi. Bu hastalardan 45’inde (%1.9) planlanmamis
yeniden yatis goruldt. Planlanmamis yeniden yatis nedenleri
incelendiginde erkek hasta sayisinin (27; %60) kadin hastalardan
(E/K= 1.5/1) fazla oldugu ve en sk yeniden yatis nedeninin
solunum sikintisi oldugu (29; %64.4) gortldi. Yuiksek akimli
nazal kanUl oksijenasyon tedavisi (YANKOT) destegi ile servise
sevk edilen hastalarn planlanmamis yeniden yatig oraninin
daha yiksek oldugu (26; %57.7) belirlendi. Hafta sonu transfer
edildikten sonra yeniden yatirilan hasta sayisi 5 (%12.5) iken, saat
16:00’dan sonra transfer edilip yeniden yatirlan hasta sayisi 22
(%48.8)’di. Hastalarn ilk yatis anindaki ve yeniden yatis anindaki
PRISM-3, PELOD-2 ve VIS skorlar arasinda anlamli fark bulundu
(p<0.050). Calismaya dahil edilen hastalarin 9'u (%20) hayatini
kaybetti.

Tartisma: Calismamizda mesai saatleri disinda transfer edilen
hasta sayisinin ytksek olmasinin gtindiz servis taburculuklarinin
ge¢ tamamlanmasindan kaynaklandigini distinmekteyiz. Ylksek
akimli nazal kanil oksiienasyonu ile servise transfer edilen
hastalarin servis bakimi ve solunum fizyoterapisinin daha yakindan
izlenmesinin tekrar yatis oranlarini azaltabilecegini disinmekteyiz.
Tekrar yatis nedenlerinin belilenmesi, risk faktorlerinin dnceden
tahmin edilmesi ve genel servislerde saglik hizmetlerinin kalitesinin

iyilestirilmesi, yogun bakim Unitesine planlanmamis tekrar yatis
oranlarini azaltmak igin yaplimasi gereken birincil eylemlerdir.
Yogun bakim Unitesinden hasta transferinden 6nce kliniklerde
kullanilabilecek Pediatrik Erken Uyari Skoru (PEUS) gibi bazi
puanlama sistemlerinin gelistiriimesinin ve pediatrik yogun bakim
Unitelerinde kullanminin yayginlastirimasinin Unitelerdeki tekrar
yatis oranlarini azaltmada etkili olacagini diginmekteyiz.

Anahtar Soézciikler: Mortalite, Planlanmamis yeniden yatislar,
Pediatrik yogun bakim Unitesi
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Clinical Evaluation of Metapneumovirus Cases
Metapndémovirus Vakalarinin Klinik Degerlendiriimesi

Aybuke Nur CETIN, Orkun TOLUNAY

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Viral respiratory pathogens are significant infection
sources globally, particularly among children, contributing to
hospital admissions. Patients may present with a wide range
of clinical scenarios, from asymptomatic cases to symptomatic
ones requiring outpatient follow-up, hospital ward or intensive
care unit (ICU) admissions, oxygen therapy, or even mechanical
ventilation and intubation. In this study, we aimed to evaluate
the clinical parameters—such as patient history, symptoms,
physical examination, laboratory, and radiological findings —that
may suggest a viral infection and justify sending a respiratory viral
panel for evaluation. This study investigated which laboratory
or radiological findings, as well as underlying conditions, may
guide clinicians in managing the clinical course of patients with
metapneumovirus detected in the respiratory tract.

Materials and Methods: This retrospective study was
conducted at the Ankara Bilkent City Hospital Pediatric Hospital,
including patients who were admitted or hospitalized between
January 2021 and March 2024 and who were tested for
respiratory viral pathogens. The study focused on patients with
metapneumovirus PCR positivity in the respiratory viral panel,
analyzing the impact on hospital admissions and the clinical
course of hospitalized patients using specific parameters.

Results: In the metapneumovirus cases reviewed, the median
age was 3 years, with 66% of the patients being male and 29%
female. Seasonal distribution analysis revealed that infections
increased significantly during the winter months, accounting for
59% of cases. When evaluating symptoms, 63% of the cases
were accompanied by fever. In this study, we found that 18%
of metapneumovirus-positive patients required ICU admission.
Of the hospitalized patients, 61% received oxygen therapy via
mask, 16% required high-flow nasal cannula (HFNC) support,
11% needed non-invasive ventilation (NIV), and 7% required
intubation. The average length of ICU stay was 9.89 days,
while the average ward stay was 6.91 days. Additionally, 25%
of the patients were treated with antibiotics. Radiological findings

showed lung infiltration and increased reticular branching in
61% of the cases, while pleural effusion was absent in 76%
of the cases. In terms of patient distribution, 69% of the cases
involved previously healthy children, 5% had asthma, 4% had
immunodeficiency, 5% had congenital heart disease, and 3%
had underlying chronic lung disease. One case resulted in
death due to metapneumovirus infection.

Discussion: Metapneumovirus, a viral pathogen, generally
presents asymptomatically in the community but may manifest
with diverse clinical presentations depending on the underlying
conditions, season, and gender. The clinical course varies from
outpatient follow-up to hospital or ICU admissions, with some
patients requiring oxygen therapy or even intubation. In one
case in this study, metapneumovirus infection led to death. We
believe that the parameters compared in this study will provide
clinicians with insights into the clinical course of patients with
metapneumovirus infections.

Keywords: Respiratory viral panel, Metapneumovirus
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Amac: Viral solunum yolu patojenleri gunimizde dunya
genelinde cocuklarda sik rastlanan ve hastane yatisinda rol
oynayan dnemli enfeksiyon kaynaklardir. Hastalar asemptomatik
seyredilebiimekle birlikte, semptomatik olanlar ayakta, takipten
hastanede, servis veya yogun bakim yatisina, serbest oksijen
desteginden mekanik ventilatér entlbasyon ihtiyacina, kadar
cesitli kliniklerle karsimiza gelmektedir. Bu calismada solunum
sikintistyla acil servis veya poliklinige basvuran ve viral enfeksiyon
dUsUndltp solunum yolu viral paneli gdnderilen hastalarin
anamnez, semptom, fizik muayene, laboratuvar ve radyoloji
bulgularinin incelenmesi amaclanmistir. Bu ¢alismada, solunum
yollarinda metapndmovirls tespit edilen hastalarin klinik seyrinin
yonetimesinde hangi laboratuvar veya radyolojik bulgularin
ve altta yatan hastalklarin klinisyenlere yol gosterebilecegi
aragtirimistir.

0009-0008-8193-9429 : GETIN AN
0000-0003-0714-6734 : TOLUNAY O
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Gerec ve Yontemler: Bu retrospektif calisma, Ankara Bilkent
Sehir Hastanesi Cocuk Hastanesine Ocak 2021 ile Mart 2024
tarihleri arasinda basvuran veya hastaneye yatirilan ve solunum
yolu viral patojenleri agisindan test edilen hastalan kapsayacak
sekilde tasarlandi. Bu galismada, solunum yolu viral panelinde
metapndmovirlis PCR pozitifligi saptanan hastalarda belirli
parametrelerin hastaneye yatiglar ve yatirilan hastalarin klinik
seyri Uzerindeki etksi analiz edildi.

Bulgular: Metapndmovirus vakalarnda median yas 3
olup bu vakalarin %66’si erkek, %29'u kiz hastalardan
olusmaktaydi. Mevsimsel dagilima baktigmizda %59 oranla
kis aylarinda enfeksiyonun belirgin olarak arttigi gérilmekteydi.
Vakalarda semptomlara %63 oraninda ates eslik etmekteydi.
Metapnémovirus kaynakll hastane vyatislarinda hastalarin
%18’inin yogun bakima yattigi gozlendi. Hastaneye yatan
hastalarda hastalarin %61’i maske ile 02 destegi, %16’sI hfnc
destegi, %11’inde niv ihtiyaci ve %7’sin de de entlbasyon
ihtiyaci oldu ve hastalarin ortalama yogun bakim yatis ginu
9.89 giin, servis yatis gunt 6.91 guin olarak tespit edildi. Ayrica
antibiyotik kullanminin %25 oraninda oldugu analiz edildi.
Hastalarin  radyolojik goruntllerine baktigimizda vakalarin
%61'in de akcigerde infiltrasyonu ve retikller dallanma artigi
gortimekle birlikte vakalarin %76’sin da plevral effizyon
saptandi. Hasta dagilimina baktigimizda vakalarinin %69’unun
saglikli cocuk, %5’inin astim, %4°Un de immun yetmezlik, %5’in
de konjenital kalp hastaligi, %3’lUnde altta yatan kronik akciger
hastaligi oldugunu goértldi. Metapndmovirus enfeksiyonunun
bir vakada exitus ile sonuclandi.

Tartisma: Viral enfeksiyon etkeni Metapndmovirus genellikle
toplumda asemptomatik seyrediimekle birilikte, altta yatan
hastalga, mevsim ve cinsiyete bagll olarak ¢ok gesitli kliniklerle
karsimiza gikabilmektedir. Ayakta takip edilen hastalarin yanisira
servise veya yogun bakim yatis ihtiyacina, oda havasinda serbest
oksijenden entlbasyona kadar farkl vaka seyirleri gdrilmektedir.
Calsmamizda bir vakada da Metapnémoviruse bagll exitus
gorllmustdr. Bu calismada karsllastirlan parametrelerin biz
hekimlere Metapndmovirus enfeksiyonu olan hastalarin klinik
gidigleri icin fikir verecegini dustinmekteyiz.

Anahtar Sézciikler: Solunum yolu viral paneli, Metapnémovirus
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Effect of Familial Mediterranean Fever Coexistence and MEFV Mutations
on Clinical Features and Prognosis of IgA Vasculitis in Children

Cocuklarda IgA Vaskilitinin Ailevi Akdeniz Atesi ile Birlikteliginin ve MEFV
Mutasyonlarinin Klinik Bulgular ve Hastaligin Seyri Uzerine Etkisi

Seyma ERDEM TORUN, Banu GELIKEL ACAR

Department of Pediatric Rheumatology, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Immunoglobulin A vasculitis  (IgAV) is the
most common vasculitis of childhood, characterized by
nonthrombocytopenic purpura, gastrointestinal system (GIS)
involvement, nephritis, and arthritis/arthralgia. The association
of Familial Mediterranean Fever (FMF) and IgAV has been
reported. This study aimed to evaluate the effect of FMF on the
clinical course and outcomes of IgAV. In addition, the effect of
Mediterranean FeVer (MEFV) gene mutations in FMF patients
on the course of IgAV and treatment selection was revealed.

Materials and Methods: This study was conducted in patients
younger than 18 years of age who were diagnosed with IgAV
between 2013 and 2024. Demographic characteristics, clinical
findings, treatments and MEFV gene mutation analysis results
of patients with AAA were recorded retrospectively. Patients
who were diagnosed with AAA before IgAV diagnosis and
whose follow-up period was less than 6 months were excluded
from the study. Patients were divided into two groups: Group 1,
those diagnosed with AAA during or after IgAV diagnosis, and
Group 2, those without AAA.

Results: The study included 662 IgAV patients. Overall, 47.1%
(n=312) of the patients were female. The mean age at diagnosis
was 94.1+1.5 months (17-224 months), and the mean follow-
up period was 20.3+1.2 months (0-180 months). There were 49
patients in Group 1 (7.5%) and 613 patients in Group 2 (92.5%).
While no difference was found between Group 1 and Group 2
in terms of gender and age at diagnosis, the mean follow-up
period was higher in Group 1 (p<0.001). While Gl involvement
was higher in Group 1 (p=0.005), there was no difference
between the groups in terms of other system involvement
(p>0.050) (Table I). Table | shows the treatments applied to
the patients in Group 1 and Group 2. The use of colchicine,
oral ceroid, pulse methylprednisolone, cyclophosphamide and
plasmapheresis treatment in patients in Group 1 was found to
be statistically significantly higher than in Group 2 (p<0.001,
p=0.013, p<0.001, p<0.001 and p=0.005, respectively). MEFV

Table I: Characteristics of patients with immunoglobulin A
vasculitis with and without Familial Mediterranean Fever

Total Group 1 Group 2
(n=662) (n=49) (=613 P

Gender*

Girl 312 (47.1) 21 (42.8) 291 (43.9)

Boy 350 (52.8) 28 (57.1) 322 (48.6) 0.534
Age at diagnosis 94.05 £1.5 97.23+6.16 93.89+1.5
(month)’ (17- 224) (41-180) (17-224)  0.458
Follow-up period 20.3 £1.2 65.9+10 17.4+0.99
(month) (0-180) (3-180) (0-120) <0.001
Skin involvement* 662 (100) 49 (100) 613 (100) 0.099
GIS involvement* 245 (37) 27 (65.1) 218(35.7) 0.007
Joint involvement* 200 (30.2) 18 (36.7) 182(29.8) 0.309
Renal involvement* 54 (8.1) 7 (14.3) 47 (7.7) 0.108
Scrotal involvement* 39 (5.8) 3(6.1) 36 (6.9) 0.099
Treatments*

Colchicine

Oral Steroid 62 (9.3) 49 (79) 13(20.9) <0.001

Pulse methyl 319 (48.2) 32 (10) 287(89.9) 0.013

Prednisolone 58 (8.76) 156(25.9) 43 (74.1) <0.001

Siclophosphamide 22 (8.3) 9(40.9 13(59.1) <0.001

IVIG 10 (1.5) 2 (20) 8(80) 0.166

Plasmapheresis 2 (0.3 2 (100) - 0.005

*1n(%), T: mean+SD (min-max), GIS: Gastrointestinal system, IVIG:
Intravenous immunoglobulin

Table II: Mutations in patients with immunoglobulin A vasculitis
who underwent MEFV gene analysis

MEFV Mutations n (%)
Exon 10 homozygous 15 (12.6)
Exon 10 compound heterozygous 8 (6.7)
Exon 10 heterozygous 39 (32.7)
Out of exon 10 homozygous 1(0.8)
Out of exon 10 heterozygous 10 (8.4)
Out of exon 10 compound heterozygous 1(0.8)
Wild type 45 (37.8)
Total 119

MEFV: Mediterranean FeVer gene, Exon 10 Mutations: M694V,
M9641, M680I, \/'726A, R761H, K695R, Out of exon 10 Mutations:
E148Q, G304R, P369S
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Table lll: Comparison of patients with immunoglobulin A vasculitis
with and without 10 exon mutation

Exon 10 Out of exon 10
Mutations Mutations P

Gender*

Girl 27 (43.5) 5(41.7) 0.985

Boy 35 (56.5) 7 (68.3)
Age at diagnosis 106.6+38.4 80.4 £29.0 <0.001
(month)t (41-210) (48-156) '
Follow-up period 45.5+47 1 29.4+50.7 0.139
(month) (3-180) (4-120) '
Skin involvement* 62 (100) 12 (100)
GIS involvement* 36 (68.1) 9 (75.0) 0.270
Joint involvement* 20 (32.3) 3 (25) 0.857
Renal involvement* 8(12.9) 0 0.503
Scrotal involvement* 5(8.1) 2(16.7) 0.586
Treatments*

Colchicine 39 (70.9) 2(18.2) <0.001

Oral Steroid 44 (71) 10 (83.3) 0.335

Pulse methyl prednisolone 19 (30.6) 2 (16.7) 0.617

Siclophosphamide 10 (16.1) 0 0.284

IVIG 2(3.2) 1(8.3) 0.201

Plasmapheresis 2 (3.2 0 0.603

*r n(%),T: mean+SD (min-max), MEFV: Mediterranean FeVer gene, Exon
10 Mutations: M694V, M964l, M680I, V726A, R761H, K695R, Out of
exon 10 Mutations: E148Q, G304R, P369S

gene analysis was evaluated in 119 patients (18%) and no
mutation was detected in 45 of them (37.8%) (Table Il). When
MEFV gene mutations were compared with the characteristics
in IgAV; it was determined that the age at diagnosis was higher
in patients with exon 10 mutations (p<0.001) and there was no
difference in terms of follow-up period and system involvement
(p>0.050) (Table III).

Discussion: Patients with FMF and IgAV may have more Gl
involvement. Considering that we did not find a relationship
between MEFV mutations and IgAV system involvement, it is
clear that patients with mutations other than exon 10 should be
monitored for increased Gl involvement. In countries like ours
where FMF is common, it should be kept in mind that FMF may
affect the course of IgAV.

Keywords: Familial mediterranean fever, Immunoglobulin A
vasculitis, MEFV
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Amag: immunoglobiilin A vaskiliti (IgAV), trombositopenik
olmayan purpura, gastrointestinal sistem (GIS) tutulumu, nefrit
ve artrit/artralji ile karakterize cocukluk caginin en sik vaskdlitidir.
Allevi Akdeniz Atesi (AAA) ve IgAV’nin birlikteligi bildirilmektedir.
Bu galismada AAAnin IgAV klinik seyrine ve sonuglarina etkisinin
deg@erlendirimesi amaclanmisti.  Ayrica AAA hastalarindaki
Mediterranean FeVer (MEFV) gen mutasyonlarinin IgAV seyri ve

tedavi secimine etkisi ortaya koyulmustur.

Gerec ve Yontemler: Bu calisma 2013-2024 yillar arasinda IgAV
tanisi alan, 18 yasindan kiguk olan hastalarda yUratuldu. Hastalarn
geriye donUk olarak demografik dzellikleri, klinik bulgular, tedavileri
ve AAA tanili hastalarin MEFV gen mutasyonu analiz sonuglari
kaydedildi. IgAV tanisi dncesinde AAA tanisi alan ve takip suresi
6 aydan daha az olan hastalar ¢alisma digi birakildi. Hastalar iki
gruba ayrildi: IgAV tanisi sirasinda ya da sonrasinda AAA tanisi
alanlar Grup 1, AAA olmayanlar Grup 2.

Bulgular : Calismaya 662 IgAV hastasi dahil edildi. Hastalarin
%47.1"1 (n=312) kizdi. Ortalama tani yasi 94.1+1.5 ay (17- 224
ay), ortalama takip stresi 20.3+1.2 aydi (0-180 ay ). Grup 1’de
49 (%7.5), Grup 2'de 613 (%92.5) hasta vardi. Grup 1 ve Grup
2 arasinda cinsiyet, tani yasi arasinda fark saptanmazken,
ortalama takip sUresi Grup1’de daha yiksekti (p<0.001). GIS
tutulumu Grup1’de daha ytksekken (p=0.005); diger sistem

Tablo I: Ailevi Akdeniz atesi olan ve olmayan immunoglobiilin A
vaskiilitli hastalarin 6zellikleri

Toplam Grup 1 Grup 2
(n=662) (n=49) (n=613)
Cinsiyet*
Kiz 312 (47.1) 21 (42.8) 291 (43.9)
Erkek 350 (52.8) 28(57.1) 322(48.6) 0.534
Tani yag! (ay)t 94.05 +1.5 97.23+6.16 93.89+1.5
(17-224)  (41-180) (17-224)  0.458
Takip siiresi (ay) t 20.3 £1.2 65.9+10 17.4+0.99
(0-180) (3-180) (0-120) <0.001
Cilt tutulumu* 662 (100) 49 (100) 613 (100) >0.099
GIS tutulumu* 245 (37) 27 (65.1) 218(35.7) 0.007
Eklem tutulumu* 200 (30.2) 18 (36.7) 182(29.8) 0.309
Renal tutulum* 54 (8.1) 7 (14.3) 47 (7.7) 0.108
Skrotal tutulum* 39 (5.8) 3(6.1) 36 (5.9 >0.099
Tedaviler*
Kolsisin
Oral Steroid 62 (9.3) 49 (79) 13(20.9) <0.001
Pulse metil 319 (48.2) 32 (10) 287(89.9) 0.013
Prednizolon 58 (8.76) 15 (25.9) 3(74.1) <0.001
Siklofosfamid 22 (8.3) 9(40.9 13(59.1) <0.001
IVIG 10 (1.5) 2 (20) 8 (80) 0.166
Plazmaferez 2 (0.3 2 (100) 0.005

* n(%), : Ortalama+SD (Min-maks), GIS: Gastrointestinal sistem,
WVIG: Intravendz immunglobulin

Tablo II: MEFV gen analizi yapilan immuinoglobulin A
vaskiilitli hastalarin mutasyonlari

MEFV Mutasyonu n (%)
10. ekzon homozigot 5(12.6)
10.ekzon bilesik heterozigot 8(6.7)
10.ekzon heterozigot 39 (32.7)
10.ekzon disi homozigot 1(0.8)
10.ekzon disi heterozigot 10 (8.4)
10.ekzon digi bilesik heterozigot 1(0.8)
Yabanil Tip 45 (37.8)
Toplam 119

MEFV: Mediterranean FeVer geni, 10. ekzon mutasyonlari: 694V,
M9641, M680I, V726A, R761H, K695R, 10. ekzon disi mutasyonlar:
E148Q, G304R, P369S
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Tablo llI: 10. ekzon mutasyonu olan ve olmayan immiinoglobulin
A vaskililitli hastalann karsilastinimasi

10. ekzon 10. ekzon disi
mutasyonlarnn mutasyonlar

Cinsiyet*
Kiz 27 (43.5) 5(41.7) 0.985
Erkek 35 (56.5) 7 (568.3)
106.6+38.4  80.4 +29.0
-
Taniyasl, ay (41-210) (48-156) <0.01
P 45.5+47 1 29.4+50.7
i
Takip sUresi, ay (3-180) (4-120) 0.139
Cilt tutulumu* 62 (100) 12 (100)
Gis tutulumu* 36 (58.1) 9 (75.0) 0.270
Eklem tutulumu* 20 (32.3) 3 (25) 0.857
Renal tutulum* 8 (12.9) 0 0.503
Skrotal tutulum* 5(8.1) 2(16.7) 0.586
Tedaviler”
Kolsisin 39 (70.9) 2(18.2) <0.01
Oral Steroid 44 (71) 10 (83.3) 0.335
Pulse metil prednizolon 19 (30.6) 2 (16.7) 0.617
Siklofosfamid 10 (16.1) 0 0.284
IVIG 2 (3.2 1(8.3) 0.201
Plazmaferez 2 (3.2) 0 0.603

*1n(%),: Ortalama+SD (Min-maks), MEFV: Mediterranean FeVer geni,
10. ekzon Mutasyonlari: M694V, M964l, M680I, VV726A, R761H,
K695R, 10 ekzon disi mutasyonlar: E148Q, G304R, P369S

tutulumlan agisindan gruplar arasinda fark yoktu (p>0.050)
(Tablo ).

Tablo I’'de Grup 1 ve Grup 2’deki hastalara uygulanan tedaviler
verilmistir.  Kolsisin, oral seroid, pulse metilprednizolon,
siklofosfamid ve plazmaferez tedavisinin Grup1’deki hastalarda
kullaniminin Grup 2’dekilere gore istatistiksel olarak anlamli
yUksek oldugu gorlldu (siraslyla, p<0.001, p=0.013, p<0.001,
p<0.001 ve p=0.005). YUz on dokuz hastada (%18) MEFV gen
analizi degerlendirildi ve bunlarin 45’inde (%37.8) mutasyon
saptanmadi (Tablo Il). MEFV gen mutasyonlar ile IgAV’deki
ozellikler karsilastirldiginda; tani yasinin 10. ekzon mutasyonu
olan hastalarda daha yUksek oldugu (p<0.001), takip sUresi,
sistem tutulumlari agisindan fark olmadigi saptandi (p>0.050)
(Tablo 1I).

Tartisma: AAA ve IgAV birlikteligi olan hastalarda daha fazla
GiS tutulumu saptanabili. MEFV mutasyonlart ile IgAV’nin sistem
tutulumlan arasinda iliski saptamamamiz goz 6ndne alinirsa 10.
ekzon mutasyonu digsindaki diger mutasyonlar olan hastalarin da
artmis GIS tutulumu agisindan takip edilmesinin énemi aciktrr.
Ulkemiz gibi AAANIN yaygin oldugu Ulkelerde, AAANIN IgAV
seyrini etkileyebilecegi akilda tutulmalidir.

Anahtar Soézciikler: Ailevi Akdeniz Atesi, IgA Vaskuliti, MEFV

IgAV Clinical manifestations of AAA and MEFV mutations 109
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Evaluation of Etiological Factors and Influential Variables in the
Diagnosis of Newborns Presenting with Prolonged Jaundice

Uzamis Sarilik ile Bagvuran Bebeklerde Etiyolojik Faktdrlerin ve Tanida Etkili

Degiskenlerin Degerlendiriimesi

Busra AYTAC', Aysel UNLUSOY AKSU?

'Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

2Department of Pediatric Gastroenterology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: This study evaluates the management of prolonged
jaundice in term newborns aged 1-3 months. It focuses on
the demographic information, laboratory results, and imaging
findings of infants diagnosed with conditions related to
hyperbilirubinemia, as well as those with unknown etiologies who
experience spontaneous resolution. The aim was to investigate
the influence of non- significant variables on diagnosis, hospital
visit frequency, and healthcare costs.

Materials and Methods: Between June 2022 and June 2023,
data from 366 term newborns aged 1-3 months presenting to
the Pediatric Health and Diseases, Pediatric Gastroenterology,
Pediatric Hematology, and Pediatric Metabolism outpatient
clinics at Ankara Bilkent City Hospital were retrospectively
analyzed. Infants who had total bilirubin levels above 5 mg/
dL included in the study. Data were collected from the patient
reports, including demographic details, medical history, family
history, symptoms, examination findings, laboratory and imaging
results, duration of jaundice, timing of the first outpatient visit for
jaundice, timing of the first visit to a subspecialty clinic, timing
of the first etiological investigation, and the number of visits to
both the Pediatric Health and Diseases clinic and subspecialty
clinics. Patients were categorized into two groups: Group
1 included those diagnosed with a specific condition related
to prolonged jaundice, while Group 2 included those with
unknown etiology whose jaundice resolved spontaneously.

Results: A total of 366 infants were enrolled in the study.
Among the patients, 58.2% were male, 88.3% were born
between 37-40 weeks of gestation, 61.4% were delivered via
cesarean section, and 41.8% had a birth weight between 3000-
3500 grams. Additionally, 84.2% were exclusively breastfed,

and 74.6% gained weight at a rate of 30-40 grams per day.
Group 1 consisted of 109 infants, while Group 2 included 257
infants. In Group 1, the main diagnoses were blood group
incompatibilities (62.4%), urinary tract infections (15.6%), and
metabolic disorders (8.3%). Notably, 82% of these patients
were diagnosed within the first month, primarily for blood group
incompatibilities and urinary tract infections. Group 1 started
etiological investigations earlier, and infants with a history of
hospitalization or those who received phototherapy were more
common in this group. Statistical analysis revealed no significant
differences between groups regarding age at presentation,
duration of jaundice, or number of outpatient visits. However,
elevated GGT levels, pyuria in urinalysis, positive urine cultures,
and low pyruvate kinase levels were significantly higher in
Group 1. The highest healthcare cost for a patient in Group 2
was 3419.7%, representing 20.1% of the 2024 minimum wage
in TUrkiye.

Discussion: The study found that 70.2% of patients had
undetermined etiology, with jaundice resolving spontaneously,
classifying them as late-onset breast milk jaundice. There was
no significant difference in hospital visits and subspecialty
evaluations between the two groups. The healthcare burden
related to investigations for common diagnoses in infants with
prolonged jaundice under three months could be reduced by
18.4% according to the 2024 minimum wage in Turkiye. Early
diagnosis in term infants could be enhanced by obtaining urine
tests and evaluating GGT levels for metabolic and genetic
disorders, potentially reducing healthcare costs and outpatient
workload.

Keywords: Cost, Infant,

Prolonged jaundice

Etiology, Hyperbilirubinemia,
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Amacg: Bu calismada term dogan, 1-3 aylik bebeklerde uzamis
sariligin  yonetiminde; hiperbilirubinemi etiyolojisi ile iligkili  bir
hastalik tanisi alan ve hiperbilirubinemi etiyolojisi belirlenemeyen,
ancak kendiliginden bilirubin  dlzeyleri duzelen, herhangi
bir hastallk tanisi almayan bebeklerin demografik bilgileri,
laboratuvar ve gérintlleme ydntemleri sonuglan istatistiksel
onemli veya 6nemsiz degiskenler olarak belirlenerek; tanida
etkisi olmayan degiskenlerin, hastane basgvuru sikliklarnin ve
sadlik harcamalarindaki yukdnun arastirimasi planiand..

Gerec ve Yontemler: Haziran 2022- Haziran 2023 tarihleri
arasinda Ankara Bilkent Sehir Hastanesi Cocuk Sagligi ve
Hastalklarn, Cocuk Gastroenterolojisi, Cocuk Hematoloji,
Cocuk Metabolizma polikliniklerine basvuran term dogan,
1-3 ay arasindaki, total bilirubin dizeyi 5 mg/dL’ nin Uzerinde
olan 366 bebege ait bilgiler hastanenin bilgi islem sistemindeki
dosya kayitlarindan geriye donuk incelenerek istatistiksel olarak
karsilastirimistir.  Bebeklerin  demografik bilgileri, 6zge¢cmis
ve soygecmis bilgileri, eslik eden semptomlar ve muayene,
laboratuvar ve gérunttleme yontemleri bulgulari, sariigin stresi,
sarilikla poliklinige ilk basvuru zamani, yandal poliklinigine ik
basvuru zamani, ilk etiyolojik tetkikin yapilma zamani, Gocuk
Sagligl ve Hastaliklar poliklinigi basvuru sayisi, kac tane yandal
poliklinigine basvurdugu degerlendirilmistir. Calismada hastalar
Grup 1, uzamis sarilikla takip edilip, bir hastalik tanisi alan ve
Grup 2, uzamis sarilikla izlenip etiyolojik neden bulunmayan ve
sariligr kendiliginden gerileyen olmak Uzere iki gruba ayriimistir.

Bulgular: Calismaya 366 hasta dahil edildi. Hastalarin %58.2’
sininerkek, %88.3’iniin dogum haftasinin 37-40 haftaaraliginda,
%61.4’0n0Un  dogum seklinin  sezaryen, %41.8’inin  dogum
agirhginin - 3000-3500 gram araliginda oldugu, %384.2'sinin
sadece anne sutl ile beslendigi ve %74.6’sinda kilo aliminin 30-
40 gr /gun araliginda oldugu bulunmustur. Grup 1’de 109, grup
2'de 257 bebek yer aldi. Grup 1’deki hastalarin %62.4’0nu
kan grubu uyusmazliklari, %15.6'sini Uriner sistem enfeksiyonu,
%8.3’UnU metabolik hastaliklar, %3.7’sini hipotiroidi, %2.8’ini
bilirubin metabolizma bozukluklari, %1.8’ini hemoalitik hastaliklar,
%1.8’ini TORCH enfeksiyonlar, %1.8’ini biliyer atrezi, %1.8’ini
de diger nedenler olusturmaktaydi Bu hastalardan 89 (%82)'si
ik bir ay icerisinde tani almisti. ilk bir ay icinde tani konulan
hastaliklar; kan grubu uyusmazliklari, IYE ve hipotiroidiydi. Grup
1’de etiyoloji arastirmasina daha erken bagslanildigi saptandi.
Yenidogan déneminde hastane yatis dykisU olanlar ve fototerapi
tedavisi alanlar grup 1’de grup 2’ye gére fazla oranda bulundu.
Sarllikla basvuru yasl, sarilik stresi, Cocuk Sagligr ve Hastaliklari
poliklinik basvuru sayisi, hastann ka¢ yan dal poliklinigine
basvurusu oldugu, yan dal poliklinik basvuru yasi degiskenleri
gruplar arasinda istatistiksel farkl bulunmadi. GGT yUksekligi,
idrar tahlilinde piydri varligi, idrar kiltGrinde Greme olmasi, piruvat
kinaz enzim duzeyi dusuklugu grup 1’de grup 2’ye gore istatiksel
olarak anlamli derecede yuksekti. Grup 2’de en ¢ok tetkik edilen
hastada 3419.7% saglik harcamasi olup; bu rakam 2024 TUrkiye
asgari Ucretinin %20.1’ine karsilik gelmekteydi.

Prolonged jaundice 111

Tartisma: Calismamizda hastalarin  %70.2’sinde  etiyoloijnin
belirlenemedigi ve sarlidin kendiliginden geriledigi gorilmus ve
hastalar gec tip anne st sariig olarak degerlendiriimistir. iki
grupta da hastane basvuru ve degerlendirildikleri yan dal poliklinik
sayllarinin farkli olmadigi saptandi. Uzamis sarilik ile izlenen 3 ay
altindaki bebeklerde en sik gérilen tanilara yonelik yapilan tetkikler
ile saglik harcamalarindaki yuk 2024 TUrkiye asgari Ucretine gore
%18.4 oraninda azaltilir. 1-3 ay arasinda uzamis sarilikla izlenen
term bebeklerde, ik olarak uygun steril sartlarda idrar tetkiki-idrar
kultara alinmasi ve Klinik olarak metabolik ve genetik hastaliklar,
kolestatik karaciger hastaliklan agisindan GGT dizeyi bakimasi
erken tani igin yol gdsterici olabilir ve sagdlik harcamalarinda ve
poliklinik is yukinde azalma saglanabilir.

Anahtar Sézciikler: Maliyet, Etiyoloji, Hiperbilirubinemi, Infant,
Uzamis sarilik
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Evaluation of Food Label Reading Behavior, Allergen and Product
Content Knowledge Levels in Parents of Children with Food Allergies
Besin Alerjisi Olan Gocuklarin Ebeveynlerinde Gida Etiketi Okuma Davranisi ile
Alerjen ve Uriin Igerigi Bilgi Diizeylerinin Degerlendirilmesi
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ABSTRACT

Objective: Food allergy is a significant public health issue
affecting a large portion of the population. To avoid allergens, it
is essential for individuals and caregivers to recognize allergenic
proteins and carefully examine food labels. However, challenges
exist in the accessibility and comprehension of these labels.
This study aimed to evaluate the reactions of children with milk,
egg, peanut, and/or tree nut allergies to packaged products,
the label-reading habits of their parents, and the recognition
of allergenic proteins by parents of patients with milk and egg
allergies.

Materials and Methods: The study included parents of
children aged 1 to 18 years diagnosed with milk, egg, peanut,
and/or tree nut allergies who had been on an elimination diet
for at least 3 months. Demographic characteristics, clinical
information related to allergies, duration of elimination, allergen
knowledge, reactions to packaged products, and label-reading
habits were assessed. An additional assessment form regarding
allergenic proteins and product information was administered
to parents of children with milk and egg allergies.

Results: A total of 208 children with food allergies and their
parents, with a mean age of 24 months, were included in our
study. Of the patients, 51.9% were male, and 46.6% (n=97)
had egg allergies, 35.1% (n=73) had milk allergies, 12.5%
(n=26) had peanut/tree nut allergies, and 5.8% (n=12) had both
milk and egg allergies. The patients had been on an elimination
diet for an average of 16 months (+26.2). Children with peanut
and/or tree nut allergies constituted the group on the longest
diet, averaging 43.1 months (p=0.010). Among parents, 95.2%
reported receiving initial information about the elimination diet
from a doctor. When evaluating label-reading habits, 89.9% of
parents indicated that they always read labels while shopping,
80.3% always asked about ingredients in restaurants, and
97.6% always paid attention to allergen warnings on products.

Among parents of children with milk allergies, casein was the
most recognized milk allergen protein at 35.6%, while whey
protein was the least recognized at 15.1%. Furthermore, 44%
of participants did not know any of the milk proteins. Among
dairy products, yogurt was known by 98.6% of participants,
while crackers were the least suspected product at 24.7%.
For parents of children with egg allergies, the recognition
rates for egg proteins were 17.5% for ovomucin and 6.2%
for vitellin. Among potential egg-containing products, cakes/
pancakes/muffins/soufflés were the most recognized at 95.9%,
whereas meringues were the least recognized at 38.1%.
During the elimination period, 29.8% reported experiencing
allergic reactions related to packaged products. Among these
reactions, 72.6% were mild symptoms, while 9.7% of patients
experienced severe reactions, such as anaphylaxis. Among
those who experienced reactions, 77.4% reported not reading
labels. Those who adhered to the diet for 12 months or more
had a higher frequency of reactions compared to those on a
shorter diet (p=0.021).

Discussion: Our study found that while 89.9% of parents
reported regularly reading labels, they did not adequately
recognize allergenic proteins. Label-reading habits are critical
for preventing reactions to packaged products. Strengthening
these habits and emphasizing allergenic proteins in food allergy
management is essential.

Keywords: Allergen knowledge, Parent evaluation, Food label
reading
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Amac: Besin alerjisi, toplumun blydk bir kismini etkileyen
onemli bir halk saghdr sorunudur. Alerjenlerden korunmak igin
bireylerin ve bakim verenlerin alerjen proteinleri tanimasi ve
gida etiketlerini dikkatle incelemesi gereklidir. Ancak, etiketlerin
erisilebilirligi ve anlasiimasinda zorluklar vardir. Bu ¢alismada,

0000-0001-5245-2488 : YILMAZ TOPAL O
0000-0001-7648-0352 : EMEKSIZ ZS

0000-0002-0558-7192 : YORUSUN G
0000-0002-6748-7330 : SELMANOGLU A

0000-0002-3241-2005 : DIBEK MISIRLIOGLU E




Food Label Reading Behavior in Parents of Children with Food Allergies 113

sUt, yumurta, yer fistigi ve/veya kuruyemis alerjisi olan ¢ocuklarin
paketli Grinlere verdikleri reaksiyonlar, ebeveynlerin etiket okuma
aliskanliklar ve sUt/yumurta alerjisi olan hastalarin ebeveynlerinin
alerjen proteinleri tanima durumlar degerlendirilmigtir.

Gere¢ ve Yontemler: SUt, yumurta, yer fistigi ve/veya
kuruyemis alerjisi olan ve en az 3 aydrr eliminasyon diyeti
uygulayan 1-18 yas arasi ¢ocuklarin ebeveynleri calismaya
dahil edildi. Demografik &zellikler, alerjiyle ilgili klinik bilgiler,
eliminasyon sureleri, alerjen bilgisi, paketli Grdn reaksiyonlar ve
etiket okuma aliskanliklarn degerlendirildi. SUt ve yumurta alerjisi
olan ¢ocuklarin ebeveynlerine alerjen proteinler ve Urtn bilgisi
hakkinda ek bir degerlendirme formu uygulandi.

Bulgular: Calismamiza, yas ortalamasi 24 ay olan 208 besin
alerjili cocuk ve ebeveyni dahil edildi. Hastalarin %51.9°'u erkek
olup, %46.6 (n=97) yumurta, %35.1 (n=73) sit, %12.5 (n=26)
yer fistig/kuruyemis ve %5.8°i (n=12) hem sit hem yumurta
alerjisi nedeniyle takip ediimekteydi. Hastalar ortalama 16 aydir
(£26.2) besin eliminasyon diyeti uygulamaktaydi. Kuruyemis
ve/veya yer fistig alerjisi olan ¢ocuklar ortalama 43.1 ay
(p=0.010) ile en uzun stre diyet yapan grubu olusturmaktayd.
Ebeveynlerin %95.2’si, besin eliminasyon streci hakkinda ik
bilgilendirmeyi doktordan almisti. Ebeveynlerin etiket okuma
aliskanliklan degerlendirildiginde; %89.9°u aligveriste her zaman
etiket okudugunu, %80.3'0 restoranda her zaman icerik
sordugunu ve %97.6’sI Urlnlerde alerjen uyarilarina her zaman
dikkat ettigini vurgulamisti. SUt alerjisi olan hastalarin ebeveynleri
arasinda kazein (%35.6) en ¢ok taninan sUt alerjen proteiniyken
whey protein (%15.1) en az taninandi. Katilimcilarin %44°0 sut
proteinlerinin higbirini bilmiyordu. SUt iceren Urlnlerden yogurt,
katlimcilarin %98.6'si tarafindan bilinirken, kraker %24.7 orani
ile en az sUphelenilen Grindd. Yumurta alerjisi olan hastalarin
ebeveynleri, yumurta proteinlerinden; ovomukoidi %17.5 ve
vitelin  %6.2 oraninda bilinmekteydi. Yumurta icerebilecek
Urtinlerden kek/pankek/muffin/sufle (%95.9) en bilinen yumurta
iceren Urlinken beze en az (%38.1) bilinendi. Eliminasyon suresi
boyunca, %29.8’i paketli Grlnlere bagl alerjik reaksiyon gelistigini
belirtti. Bu reaksiyonlarin %72.6’sini hafif semptomlar olusturur
iken %9.7 hastada ise anafilaksi gibi yasami tehdit eden agrr
reaksiyon mevcuttu. Reaksiyon yasayanlarin %77.4°U  etiket
okumadigini belirtti. 12 ay ve Uzeri diyet uygulayanlar daha kisa
sUre diyet uygulayanlar ile karsilastinldiginda reaksiyon sikiig
daha yUksekti (p=0.021).

Tartisma: Calismamizda, ebeveynlerin %89.9’unun  duzenli
etiket okudugu, ancak alerjen proteinleri yeterince tanmadigi
gorulmustur. Etiket okuma aligkanhgi, paketli Grin reaksiyonlarini
Onlemede kritik Gneme sahiptir. Besin alerjisi ydnetiminde bu
aliskanligin gliclendirimesi ve alerjen proteinlere vurgu yapilmasi
6nemlidir.

Anahtar Soézciikler: Alerjen bilgisi, Ebeveyn degerlendirmesi,
Gida etiketi okuma
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ABSTRACT

Objective: Nutrition is the process by which an organism
acquires, digests and utilizes nutrients essential for growth-
development and health. Malnutrition occurs due to
deficiencies or excesses in nutrient intake. Acute illnesses
such as burns, trauma, and infections, along with diseases
like cancer, cystic fibrosis, and heart disease, can lead to
malnutrition. Primary malnutrition arises from inadequate food
intake, while secondary malnutrition develops due to underlying
comorbidities. ESPGHAN, ESPEN, and ASPEN recommend
nutritional screening within 24 hours of hospital admission for
all patients to identify malnutrition risks and ensure systematic
nutritional management. This study aimed to retrospectively
evaluate the clinical and nutritional assessments of patients
aged 0-18 years who were referred to the Clinical Nutrition Unit.

Materials and Methods: A total of 144 hospitalized pediatric
patients who were referred to the Clinical Nutrition Unit between
June 15 and September 15, 2024, were included in the study.
Anthropometric measurements were taken and classified using
the Gomez/Waterlow classifications.

Results: Of the 144 patients, 65 were female, and 79 were
male. The malnutrition rate was 42% (n=27) in females and
38% (n=30) in males. The age-based malnutrition rates were
61% (n=35) for children aged 0-2 years, 11% (n=6) for those
aged 2-5 years, and 28% (n=16) for those aged 5-18 years.
In terms of diagnoses at admission, patients were from;
34% (n=50) hematology-oncology, 18% (n=9) bone marrow
transplantation. 28% (n=40) cardiology, 13% (n=19) intensive
care, 3% (n=4) metabolism, 8% (n=11) surgery, 6% (n=9)
gastroenterology, 33% (n=3) cystic fibrosis, and 2% (n=3) burn
care. Patients were referred for total parenteral nutrition (TPN),
75% (n=108) and for oral-enteral or partial parenteral nutrition
25% (n=36) . According weight-for-height Z-scores of children
(0-5 years): 32% (n=28) acute malnutrition (Z-score <-2), 4%

(n=3) were overweight (>2), and 39% (n=34) were normal.
Height-for-age Z-scores indicated that 35% (n=31) had chronic
malnutrition (<-2), and 39% (n=34) were normal. For children
aged 5-18 years, according to BMI Z-scores 31% (n=17) had
acute malnutrition, 4% (n=2) were overweight, and 39% (n=22)
were normal. Height-for-age Z-scores showed that 13% (n=7)
had chronic malnutrition, and 73% (n=41) were normal

Discussion: Only 1.4% of patients had a pre-diagnosis of
malnutrition, but 40% (n=57) were diagnosed after evaluation,
indicating low awareness. This highlights are the importance of
nutritional assessments at the time of admission. Awareness of
the benefits of oral/enteral feeding, which is more physiological
and associated with fewer complications than TPN, needs to be
increased.

Keywords: Clinical Nutrition, Malnutrition, Total Parenteral
Nutrition
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Amac: NuUtrisyon; organizmanin blyldme, gelisme ve saglik
icin gereken besin &gelerini aimasl, sindirmesi ve kullanmasi
sUreci olarak tanimlanmaktadir. MalnUtrisyon, besin alimindaki
eksiklikler veya fazlaliklar, temel besin maddelerinin dengesizligi
veya bozulmus besin kullanimidir. Yanik, travma, enfeksiyon
gibi akut hastaliklar, kaltsal metabolizma hastaliklar, kanser,
kistik fibrozis, kalp hastaligi gibi kronik hastaliklar malnttrisyon
olusumuna zemin hazirlamaktadir. Besin alim yetersizligi primer
malnUtrisyon, altta yatan komorbid durumlara bagh gelisen
malnUtrisyon ise sekonder malntitrisyon olarak tanimlanmaktadir.
ESPGHAN, ESPEN ve ASPEN hastanede yatan hastalarda
malnUtrisyon riskini tanimlamak ve beslenmenin sistematik
yonetimi igin yatisindan sonraki ilk 24 saat icinde her hastaya
nutrisyonel tarama-degerlendirme yapilmasini énermektedir. Bu
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calismada Kilinik Ndtrisyon Birimi'ne konsulte edilen 0-18 yas
hastalarin retrospektif olarak nutrisyonel degerlendirmelerinin
klinik 6zellikleriyle incelenmesi amaglandi.

Gerec ve Yontemler: Hastanemizde 15.06.2024 - 15.09.2024
déneminde yatan, klinik ndtrisyon birimine danisilan 144 ¢ocuk
hasta antropometrik dlcimleri alinarak  Gomez/Waterlow
siniflamalarina gdre nutrisyonel acidan degerlendirildi.

Bulgular: YUzkirkdort hastanin 65’ kiz, 79’u erkekti. Kizlarda
malnltrisyon orani %42 (n=27), erkeklerde 9%38’dir (n=30).
Hastalarda yaslara gére malnitrisyon orani; 0-2 yas %61 (n=35),
2-5yas %11 (n=6), 5-18 yas arasl %28 (n=16)’dir. Hastalar yatis
anindaki tanilar agisindan degerlendirildiklerinde; %34 (n=50)
hemato-onkoloji, %18 (n=9) kemik iligi transplantasyonu (KiT),
%28 (n=40) kalp/damar, %13 (n=19) yogun bakim, %3 (n=4)
metabolizma, %8 (n=11) cerrahi, %6 (n=9) gastroenteroloji,
%33 (n=3) kistik fibrozis, %1 (n=1) ndroloji, %2 (n=3) nefroloji,
%1.5 (n=2) malnUtrisyon, %1.5 (n=2) palyatif bakim, %2 (n=3)
yanik hastasidir. Hastalarn; %75’ (n=108) total parenteral
beslenme (TPN), %25 (n=36) oral-enteral / enteral / kismi
parenteral beslenme destegi icin danigildi. Boya gdre agirlik
(BGA) Z skorlarina gore; 0-5 yas %32 (n=28) <-2 (akut
malnttrisyonlu), %4 (n=3) >2 (fazla kilolu), %39 (n=34) ise -1-
+1 (normal) arasindadir. Yasa gdre boy (YGB) Z skorlarina gére;
0-5 yas hastalarda %35 (n=31) <-2 (kronik malnUtrisyonlu), %1
(n=1) >2 (fazla kilolu), %39 (n=34) ise -1-+1(normal) arasindadir.
Viicut kitle indeksi (VKI)Z skorlarina gére 5-18 yas hastalarda
%31 (n=17) <-2 (akut malndtrisyon), %4 (n=2) >2 (fazla kilolu),
%39 (n=22) ise -1-+1(normal) arasindadir. Yasa goére boy (YGB)
Z skorlarina goére; 5-18 yas hastalarda %13 (n=7) <-2 (kronik
malnttrisyonlu), %4 (n=2) >2 (fazla kilolu), %73 (n=41) ise -1-+1
(normal) arasindadir.

Tartisma: Hastalann konslltasyon tanilan incelendiginde
sadece %1.4’Unde malnutrisyon 6n tanisi varken, gercgeklestirilen
incelemede %40’Inda (n=57) malnttrisyon saptandi. Bu bulgu
yatis aninda dlcimlerle yapilan nutrisyonel degerlendirmenin
6nemini vurgulamaktadir. Parenteral beslenmeye goére daha
fizyolojik ve komplikasyon orani daha disUk oral/enteral beslenme
destegdi acisindan kliniklerin farkindaliginin artirimasi énemlidir.

Anahtar Soézciikler: Klinik Nutrisyon, Malnitrisyon, Total
Parenteral Beslenme
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The Relationship Between Severity of the Disorder, Anxiety and
Depression with Sleep Problems in Children and Adolescents with
Attention Deficit Hyperactivity Disorder

Dikkat Eksikligi ve Hiperaktivite Bozuklugu Tanisi Olan Gocuk ve Ergenlerde
Hastalik Siddeti, Anksiyete ve Depresyonun Uyku Sorunlari ile iligkisi

Gokeen ILCIOGLU EKICI, Kardelen AKBAL BAGCI, Merve ONAT

Department of Child and Adolescent Mental Health, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Sleep problems have been commonly observed
in children with attention deficit hyperactivity disorder (ADHD).
It is of great importance to investigate the causes of sleep
problems, which are also associated with many psychiatric
disorders, and to address these causes in treatment. In this
study, it was aimed to investigate the relationship between
ADHD severity, anxiety and depression with sleep problems in
children and adolescents diagnosed with ADHD.

Materials and Methods: Our study included 46 children and
adolescents aged 8-15 years with ADHD who were admitted to
the Child and Adolescent Psychiatry Outpatient Clinic of Ankara
Bilkent City Hospital between August 2024 and September
2024. Children and adolescents with anxiety disorder, mood
disorders, autism spectrum disorder, and intellectual disability
were excluded. Participants were evaluated with the Conners
Parent Rating Scale-Revised Short, Revised Child Anxiety and
Depression Scale—Child Version, and Sleep Disturbances Scale
for Children. SPSS 25.0 was used for the analysis. p<.05 was
considered significant.

Results: In our study, 73.9% (n=34) of the participants were
male and 26.1% (n=12) were female. No significant difference
was found between genders in terms of ADHD severity, anxiety,
depression and sleep problems. According to the Spearman
correlation analysis, ADHD severity was found to have a
weak positive correlation with anxiety (r=0.385, p=0.008)
and depression (r=0.319, p=0.031) and a moderate positive
correlation with sleep problems (r=0.431, p=0.005). No
statistically significant correlation was found between anxiety
and depression scores and sleep problems.

Discussion: In our study, ADHD severity was found to be
associated with sleep problems rather than subthreshold
anxiety and depressive symptoms. Our study emphasises the
importance of ADHD treatment and symptom severity in the

process of addressing sleep problems, which are closely related
to patients’ well-being and general functionality.
Keywords: Anxiety, Attention deficit hyperactivity disorder,
Child Psychiatry, Depression, Sleep problems
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Amag: Dikkat eksikligi ve hiperaktivite bozuklugu (DEHB) olan
¢ocuk ve ergenlerde uyku sorunlari yaygin olarak gozlenmektedir.
Birgok psikiyatrik bozuklukla da iligkili olan uyku sorunlarinin
nedenlerinin arastirimasi ve bu nedenlerin tedavide ele alinmasi
blyUk 6nem tagimaktadir. Bu calismada DEHB tanisi olan gcocuk
ve ergenlerde DEHB siddeti, anksiyete ve depresif belirtilerin
uyku sorunlari ile iliskisinin arastirimasi amaclanmistir.

Gerecg ve Yontemler: Calismamiza Agustos 2024-Eylul 2024
tarihleri arasinda Ankara Bilkent Sehir Hastanesi Cocuk ve Ergen
Ruh Saghgi poliklinigine basvuran DEHB tanisi olan 8-15 yas
arasl 46 gocuk ve ergen dahil edilmistir. Anksiyete bozuklugu,
duygudurum bozukluklar, otizm spektrum bozuklugu ve
entelektlel yetersizlik tanilar olan ¢ocuk ve ergenler calismaya
alinmamistir.  Katiimcilar  Conners  Anababa Dereceleme
Olcegi-Yenilenmis Kisa (CADO-YK), Cocuklarda Anksiyete ve
Depresyon Olgedi Yenilenmis-Cocuk Formu ve Cocuklar igin
Uyku Bozukluklan Olcegi ile degerlendirilmistir. Analiz icin SPSS
25.0 kullaniimistir. p<.05 anlamli kabul edilmistir.

Bulgular: Calismamiza alinan katlimcilarin %73.9'u  (n=34)
erkek, %26.1’i (n=12) kizdrr. Cinsiyetler arasinda DEHB siddeti,
anksiyete, depresyon ve uyku sorunlari arasinda anlamii farklilik
saptanmamigtir. Yapilan Spearman korelasyon analizine gore
DEHB siddetinin anksiyete (r=0.385, p=0.008) ve depresyon
(r=0.319, p=0.031) ile pozitif ydnde zayif dlizeyde; uyku sorunlari
(r=0.431, p=0.005) ile pozitif ydnde orta dizeyde istatistiksel
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olarak anlamli korelasyon gdsterdigi bulunmustur. Anksiyete ve
depresyon skorlari ile uyku sorunlar arasinda istatistiksel olarak
anlaml korelasyon saptanmamigtir.

Tartisma: Calismamizda esik alti anksiyete ve depresif
belirtilerden ziyade DEHB siddetinin uyku sorunlart ile iligkili oldugu
saptanmistir. Galismamiz, hastalarin iyilik hali ve genel islevselligi
ile yakindan iligkili olan uyku sorunlarinin ele alinmasi surecinde
DEHB tedavisinin ve belirti siddetinin dnemini vurgulamaktadir.

Anahtar Soézciikler: Anksiyete, Cocuk psikiyatri, Depresyon,
Dikkat eksikligi hiperaktivite bozuklugu, Uyku sorunlari
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A Rare Subgroup of Juvenile Idiopathic Arthritis: Juvenile Psoriatic

Arthritis

Juvenil idiopatik Artritin Nadir Bir Alt Grubu: Juvenil Psériyatik Artrit

Yasemin UGUR ES, Zahide EKICI TEKIN

Department of Pediatric Rheumatology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Juvenile idiopathic arthritis (JIA) is a chronic
childhood rheumatic disease diagnosed after exclusion of
infectious, metabolic and malignant causes in the presence of
arthritis lasting more than 6 weeks in patients younger than 16
years. Juvenile psoriatic arthritis (JPsA) is one of the 7 subtypes
according to the International League of Associations for
Rheumatology (ILAR) classification system developed for JIA.
The aim of this study was to analyze the demographic, clinical,
laboratory and treatment data of patients with JPsA.

Materials and Methods: The files of the patients who
were followed up with the diagnosis of JPsA in the Pediatric
Rheumatology Clinic between July 2014 and June 2024 were
retrospectively analyzed. Demographic and clinical data,
laboratory findings and treatments were recorded.

Results: Fifteen patients with JPsA were included in the study.
Ten (66.7%) of the patients were male and the median age at
diagnosis was 16.5 (15.9-17.5) years. The knee was the most
frequently affected joint, with 10 (66.7%) patients exhibiting
involvement. Polyarticular involvement was the most common
pattern, observed in 60% of the patients. Psoriatic rash was
present in 13 (86.7%) patients and 6 (40%) had a family history
of psoriasis. Dactylitis was present in 4 (26.7%), tarsitis in 4
(26.7%), pitting nails in 11 (73.3%), and morning stiffness in
7 (46.7%) patients. Methotrexate was the most commonly
used treatment, administered to 14 (93.3%) patients. Biologic
disease- modifying drugs (oDMARDs) were given to 6 (40%)
patients.

Discussion: Although juvenile psoriatic arthritis constitutes a
small proportion of JIA patients, it is important to question the
history of psoriasis in patients’ personal and family history and to
evaluate psoriatic rash and nail changes on physical examination
in terms of diagnosis and treatment. This subgroup of JIA has
been found to be less responsive to conventional DMARDSs,
often requiring the use of biologic agents.

Keywords: DMARD, Juvenile Psoriatic Arthritis, Psoriasis
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Amag: Juvenil idiyopatik artrit (JIA), 16 yasindan kuiglk
hastalarda 6 haftadan uzun sutren artrit varliginda, enfeksiyoz,
metabolik ve malign nedenler dislandiktan sonra konulan kronik
bir cocukluk ¢cagi romatizmal hastaligidir. Juvenil psoriyatik artrit
(UPsA), JIA icin gelistirilmis International League of Associations
for Rheumatology (ILAR) siniflandirma sistemine gére 7 alt tipten
bir tanesidir. Bu calismanin amaci JPsA tanisiyla takip edilen
hastalarin  demografik, klinik, laboratuvar ve tedavi verilerini
incelemektir.

Gere¢ ve Yontemler: Temmuz 2014-Haziran 2024 tarihleri
arasinda Cocuk Romatolojisi Klinigi'nde JPsA tanisi ile takip
edilen hastalarin dosyalari geriye dénuk incelendi. Hastalarin
demografik ile klinik verileri, laboratuvar bulgular ve tedavileri
kaydedildi.

Bulgular: JPsA tanili 15 hasta galismaya dahil edildi. Hastalarin
10'u (%66.7) erkek ve medyan tani yasi 16.5 (15.9-17.5) yild..
En sk tutulan eklem, hastalarin 10 (%66.7)'sinde gdrilen diz
eklemiydi. En sik poliartrikUler tutulum gérildi (%60). Hastalarin
13 (%86.7)'sinde psdriyatik doékuntl vardi ve 6 (%40)'Inda
ailede psoriazis 6yklslU mevcuttu. Hastalarin 4 (%26.7)’sinde
daktilit, 4 (%26.7’sinde) tarsit, 11 (%73.3)'Unde tirnaklarda
pitting, 7 (%46.7)'sinde sabah tutuklugu mevcuttu. En sk
kullanilan tedavi hastalarin 14 (%93.3)’Une verilen metotreksatti.
Hastalarin 6 (%40)'ina biyolojik hastallk modifiye edici ilaglar
(bDMARD) verilmisti.

Tartisma: Juvenil psoriyatik artrit, JIA hastalannin az bir kismini
olustursa da hastalarin 6zgegmisinde ve soy gecmisinde psoriazis
OykUsUnun sorgulanmasi ve fizik muayenede psoriyatik dokuntt
ve tirnak degisikliklerinin degerlendirilmesi tani ve tedavi agisindan
6nemlidir. JIA'nin bu alt grubunun konvansiyonel DMARD’lara
daha direngli oldugu ve JPsA hastalarinin tedavisinde, biyolojik
gjanlara daha sik ihtiya¢ duyuldugu gérdlmastar.

Anahtar So6zciikler: DMARD, Juvenil Psoriyatik Artrit, Psoriazis
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Clinical Features, Laboratory Findings, Treatment Options and
Outcomes of Visceral Leishmaniasis in Children

Cocuklarda Visseral Leishmaniasis Klinik Ozellikleri, Laboratuvar Bulgulari,

Tedavi Secenekleri ve Sonuclari

Ummiihan CAY, Asena UNAL, Nisanur TAPAC, Ozlem OZGUR GUNDESLIOGLU, Derya ALABAZ

Department of Pediatrics, Cukurova University Faculty of Medicine, Adana, Turkiye

ABSTRACT

Objective: Kala-azar, also known as visceral leishmaniasis
(VL), is a parasitic disease caused by various Leishmania
species. Delay in diagnosis and treatment increases the risk
of morbidity and mortality. Early VL diagnosis, rapid and
appropriate treatment are of critical importance in endemic
regions, including our country. This study aimed to increase
awareness in our country by interpreting the clinical features,
laboratory findigs and treatment results of children diagnosed
with VL.

Materials and Methods: In this single-center, retrospective,
observational study, patients who were followed up with VL
diagnosis in the Pediatric Infection Clinic of Cukurova University
Medical Faculty Hospital were evaluated. Patients under the
age of 18 who were followed up between March 2007 and
June 2024 were included in the study.

Results: In our study, 48 patients diagnosed with VL in a 17-
year period were examined. Thirty-two (66.7%) patients were
male. Twenty (41.7%) patients lived in Adana, 12 (25%) in
Hatay, and 2 (4.2%) in Osmaniye. Fourteen (29.1%) patients
were Syrian.The median time from the onset of complaints to
the time of diagnosis was 30 days (3-240 days). The presenting
symptoms were fever in 91.1%, fatigue in 72.9%, and
abdominal distension in 20.8%. Splenomegaly was detected
in 91.6% of the patients (massive splenomegaly in 10 patients).
The most common laboratory abnormalities were anemia in
93.8%, thrombocytopenia in 87.5%, and hypoalbuminemia in
50%. Diagnosis was made by the observation of amastigotes in
bone marrow aspirate smear in 95.8% (46/48) of the patients.
Diagnosis was made by rk39 dipstick test and PCR positivity
in two patients. Liposomal Amphotericin B (60.4%), Meglumine
antimonate (22.9%) and Sodium Stibogluconate (14.6%) were
used in the treatment of patients. The mean hospital stay was
23.77+16.8 days. No patient died. Recurrence developed in
three patients.

Discussion: Visceral Leishmaniasis is endemic in Turkey and
should be considered especially in pediatric patients in the
presence of fever of unknown cause, weight loss, fatigue,
splenomegaly, anemia, thrombocytopenia. Molecular and
serological tests are helpful in diagnosis, and diagnosis can
be made by careful examination of bone marrow smears.
Today, it can be treated easily and effectively with Liposomal
Amphotericin B.

Keywords: Child, Kala-Azar, Visceral leishmaniasis
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Amag: Visseral leishmaniasis (VL) olarak da bilinen Kala-azar,
cesitli Leishmania turlerinin neden oldugu paraziter bir hastaliktir.
Tani ve tedavinin gecikmesi morbidite ve mortalite riskini
artirmaktadir. Ulkemizinde icinde bulundugu endemik bélgelerde
erken VL tanisi, hizli ve uygun tedavi kritik éneme sahiptir. Bu
galismada VL tanisi alan gocuklarin klinik 6zellikleri, laboratuar
bulgulant ve tedavi sonuclannin yorumlanarak Ulkemizde
farkindaligin artinimasi amagclanmistir.

Gerecg ve Yontemler: Bu tek merkezli, retrospektif, gézlemsel
calismada, Cukurova Universitesi Tip Faklltesi Hastanesi
Cocuk Enfeksiyon Kiiniginde, VL tanisiyla izlenen hastalar
degerlendirildi. Mart 2007 - Haziran 2024 tarihleri arasinda takip
edilen ve 18 yas altindaki hastalar ¢aligmaya dahil edildi.

Bulgular: Calismamizda 17 yillik stirecte VL tanisi alan 48 hasta
incelendi. Hastalarin 32'si (%66.7) erkekti. Hastalarin 20°si (%41.7)
Adana, 12'si (%25) Hatay, 2'si (%4.2) Osmaniye yasiyordu.
Hastalann 14’0 (%29.1) Suriyeliydi. Sikayetlerin baslamasi ile tani
anindaki stire medyan 30 (3-240 gun) gindu. Bagvuru semptomiar
sirasi ile ates (%91.1), halsizlik (%72.9), karin sislidi (%20.8)'di.
Hastalarin 44’Unde (%91.6) splenomegali (masif splenomegali
10 hastada) saptandi. En yaygin laboratuvar anormallikler %93.8
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oraninda anemi, %87.5 oraninda trombositopeni, %50 oraninda
hipoalbuminemiydi. Hastalarin %95.8’inin (46/48) kemik iligi
aspirat yaymasinda amastigotlarin gériilmesi ile tani konuldu. iki
hasta rk39 dipstick test ve PCR pozitifligi ile tani aldi. Hastalarin
tedavisinde Lipozomal Amfoterisin B (%60.4), meglumin
antimonat (%22.9) ve Sodyum Stiboglukonat (%14.6) kullanildi.
Ortalama hastanede kalis siresi 23.77+16.8 giindil. Olen hasta
olmadi. Ug hastada rekurrens gelisti.

Tartisma: Visseral leishmaniasis TUrkiyede endemik olup,
nedeni bilinmeyen ates, kilo kaybi halsizlik, splenomegali,
anemi ve trombositopeni varliginda 6zellikle cocuk hastalarda
dUstnulmelidir. Molekuler ve serolojik testler tanida yardimci
olmakla birlikte kemik iligi yaymalarinin dikkatli incelenmesi
sonucu tani  konulabilmektedir. GUnimUzde Lipozomal
Amfoterisin B ile kolay ve etkin tedavi edilebilmektedir.

Anahtar Sézciikler: Cocuk, Kala-Azar, Visseral leishmaniasis
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The Care of Late Preterm Infants in NICU: Factors Associated with

Morbidity and Mortality

Geg Preterm Yenidoganlarda Yogun Bakim izlemi: Morbidite ve Mortaliteyi

Etkileyen Faktorler

Safa Meric ALDAG', Bekir Furkan YALCIN?, Evrim ALYAMAC DiZDAR?, Fatma Nur SARI?

"Department of Pediatrics, inonu University Turgut Ozal Medical Centre, Malatya, Tirkiye

2Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye
3Department of Neonatology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Prematurity is shown to be the leading cause of
death in children under the age of five, with approximately
one million deaths annually in the world and being one of the
most important causes of neonatal morbidity and mortality.
The objective of this study was to ascertain the prevalence and
types of complications necessitating neonatal intensive care
unit (NICU) admission in late preterm births, and to elucidate
the associated risks of morbidity and mortality.

Materials and Methods: Late preterm newborns which were
monitored in the neonatal intensive care unit of Ankara Bilkent
City Hospital between January 2021 and January 2022 were
included in this study. The gestational age, birth weight, mode
of delivery, sex, APGAR score, antenatal steroid treatment,
presence of multiple pregnancies, need for resuscitation in
the delivery room, maternal age, gestational age, birth weight,
parity, maternal risk factors, causes of morbidity, duration of
hospitalization, treatment and mortality data were evaluated
retrospectively.

Results: A total of 442 late preterm newborns were evaluated
in the study. The average gestational age and birth weight
of late preterm newborns were 35.1+0.8 weeks and 2496+
500 (min-max: 1020-3910) grams, respectively. One hundred
seventy-seven of them were female and 265 were male. The
proportion of births that were caesarean section (C/S) was
81.9%, while the proportion of births that were normal vaginal
delivery (NVD) was 18.1%. In the study participants, 47.8%
exhibited at least one antenatal risk factor. Premature rupture
of membranes (PROM) was the most common antenatal risk
factor (13.1%). Respiratory morbidities were the most common
morbidity (83.5%) and TTN was the most common respiratory
morbidity in all weeks of pregnancy. The median hospitalization
duration was 9 (min-max: 1-134) days. The majority of infants

(76%) were discharged from the neonatal intensive care unit
(NICU) before day 14. However, 24% of the infants spent 14
days or more in the NICU. Phototherapy was required for
jaundice in 73.5% of the babies. Birth at 34 weeks of gestation
(p=0.004), small for gestational age (p=0.014), congenital
heart disease (p<0.001), late-onset neonatal sepsis (p<0.001),
feeding intolerance (p<0.001) and need for intubation (p=0.016)
were found to be independent risk factors for prolonged
hospitalization. The mortality rate was found to be 5.4% in all
patients, and the need for resuscitation in the delivery room
(p<0.001), congenital heart disease (p=0.021) and late-onset
neonatal sepsis (p<0.001) were found to be independent risk
factors for mortality.

Discussion: There is a risk of morbidity and mortality in late
preterm babies at varying rates depending on the weeks of
gestation. It is thought that the frequency of morbidity and
mortality can be reduced by identifying antenatal risk factors that
cause late preterm birth and optimal intensive care support.

Keywords: Late preterm, Morbidity, Mortality, Newborn
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Amac: Prematurite, neonatal morbidite ve mortalitenin dnemli
sebeplerinden biri olmasinin yaninda dunyada yilda yaklasik
bir milyon 6lim ile bes yas alt ¢ocuk olimlerinin baglica
nedeni olarak gosterimektedir. Calismamizda, ge¢ preterm
yenidoganlarin - yenidogan yogdun bakim Unitesine yatisini
gerektirecek sorunlarini ve bu sorunlarin sikligini belilemek,
morbidite ve mortalite riskini ortaya koymak amaglanmistir.

Gere¢ ve Yontemler: Ankara Bikent Sehir Hastanesi
yenidogan yogun bakim Unitesinde, Ocak 2021 ile Ocak
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2022 tarihleri arasinda izlenen geg¢ preterm yenidoganlarin
gebelik haftasi, dogum agirigi, dogum sekli, cinsiyeti, APGAR
skoru, antenatal steroid tedavisi, gogul gebelik varligi, dogum
salonunda canlandirma ihtiyaci, anne yasl, parite, maternal risk
faktorleri, morbidite nedenleri, yatis streleri, tedavi ve mortalite
verileri retrospektif olarak degerlendirildi.

Bulgular: Calismada degerlendirilen 442 ge¢ preterm
yenidoganin ortalama gebelik haftasi ve dogum agirligi sirasiyla
35.1+0.8 hafta ve 2496+500 (min-maks: 1020-3910) gramdi.
Bebeklerin 177’si kiz, 265'i erkekti. Dogumlarin %81.9'u C/S,
%18.1’i NVY ile gerceklesmisti. Bebeklerin %47.8’'inde en
az bir antenatal risk faktor( vardi. Erken membran rUptGri
%13.1’lik oranla yogun bakim Unitesinde izlenen ge¢ preterm
bebeklerde saptanan en sk antenatal risk faktoérlydd. En
sk solunumsal morbiditeler (%83.5) mevcuttu. Yenidoganin
gecici takipnesi tUm gebelik haftalarindaki en sik respiratuar
morbiditeydi. Ortanca yatis slUresi 9 (min-maks: 1-134) gin
olarak saptandi. Bebeklerin %76’si 14. ginden 6nce taburcu
olurken, %24 bebegin YDYBU vyatis siresi 14 gin veya
Uzerindeydi. Bebeklerin %73.5’inde fototerapi gerektiren sarilik
mevcuttu. Yasina gdre kicUk bebek olmak (p=0.014), 34.
gebelik haftasinda dogum (p=0.004), konjenital kalp hastalig
(p<0.001), gec neonatal sepsis (p<0.001), beslenme intoleransi
(p<0.001) ve entlibasyon ihtiyaci (p=0.016) uzamis yatis icin
bagimsiz risk faktorleri olarak bulundu. Mortalite tim hastalarda
%5.4 olarak saptanmis olup dogum salonunda canlandirma
ihtiyaci (p<0.001), konjenital kalp hastalig (p=0.021) ve gec¢
neonatal sepsis (p<0.001) mortalite agisindan bagimsiz risk
faktorleri olarak saptandi.

Tartisma: Gec preterm bebeklerde gebelik haftalarna
gbre degisen oranlarda morbidite ve mortalite riski oldugu
gorllmektedir. Geg preterm doguma sebep olan antenatal risk
faktorlerinin belirlenmesi ve optimal yogun bakim destegi ile
morbidite ve mortalite sikliginin azaltilabilecedi distntimektedir.

Anahtar Soézciikler: Ge¢ Preterm, Morbidite, Mortalite,
Yenidogan
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The Impact of Smoking and Exposure on the Frequency/Severity of
Migraine-Type Headaches in Children

Cocuklarda Migren Tip Bas Agrilarinda Sigara Kullanim ve Maruziyetinin Atak

Sikligina/Siddetine Etkisi

Litfiye CILKOL BAYRAM', Demet TAS?, Nesrin CEYLAN', Aysegul Nese CITAK KURT!

'Department of Pediatric Neurology, Ankara Bilkent City Hospital, Ankara, TUrkiye
°Department of Adolescent Medicine, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Migraine is the most common primary headache
in children. Migraine headaches can be exacerbated by
various factors such as fatigue, hunger, insomnia, stress,
mood changes, alcohol, odors, environmental changes, and
excessive sun exposure. The adverse effects of tobacco use
and exposure on many diseases, primarily respiratory diseases,
are well-known. Tobacco use also increases the frequency and
severity of migraine-type headaches. The nicotine and/or other
toxic substances found in tobacco products can directly affect
the hypothalamus, potentially increasing attack frequency. The
aim of this study was to determine the relationship between
tobacco use and exposure and the frequency and severity of
headache attacks in children with migraine-type headaches
followed in a pediatric neurology clinic.

Materials and Methods: In our clinic, we evaluated 45
migraine patients who smoke and 45 who do not, matched
for age and gender, to determine smoking habits, smoking
exposure, attack frequency, pain intensity using VAS (Visual
Analog Scale) scores, and the extent to which headaches affect
daily life using PEDMIDAS criteria.

Results: Among smoking migraine patients, attack frequency,
pain intensity (VAS), and PEDMIDAS criteria scores were found
to be higher compared to non-smokers. Additionally, it was
observed that children with prenatal smoking exposure had
earlier onset of migraine attacks. However, no relationship was
found between smoking exposure and attack frequency.

Discussion: Migraine is a chronic condition that adversely
affects the quality of life. Smoking cessation should be included in
lifestyle modifications recommended for migraine management.

Keywords: Attack frequency, Attack severity, Headache,

Migraine, Smoking
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Amac: Cocuklarda migren en sik gérulen primer bas agrnsidr.
Migren bas agrilan yorgunluk, aclik, uykusuzluk, stres, duygu
durum degisiklikleri, alkol, kokular, cevre degisikligi ve glnese
fazla maruz kalma gibi pek cok faktdrle artis gdsterir. TUtUn
UrGnleri kullanimi ve  maruziyetinin, basta solunum yollari
hastaliklan olmak Uzere pek gok hastalik Uzerine olumsuz etkisi
bilinmektedir. TGtdn drdnleri kullanimi migren tip bas agrilarinin
da siklik ve siddetini arttirmaktadir. TUtdn UrUnlerinde bulunan
nikotin ve /veya diger toksik maddeler direk hipotalamus Uzerinde
etki gostererek atak sikliginda artisa neden olabilmektedir. Bu
calismanin amaci; ¢ocuk noroloji kliniginde takip edilen migren
tip bas agrisi olan gocuklarin ttttn Grtinleri kullanim ve maruziyeti
ile bas agrisi atak siddet ve sikliginin belirlenmesidir.

Gerec ve Yontemler: Kiinigimizde takip edilen yas ve
cinsiyet acisindan istatiksel anlamli farkliigi olmayan (n=45)
sigara kullanan ve kullanmayan (n=45) migrenli hastada sigara
kullanimi, sigara maruziyeti, atak siklidi, agn siddetini gosteren
VAS (vizUel analog skala) skorlar, bas agrisinin glnlik hayatini
ne Olclde etkiledigini belirlemek icin PEDMIDAS  kriterleri
degerlendirildi.

Bulgular: Sigara icen migrenli hastalarda icmeyenlere gore atak
sikigi, agr yogunlugu VAS, PEDMIDAS kriterleri daha yUksek
saptandi. Ayrica prenatal sigara maruziyeti olan ¢ocuklarda
migren ataklarinin daha erken yasta basladigi gorildi. Sigara
maruziyetinin atak siklig ile iliskisi gortlmedi.

Tartisma: Migren yasam kalitesini olumsuz etkileyen kronik bir
hastaliktir. Migren icin dnerilen yasam tarzi degisikliklerinde sigara
kullaniminin birakilmasi da yer almalidir.

Anahtar Soézciikler: Atak sikiidi, Atak siddeti, Bas Agrsi,
Migren, Sigara
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Evaluation of Neutrophil-to-Lymphocyte Ratio, Platelet-to-Lymphocyte
Ratio and Eosinophil-to-Lymphocyte Ratio in Patients with Childhood
Atopic Dermatitis in Relation to Disease Severity and Treatment

Response

Cocukluk Caginda Atopik Dermatit Tanisi ile Takip Edilen Hastalarda No6trofil-
Lenfosit Orani, Platelet-Lenfosit Oranl ve Eozinofil-Lenfosit Oraninin Hastalik
Siddeti ve Tedavi Yaniti Arasindaki lliskinin Degerlendiriimesi

Pinar YILMAZ', Zeynep SENGUL EMEKSIZ2, Ahmet SELMANOGLU?, Miige TOYRAN?, Emine DIBEK MISIRLIOGLU?

'Department of Pediatrics, Aksaray Training and Research Hospital, Aksaray, Turkiye
2Department of Pediatric Immunology and Allergy, Ankara Bilkent City Hospital, Ankara, Turkiye

3Department of Pediatrics, Bayindir Sogutozu Hospital, Ankara, Turkiye

ABSTRACT

Objective: Atopic dermatitis (AD) is a common chronic,
inflammatory skin disease in children characterized by pruritus
and intermittent recurrent attacks. The pathophysiology has
not been fully elucidated, but various studies suggest that
dysfunction of the immune system, genetic factors and skin
barrier disorders may play a role in the etiology. Since there
is no common diagnostic criteria accepted by everyone, the
diagnosis is made clinically based on history, skin lesions with
typical morphologic distribution and accompanying findings.
AD may limit the patient’s dalily life and negatively affect quality
of life, psychosocial and personal development. In our study,
we aimed to evaluate the relationship between disease severity
(Eczema Area and Severity Index (EASI) and Neutrophil-
Lymphocyte ratio (NLR), Platelet-Lymphocyte ratio (PLR) and
Eosinophil-Lymphocyte ratio (ELR) and to determine the effect
of these inflammatory markers on prognosis and prediction of
treatment response in patients with AD

Materials and Methods: Patients who were diagnosed
with AD according to the diagnostic criteria and volunteered
to participate in the study were included. Socio-demographic
characteristics, clinical features and laboratory data of all
patients included in the study were recorded. In addition, quality
of life scores (IDLQOQI), disease severity score (EASI score) at
diagnosis and after treatment were calculated.

Results: The study included 70 patients who were admitted
to our clinic within a period of 6 months from the date of
ethics committee approval and who met the diagnostic

criteria for AD and had no additional chronic disease. Of the
patients, 41(58.6%) were boys. The mean age of the patients
were calculated as 9.4+14.4 months. AUC=0.648 (p=0.041)
was found in the evaluation of the success of NLO value in
separating the groups who achieved a 50% decrease in EASI
score and those who did not. The best cut-off point for NLO
was found to be 0.3 and the confidence interval (0.5-0.7) for
separating the groups that achieved a 50% decrease in EASI
score from those that did not. The mean EASI score calculated
at diagnosis was 7.0+5.6 and 4.0+4.1 after one month of
treatment. Thirty-two patients had a 50% significant decrease
in EASI score. In the logistic regression model applied to reveal
the potential risk factors associated with moderate to severe
EASI score at the time of diagnosis, gender, maternal smoking,
maternal history of thyroid disease, family history of allergic
disease, mode of delivery and time of birth were analyzed in
the univariate logistic regression model and were not found to
be significant risk factors. When the effect of severity of AD at
the time of diagnosis on quality of life was evaluated, it was
found that patients whose quality of life was moderately or
severely affected had higher diagnostic EASI scores compared
to patients whose quality of life was not affected or slightly
affected, and this difference was statistically significant (p<
0.001).

Discussion: In conclusion, NLO can predict the prognosis of
the disease and indicate the treatment response as a rapid,
reliable, practical and publicly available marker for monitoring the
disease and more effective regulation of treatment.

Keywords: Atopic dermatittis, EASI, NLO, Quality Of Life

0000-0002-6748-7330 : SELMANOGLU A
0000-0002-2490-0551 : TOYRAN M

0009-0007-7610-1106 : YILMAZ P
0000-0001-7648-0352 : SENGUL EMEKSIZ Z

0000-0002-3241-2005 : DIBEK MISIRLIOGLU E




0z

Amagc: Atopik dermatit (AD) c¢ocuklarda sk  gdrilen
kronik, inflamatuar, kasinti ve aralikli tekrarlayan ataklarla
seyreden bir deri hastaligidir. AD’in patofizyolojisi tam olarak
aydinlatilamamigtir ancak cesitli ¢alismalar immuUn  sistemin
fonksiyon bozukluklar, genetik faktérler ve cilt bariyerindeki
bozukluklarin etiyolojide rol oynayabilecegine isaret etmektedir.
AD tanisinda herkes tarafindan kabul goren ortak bir tani kriteri
bulunmamasi nedeni ile dykU, tipik morfolojik dagiim gdsteren
deri lezyonlan ve eglik eden bulgulara dayanilarak tani klinik
olarak konulur. AD hastanin gtnlik yasamini sinirlayabilir, yasam
kalitesini, psikososyal ve kisisel gelisimini olumsuz etkileyebilir.
Calismamizda; hastallk siddeti ( Eczema Area and Severity
Index (EASI)) ile Notrofil-Lenfosit orani (NLO), Platelet-Lenfosit
orani (PLO) ve Eosinofil-Lenfosit orani (ELO) arasindaki iligkiyi
degerlendirmeyi ve bu inflamatuvar belirteclerin prognoz ve
tedavi yanitinin 6ngorilmesi Uzerine olan etkisini belirlemeyi
amagladik.

Gere¢ ve Yontemler: Arastrmamiz, Ankara Bilkent Sehir
Hastanesi, Cocuk Hastanesi, Cocuk Alerji ve immunoloji
kliniginde yurGtaimasttr. Calismaya; 1 ay-18 yas arasinda,
tani kriterlerine uygun olarak AD tanisi konulmus ve calismaya
katimaya gonulli hastalar dahil edilmistir. Dahil edilen tim
hastalarin  sosyo-demografik 6zellikleri, klinik 6zellikleri ve
laboratuvar verileri kaydedildi. Ayrica hastalarin yasam kalitesi
skorlari, tani ani ve tedavi sonrasi hastalik siddet skoru (EASI)
hesaplandi.

Bulgular: Calismaya etik kurul onayl alinan tarihten itibaren
alti ay igerisindeki dénem araliginda basvuran ve belirlenen
atopik dermatit tani kriterlerini karsilayan ve ek kronik hastalig
olmayan, 70 hasta dahil edildi. Calismaya dahil edilen hastalarin
41 (%58.6)'i erkekti. Hastalarin yas ortalamasi 9.4+14.4 ay
olarak hesaplandi. NLO degerinin EASI skorunda %50 disUs
saglayanlar ile saglamayan gruplar ayirmadaki basarisini
degerlendirmede AUC=0.648 (p=0.041) olarak bulundu.
EASI skorunda %50 dusts saglayan ile saglamayan gruplari
ayirmada NLO icin en iyi kesim noktasi 0.32, gliven araligi (0.51-
0.78) olarak saptandi. Tani sirasinda hesaplanan EASI skoru
ortalama 7.0+5.6, bir aylk tedavi sonrasi EASI skoru 4.0+4.1
olarak hesaplandi. Toplam 32 hastanin EASI skorunda %50
anlamli azalma saptandi. Tani aninda EASI skorunun orta-agir
olmasi ile iliskili potansiyel risk faktorlerini ortaya ¢ikarmak icin
uygulanan lojistik regresyon modelinde; cinsiyet, annede sigara
kullanimi, annede tiroid hastallk 6ykUsU, ailede alerjik hastalik
OykusU, dogum sekli ve dogum zamani tek degiskenli lojistik
regresyon modelinde analiz edildi, anlamli risk faktorl olarak
saptanmadi. Tani aninda AD siddetinin yasam kalitesi Uzerine
etkisi degerlendirildiginde; yasam kalitesi orta ve Ustinde
etkilenen hastalar hi¢ etkilenmemis ya da az etkilenmis hastalar
ile karsilastirldiginda; tani EASI skorlarinin daha yUksek oldugu
ve bu farkin istatistiksel olarak anlamli oldugu saptandi (p<
0.001).

Childhood atopic dermatitis 125

Tartisma: NLO hastalgin izlemi ve tedavinin daha etkin
duzenlenebilmesi igin hizli, glvenilir, pratik ve herkes tarafindan
uygulanabilen bir belirte¢ olarak hastaligin prognozunu éngorebilir
ve tedavi yanitini gosterilebilir.

Anahtar Soézciikler: Atopik dermatit, EASI, NLO, Yasam
Kalitesi
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Evaluation of Thromboembolic Complications in Childhood Nephrotic

Syndrome

Cocukluk Cagi Nefrotik Sendromda Tromboembolik Komplikasyonlarin

Degerlendirilmesi
Evra CELIKKAYA, Tilin GUNGOR

Department of Pediatric Nephrology, Ankara Etlik City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Thrombosis is a rare event in children and
the incidence of systemic venous thrombosis has been
reported as 7 per 1.000.000. Arterial thrombus is even rarer.
Nephrotic syndrome is a disease characterized by proteinuria,
hypoalbuminemia, edema and hyperlipidemia. Massive
proteinuria and severe hypoalbuminemia are factors that
increase the risk of thrombosis. Among the disorders observed
in the coagulation cascade; urinary loss of antithrombin I
(AT 1ll), one of the antithrombotic proteins, and increased
hypercoagulability due to platelet reactivation have been
shown. The risk of thromboembolism in children with nephrotic
syndrome has been reported as approximately 4%. Deep vein
thrombosis was seen in 1.5% of patients, serious pulmonary
embolism in 0.5% and renal vein thrombosis to a lesser extent.
In this study, the clinical and laboratory findings of nephrotic
syndrome cases with thromboembolic complications who
were followed up in our center between 2010 and 2024 were
evaluated.

Materials and Methods: Seventeen patients diagnosed with
childhood nephrotic syndrome who developed thromboembolic
complications and were followed up for at least 6 months were
included in this study.

Results: Thromboembolic complications identified in 17
(3,8%) (~23.5% frequently relapsing (FR)/steroid dependent
(SD) NS) of 441 patients with childhood nephrotic syndrome
Thromboembolic complications developed in 11 (64.7%)
patients during hospitalization. Seven (41.1%) patients were
not receiving any immunosuppressive treatment at the time
of thrombosis. Among the 17 patients with thrombosis, seven
(41.1%) had deep vein thrombosis (DVT) of the femoral, popliteal,
and cephalic veins of the lower extremities; five (29.4%) had
catheter-related thrombosis in the jugular or subclavian vein;

two (11.8%) had renal vein thrombosis; one (5.9%) had sagittal
sinus thrombosis and associated cerebral infarct; and one
(56.9%) had intracardiac (in both the right ventricle and right
atrium) thrombosis, one (5.9%) had intracardiac (in both the
right ventricle and right atrium) thrombosis and pulmoner
emboli. Diagnosis of NS and thrombosis occurred at the same
time in two (11.8%) patient. Thrombosis occurred during the
first year following diagnosis of NS in ten (58.8%) of the patients
and >1 year after diagnosis in seven (41.1%). Thrombosis was
observed in more than one region in 23.5% of patients with
thrombosis. At the time of trombosis the mean eGFR was
80.96+41.32 mL/min/1.73 m?, the mean albumin level was
2.11+0.92 mg/dL and the mean proteinuria level was 250.01
+185.56 mg/m#h.

Discussion: Thromboembolic complications in nephrotic
syndrome are rare but life-threatening. With early diagnosis and
treatment, most patients recover without sequelae.

Keywords: Childhood, Nephrotic syndrome, Thromboembolic
complications
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Amac: Tromboz ¢ocuklarda nadir gortlen bir olaydir ve sistemik
vendz tromboz insidansi 1.000.000’da 7 olarak bildirilmigtir.
Arteriyel trombUs ise daha nadirdir. Nefrotik sendrom proteindri,
hipoalbdminemi, 6dem ve hiperlipidemi ile karakterize
bir hastalkti. Masif proteiniri ve siddetli hipoalbUminemi
tromboz riskini artiran faktérlerdir. Koagulasyon kaskatinda
gorllen bozukluklar arasinda; antitrombotik proteinlerden
olan antitrombin III'Gn (AT ll) Griner kaybi ve trombosit
reaktivasyonuna bagl hiperkoagulabilitede artis gosterilmistir.
Nefrotik sendromlu gocuklarda tromboemboli riski yaklasik %4
olarak bildiriimistir. Hastalarin %1.5’inde derin ven trombozu,
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%0.5’inde ciddi pulmoner emboli ve daha az oranda da renal
ven trombozu gértimustir. Bu ¢alismada, merkezimizde 2010-
2024 ddneminde takip edilen, tromboembolik komplikasyon
gelisen nefrotik sendrom olgularinin klinik ve laboratuar bulgulari
degerlendirilmigtir.

Gerec ve Yontemler: Calismaya tromboembolik komplikasyon
gelisen nefrotik sendrom tanill ve en az 6 ay izlenen 17 olgu
dahil edildi.

Bulgular: Cocukluk caginda baglayan NS’li 441 ¢ocugun
17’sinde (%3.8) (~ %23.5'i sk tekrarlayan/steroid bagmii NS)
tromboembolik komplikasyon saptandi. Hastalarin 11’inde
(%64.7) tromboembolik komplikasyonlar hastane yatisi
sirasinda gelisti. Tromboembolik komplikasyon esnasinda 7
(%41.1) hasta herhangi bir immunsupresif tedavi almamaktaydi.
Tromboz saptanan 17 hasta arasinda yedi (%41.1) hastada
femoral, popliteal ve sefalik venlerde derin ven trombozu (DVT);
bes (%29.4) hastada juguler veya subklavian vende kateter
iliskili tromboz; ki (%11.8) hastada renal ven trombozu; bir
(%5.9) hastada sagital sinis trombozu ve iligkili serebral enfarkt;
bir (%5.9) hastada intrakardiyak (hem sag ventrikll hem de sag
atriyumda) tromboz, bir (%5.9) hastada intrakardiyak (hem sag
ventrikll hem de sag atriyumda) tromboz ve pulmoner emboli
saptandi. iki (%11.8) hastada NS tanisi ve tromboz es zamanli
saptandi. Tromboembolik komplikasyonlar, 10 (%58.8) hastada
NS tanisi konulduktan sonraki ilk yil icinde ve 7 (%41.1) hastada
tanidan >1 yil sonra ortaya ¢iktl. Hastalarin %23.5’inde birden
fazla bolgede tromboz gozlendi. Tromboz aninda ortalama
eGFR 80.96+41.32 mL/dak/1.73 m?, ortalama alblmin dizeyi
2.11+£0.92 mg/dL ve ortalama proteintri dizeyi 250.01+
185.56 mg/m?/sa’di.

Tartisma: Nefrotik sendromda ortaya cikan tromboembolik
komplikasyonlar nadir fakat yasami tehdit edicidir. Erken tani ve
tedavi ile cogu hastada sekelsiz iyilesme saglanmistir.

Anahtar Sézciikler: Cocukluk cagdli, Nefrotik sendrom,
Tromboembolik komplikasyonlar
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Pediatric Department
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Emine DIBEK MISIRLIOGLU

Department of Pediatric Allergy and Immunology, Ankara Bilkent City Hospital, University of Health Sciences, Ankara, TUrkiye

ABSTRACT

Objective: The Pediatric Allergy Clinic is one of the most
frequently requested departments for consultations, especially
for inpatients. Allergists provide consultation services for
conditions such as drug reactions, suspected asthma, rashes,
eczematous diseases, and severe drug reactions, contributing
to accurate diagnosis and appropriate treatment processes
for patients in other departments. The aim of this retrospective
study was to provide insights into the allergy consultation
process and to review the experiences in our pediatric allergy
department. Additionally, the pediatric experiences presented
in this study are expected to be beneficial for allergists and
other consulting physicians in future medical decision-making
processes. Consultations regarding difficult-to-diagnose allergic
diseases are critically important for preventing misdiagnosis
and improving diagnostic accuracy. The study aimed to
evaluate consultations conducted over a one-year period and
to highlight key topics that can be emphasized more in resident
education.

Materials and Methods: This study was conducted through
a retrospective analysis of all consultations made between April
1, 2023, and April 1, 2024, at the Pediatric Allergy Clinic of
Ankara Bilkent City Hospital, requested from pediatric health
and disease services. Medical records of the patients were
reviewed retrospectively, and their reasons for consultation,
clinical symptoms, and consultation outcomes were thoroughly
analyzed. Demographic characteristics of the cases (age,
gender), their symptoms at the time of presentation, and
diagnostic tests performed (laboratory tests, skin prick
tests, specific IgE, provocation tests, etc.) were evaluated.
Additionally, treatment methods applied to patients (medical
treatment, desensitization, medical care recommendations)

and post-treatment outcomes were recorded.

Results: A total of 992 patients were included in the study. The
mean age during the consultation period was 71.6 months (IQR
21-120 months). The most common reasons for consultation
were suspected drug allergy and respiratory symptoms.
A total of 394 patients were evaluated for suspected drug
allergy. Among the patients with early-type drug reactions,137
(84.7%) had urticaria,19 (4.8%) had drug- related anaphylaxis,
3 (0.8%) had angioedema, one (0.3%) had both urticaria
and angioedema, 2 (0.5%) had respiratory distress, and one
(0.3%) was consulted for vomiting. It was found that 163
(41.5%) patients were consulted for late-onset maculopapular
rashes. Additionally, there were cases consulted for Dress
syndrome (1.8%), serum sickness-like reactions (1.0%), and
Stevens-dohnson Syndrome (SJS) (0.5%). Moreover, patients
were also consulted for rare but serious reactions such as
angioedema,eosinophilia, contrast drug allergy, and AGEP.

Among the 405 patients consulted for respiratory symptoms,
the primary diagnoses included newly diagnosed wheezing
infants, unmanaged and managed asthma, and acute
bronchiolitis. The number of asthma patients consulted for
preoperative evaluation was reported as 35 (3.5%). Additionally,
21 (2.1%) with pneumonia and 16 (1.6%) evaluated for
cough etiology were consulted. Other common reasons for
consultation included urticaria (68;22.2%), maculopapular
rash (64; 20.9%), food allergy (60;19.6%), and anaphylaxis
(43;14.1%). Atopic dermatitis (25;8.2%), transfusion reactions
(13; 4.3%), eosinophilia (11;3.6%), and angioedema (10;3.3%)
were also observed. Less frequent consultations included
seasonal allergic rhinitis (7;2.3%), dry skin (2;0.7%), scabies,
and elevated IgE levels (1;0.3%).

Discussion: This study highlights the diversity and prevalence
of allergic diseases in the pediatric population.Drug allergies are
among the most frequently encountered issues,emphasizing the
need for allergists to be experienced in managing drug allergies
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and, when necessary, performing desensitization.Rare reactions
such as Dress syndrome and Stevens-Johnson Syndrome(SJS)
are significant cases requiring careful monitoring and intervention
due to their potential to result in severe complications.

Keywords: Allergy, Consultation, Drug reaction
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Amac: Cocuk Alerji Klinigi, yatarak tedavi hizmeti alan hastalar
icin yogun konsultasyon talep edilen Kkliniklerden biridir. Alerji
uzmanlari; ilag reaksiyonlari, astm suphesi, dokuntUler,
egzematdz hastaliklar ve agrr ila¢ reaksiyonlar gibi durumlar
hakkinda konstuiltasyon hizmeti sunarak, diger departmanlardaki
hastalarin dogru tani ve uygun tedavi sUreclerine katkida
bulunmaktadr. Bu retrospektif calismanin  amaci;  alerji
konstltasyon surecine dair icgdriler saglamak ve ¢ocuk alerji
bolimundeki deneyimleri gdzden gegirmektir. Ayrica, bu
calismada sunulan pediatrik deneyimlerin, gelecekteki tibbi karar
verme sUreglerinde alerji uzmanlar ve diger konsultan hekimler
icin faydall olacagi dustnulmektedir. Alerjik hastaliklarla ilgili zor
tani problemleri Uzerine yapilan konsultasyonlar, yanlis tanilarin
Onlenmesi ve tibbi kararlarin dogrulugunun artirimasi acisindan
kritik bir Sneme sahiptir. Calisma, bir yillik stirecte gerceklestirilen
konstltasyonlari - de@erlendirerek, asistan egitiminde temel
olabilecek konularin daha yogun ele alnmasini saglamayi
hedeflemektedir.

Gerec ve Yontemler: Bu calisma, 1 Nisan 2023 ile 1 Nisan
2024 tarihleri arasinda Ankara Bilkent Sehir Hastanesi Cocuk
Alerji Klinigine, gcocuk sagligi ve hastaliklari servislerinden yapilan
tim konsultasyonlarin retrospektif analizi ile gergeklestirimigtir.
Hastalarin medikal dosya kayitlari geriye donuk olarak
incelenmis ve basgvuru nedenleri, klinik semptomlar ve
konsultasyon sonugclart detayll bir sekilde analiz edilmigstir.
Vakalarin demografik dzellikleri (yas, cinsiyet), bagvuru anindaki
sikayetleri ve sonrasinda uygulanmis olan tanisal testler
(laboratuvar testleri, deri prick testleri, spesifik IgE, provakasyon
testleri vb.) degerlendirimistir. Ayrica, hastalara uygulanan
tedavi yontemleri (medikal tedavi, desensitizasyon, tibbi bakim
Onerileri) ve tedavi sonrasi sonuglar da kaydedilmistir.

Bulgular: Calismamiza 992 hasta dahil edilmistir. Hastalarin
konsultasyon ddnemindeki yaslar incelendiginde 71.6 CAA
(21-120) ay olarak bulundu. En sik konslltasyon istenenler
ilag alerjisi siphesi ve solunumsal semptomu olan hastalard..
lac alerjisi sliphesi nedeniyle konslilte edilen toplamda 394
hasta degerlendirildi. Hastalardan erken tip ilag reaksiyonlari
deg@erlendirildiginde 137 (%34.7)'si Urtiker, 19 (%4.8)'i ilacla
iliskili anafilaksi, 3 (%0.8)’i anjioddem, 1 (%0.3)'U Urtiker ile
beraber anjioddem, 2 (%0.5)'i solunum sikintisi, 1 (%0.3)’U
kusma nedeniyle danisiimisti. Toplam 163 (%41.5) hastanin
ge¢ tip makulopapuler dokuntl nedeniyle konsulte edildigi
saptandi. Ayrica, Dress sendromu (%1.8), serum hastalig
benzeri reaksiyon (%1.0) ve Stevens-Johnson Sendromu

(%0.5) nedeniyle danisilan hasta mevcuttu. Bunun yaninda;
anjiyoddem, eozinofili, kontrast madde alerjisi ve AGEP gibi
ciddi ancak nadir gorulen reaksiyonlar nedeniyle de hasta
konstiltasyonu istendi.

Solunumsal semptomlar nedeniyle konsulte edilen 405 hasta
incelelendiginde; yeni tani hisiltili infant, takipsiz ve takipli astim
ve akut bronsiolit 6n tanilar arasindaydi. Astim tanili hastalardan
operasyon oncesi degerlendiriimesi amaciyla konstlte edilen
hastalarinin  sayisi 35(%3.5) olarak bildirimistir. Calismada
tarafimiza pnémoni geciren 21 (%2.1) hasta ve OksUruk
etiyolojisi arastirilan, 16(%1.6) hasta danisiimistir. Ayrica; Urtiker
(68;%22.2),makUlopapuler dokintl (64;%20.9), besin alerjisi
(60;%19.6) ve anafilaksi (43;%14,1), atopik dermatit (25;%8.2),
transflzyon reaksiyonlar (13;%4.3), eozinofili (11;%3.6) ve
anjioddem (10;%3.3) dider konsultasyon nedenlerindendi.
Daha nadir konsUlte edilen vakalar arasinda mevsimsel alerjik
rinit (7;%2.3), cilt kurulugu (2;%0.7), skabies ve yuksek IgE
seviyeleri (1;%0.3) mevcuttu.

Tartisma: Bu calismada, pediatrik yas grubundaki alerjik
hastaliklarin gesitliligi ve yayginiii vurgulanmistr. llag alerjileri en
sik karsllasllan sorunlar arasinda yer almakta olup, bu durum,
alerji uzmanlarnin ilag alerjisi yonetimi ve gerekli durumlarda
desensitizasyonicin tecrtbesine olan ihtiyacini ortaya koymaktadir.
Dress sendromu ve Stevens-Johnson Sendromu(SJS) gibi nadir
gdrulen reaksiyonlar ise ciddi komplikasyonlarla sonuglanabilecedi
icin dikkatli izlem ve mudahale gerektiren dnemli vakalar olarak
One clkmaktadirr.

Anahtar Sézciikler: Alerji, KonsUltasyon, ilag reaksiyonu
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Can the Development of Seizures in Newborns Undergoing
Therapeutic Hypothermia due to Hypoxic-ischemic Encephalopathy Be

Predicted?

Hipoksik iskemik Ensefalopati Nedeni ile Terapétik Hipotermi Uygulanan
Yenidoganlarda Nébet Gelisimi Ongorilebilir mi ?

Bekir Furkan YALCIN', Burak CERANZ, Safa Meric ALDAG?, Evrim ALYAMAG DiZDAR?, Fatma Nur SARI2
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ABSTRACT

Objective: Hypoxic-lschemic Encephalopathy (HIE) is one of
the important causes of morbidity and mortality in newborns.
The aim of this study was to identify perinatal risk factors
contributing to seizure development in newborns diagnosed
with HIE who underwent therapeutic hypothermia (TH).

Materials and Methods: Newborns diagnosed with moderate
to severe Hypoxic-lschemic Encephalopathy (HIE) and treated
with therapeutic hypothermia at Neonatal Intensive Care Unit
of Ankara Bilkent City Hospital were retrospectively evaluated
between September 2019 and September 2021. Maternal
characteristics (such as maternal age, parity, chronic illnesses,
gestational diabetes and hypertension, medications, history of
fever or infections during pregnancy, early membrane rupture)
and neonatal characteristics (gestational age, birth weight,
gender, mode of delivery, Apgar score, need for resuscitation
at birth, postnatal inotrope use, type and duration of respiratory
support, presence of clinically or electrographically observed
seizures and medications used in treatment, laboratory values,
echocardiographic  findings, aEEG results, and magnetic
resonance imaging findings) were recorded from medical
records.

Results: In the study, 53 (53%) of the 100 included newborns
were male, while 47 (47%) were female. Of these, 55% were
delivered via cesarean section, and 45% were delivered
vaginally. The median (25-75™ percentile) gestational age and
birth weight of the infants were 39 (37-39.5) weeks and 3173
(2900-3405) g, respectively. Among the patients, 93% were
diagnosed with moderate HIE, while 7% were diagnosed with
severe HIE. The median (25-75" percentile) pH value of the
patients undergoing hypothermia was 7 (6.9-7) (mmHg), and
the median (25-75™ percentile) BE value was -17.1 (-20.8 to
-15.4) (mmol/L). The 1stand 5" minute Apgar scores were found

to be 5 (4-6) and 7 (6-8), respectively. The Thompson Score of
the patients was 8 (7-17). It was determined that 35% of the
patients had seizures (clinically or detected by aEEG). Of the
patients with seizures, 25.7% were treated with fenobarbital,
68.6% with levetiracetam, and 5.7 % with both drugs. There was
no significant difference in demographic, clinical, laboratory, or
radiological characteristics between infants with and without
seizures.

Discussion: As a result of this study, a risk factor contributing to
seizures in infants diagnosed with HIE who underwent TH could
not be identified. Prospective studies with larger sample sizes
and longer-term evaluations are needed to further assess this
issue.

Keywords: Hypoxic-ischemic encephalopathy, Perinatal risk
factors, Seizure, Therapeutic hypothermia
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Amag: Yenidogan bebeklerde Hipoksik iskemik Ensefalopati
(HIE), morbidite ve mortalitenin énde gelen nedenlerindendir.
Bu calismanin amaci, terapdtik hipotermi (TH) uygulanan HIE
tanill yenidoganlarda nébet gelisiminde rol oynayan perinatal risk
faktorlerinin belirlenmesidir.

Gere¢ ve Yontemler: Ankara Bilkent Sehir Hastanesi
Yenidogan Kliniginde Eyltl 2019-Eyltl 2021 tarihleri arasinda
orta-agir HIE tanisi ile izlenen ve terapétik hipotermi tedavisi
uygulanan yenidoganlar retrospektif olarak degerlendirildi.
Dosya kayitlarindan maternal dzellikler (anne yasl, parite,
kronik hastaliklar, gebelik diyabeti ve hipertansiyonu, kullandidi
ilaglar, ates veya gebelikte gegirilen enfeksiyon 6ykusuU, erken
membran rUptUrd) ve neonatal 6zellikler (gebelik yasi, dogum
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agirh@i, cinsiyeti, dogum sekli, Apgar skoru, dogum odasinda
resUsitasyon, postnatal inotrop kullanimi, solunum destek tipi ve
sUresi, Klinik veya elektrografik olarak gézlenen nébet varligr ve
tedavide kullanilan ilaglar, laboratuvar degerleri, ekokardiyografik
degerlendirme sonuglar, aEEG sonuclar, magnetik rezonans
goruntidleme bulgulari ) kaydedilmistir.

Bulgular: Calismaya dahil edilen 100 yenidogan bebegin 53
(%53)’U erkek, 47 (%47)'si kizdi. Hastalarin 55 (%55 )i sezaryan
ile 45 (%45)’i normal vajinal yol ile dogmustu. Olgularin ortanca
(25-75.p) gebelik haftalar ve dogum agirliklar 39 (37-39.5)
hafta, ve 3173 (2900-3405) g’'di. Hastalarin 93 (%93)’U orta
HIE, 7 (%7)'si agir HIE tanisi aldi. Hipotermiye alinan hastalarin
ortanca (25-75.p) pH degeri 7 (6.9-7) (mmHg)'di. Hipotermiye
alinan hastalarin ortanca (25-75. p) BE degeri -17.1 (-20.8--
15.4) (mmol/L)’di. Hastalarin 1. ve 5. dk Apgar skoru 5(4-6) ve
5 7(6-8) olarak bulundu. Hastalarin Thompson Skoru 8 (7-17)
olarak bulundu. Hastalarin 35 (%35)’inin nébet (klinik veya aEEG
ile tespit edilen) gecirdigi tespit edildi. Ndbeti olan hastalarin 9
(%25.7)'si fenobarbital, 24 (%68.6)’s levetirasetam ve 2 (%5.7)’si
her iki ilag ile birlikte tedavi edildi. Nobet gegiren bebeklerle
gecirmeyenler arasinda demografik, klinik, laboratuvar veya
radyolojik olarak anlamli bir farkliik bulunmadi.

Tartisma: Bu calismanin sonucunda, TH uygulanan HiE tanil
bebeklerde ndbet gecirimesinde rol oynayan bir risk faktorl
belifenemedi. Bu konuda daha genis hasta sayill ve uzun dénem
etkilerin de degerlendirilecedi ileriye donUk calismalara ihtiyag
duyulmaktadir.

Anahtar Soézciikler: Hipoksik iskemik ensefalopati, Perinatal
risk faktorleri, Nobet, Terapotik hipotermi
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ABCD1 Genetic Analysis of Five Cases of X-Linked

Adrenoleukodystrophy

X’e Bagli Adrenoldkodistrofi olan Bes Vakanin ABCD1 Genetik Analizi
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ABSTRACT

Objective: Peroxisomes are multifunctional organelles that
function in many anabolic and catabolic pathways. Their
functions include hydrogen peroxide metabolism, bile acid
synthesis, plasmogens, and (-oxidation of very long chain
fatty acids (VLCFAs). X-linked adrenoleukodystrophy (X-ALD)
is caused by loss-of-function mutations in the ABCD1 gene,
leading to problems in peroxisomal - oxidation of VLCFAs and
their cell accumulation. The accumulation is toxic to the central
nervous system, adrenal cortex, and Leydig cells. X-ALD is
a phenotypically heterogeneous disease. The incidence is
approximately 6-8 per 100 000 live births. The ABCD1 gene
encodes the ATP-binding cassette (ABC) transporter, subfamily
D, (ALDP) protein, a peroxisomal membrane transport protein
consisting of 10 exons on the X chromosome. X-ALD manifests
itself clinically with three main phenotypes: the childhood
cerebral form (CALD) is the most common form, seen in 31-
35% of patients. Other phenotypes are adrenomyeloneuropathy
(AMN), which occurs in adulthood, and Addison’s disease, which
only presents with adrenal insufficiency. Since it is an X-linked
disease, half of heterozygous women develop myelopathy and
peripheral neuropathy after the age of 60.

Materials and Methods: In this study, five male cases that
applied to the Gazi University Department of Pediatric Nutrition
and Metabolism for diagnosis and follow-up were included. Four
patients presented to our clinic with regression in neurological
and cognitive abilities, and one patient presented with findings
consistent with adrenal insufficiency. All patients had significant
elevations in all or several biomarkers including tetracosanoic
acid (C24:0), hexacosanoic acid (C26:0), and C24:0/C22:0
and C26:0/C22:0 ratios in the VLCFA analysis, and three
had leukodystrophic areas in MRI. Targeted next-generation

sequencing analysis of 450 metabolic diseases was performed
on the patients, and the data were evaluated according to the
ACMG classification.

Results: As a result of genetic analysis, five different
hemizygous variations were detected in ABCD1. According
to the ACMG classification, two variants were pathogenic,
the other two were likely pathogenic, and one was a variant
of unknown significance. Of these variants, ¢.1978C>T
(p.Arg660Trp) and ¢.1679C>T (p.Pro560Leu) were previously
defined variations, while ¢.1034T>C (p.Leu345Pro), ¢.776dup
(p.Ala260GlyfsTer41), and ¢.2235dup (p.*746Leuext*55) were
shown for the first time in our study.

Discussion: In the five patients included in our study, three
different phenotypes of X-ALD were observed. X-ALD, which
has a wide range of symptoms, should not be overlooked
in the differential diagnosis of many diseases. In addition to
neurological and cognitive decline, insidious symptoms such
as bladder control and gait disorders should also be taken into
account. It should not be forgotten that it can also present with
only adrenal insufficiency. Making phenotypic distinctions with
clinical evaluation is of critical importance. Genetic verification
for early diagnosis plays a vital role, especially in monitoring
insidious cases and following up with female carriers in the
family. This approach plays a key role in preventing progressive
neurological and endocrine complications. To date, more than
1200 pathogenic or likely pathogenic variants have been shown
in ABCD1. Although genotype-phenotype correlation has
not been established in the studies conducted to date, these
detected changes will contribute to both the determination of
the pathogenic variant distribution in our country and the correct
interpretation of new variants together with patient clinics in rare

diseases.
X-Linked

Keywords: ABDC1, Adrenal

Adrenoleukodystrophy

insufficiency,
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Amac: Peroksizomlar, birgok anabolik ve katabolik yolakta gbrev
yapan multifonksiyonel organellerdir. Gorevleri arasinda; hidrojen
peroksit metabolizmasi, safra asitlerinin sentezi, plazmojenler
ve ¢ok uzun zincirli yag asitlerinin (CUZYA) (-oksidasyonu
yer almaktadir. X’e bagl adrenoldkodistrofi (X-ALD), ABCD1
genindeki  fonksiyon kaybina neden olan mutasyonlar
sonucunda GUZYAlarin peroksizomal (- oksidasyonundaki
sorunlara yol agar ve hicrelerde birikimine neden olur. Birikim;
merkezi sinir sistemi, adrenal korteks ve Leydig hicrelerinde
toksik etki gosterir. X-ALD, fenotipik olarak heterojen bir
hastaliktrr. insidansi yaklasik olarak 100 000 canli dogumda
6-8’dir. ABCD1 geni X kromozomunda lokalize 10 ekzondan
olusan ve bir peroksizomal membran taglyici proteini olan ATP
baglayan kaset (ABC) alt ailesi D Uye 1 (ALDP) proteinini kodlar.
X-ALD, Klinik olarak t¢ ana fenotiple kendini gosterir: cocukluk
cagl serebral formu (CALD) en sik gortlen form olup, hastalarin
%31-35’inde gdrulr. Diger fenotipler, eriskin ddnemde ortaya
clkan adrenomyelonéropati (AMN) ve sadece adrenal yetmezlik
ile seyreden Addison formudur. X'e bagli bir hastalik oldugundan
heterozigot kadinlarin yarsinda 60’ll yaglardan sonra myelopati
ve periferal noropati gelismektedir.

Gerec ve Yontemler: Bu calismada Gazi Universitesi Cocuk
Beslenme ve Metabolizma BolimUunde tani ve takip acgisindan
bagvuran bes erkek olguya yer verimistir. Klinigimize &n
planda dort hasta nérolojik ve bilissel yetilerde regresyon, bir
hasta adrenal yetmezlik klinigiyle uyumlu bulgularla basvurdu.
Hastalarin timinde CUZYA analizinde tetrakosanoik asit
(C24:0), hekzakosanoik asi (C26:0) ve C24:0/C22:0 ile C26:0/
C22:0 oranlanni iceren biyobelirteclerin timU veya birkaginda
anlamli yikseklik, G¢cinde MR’da I6kodistrofik alanlar mevcuttu.
Hastalara yeni nesil dizileme ile 450 metabolik hastaligin dahil
oldugu panel analizi yapildi ve veriler ACMG siniflandirmasina
gore degerlendirildi.

Bulgular: Genetik analiz sonucunda ABCD1’de bes farki
degisiklik hemizigot olarak saptanmisgtir. ACMG siniflandirmasina
gore bu degisikliklerden ikisi patojenik, diger ikisi olasl patojenik
ve biri anlamllig bilinmeyen varyant olarak tespit edildi.
Bu varyantlardan ¢.1978C>T(p.Arg660Trp) ve c.1679C>T
(p.Pro560Leu) daha 6nce tanimii degisiklik iken, ¢.1034T>C
(p.Leu345Pro), c.776dup (p.Ala260GlyfsTerd1) ve ¢.2235dup
(p.*746Leuext*55) ik defa bizim calismamizda gdsterildi.

Tartisma: Calismamiza dahil edilen bes hastada, X-ALD’nin
Uc farkl fenotipi de gdzlemlenmisti. Genis bir semptom
yelpazesiyle seyreden X-ALD, bir¢cok hastaligin ayirici tanisinda
gbzden kaginimamalidir. Norolojik ve biligsel gerilemelerin yani
sira mesane kontroll ve ytrime bozuklugu gibi sinsi belirtiler
de dikkate alnmaldir. Sadece adrenal yetmezlik Klinigiyle de
gelebilecedi unutulmamalidrr. Klinik degerlendirme ile fenotipik
aynm yapmak kritikk 6dneme sahiptir. Erken tani icin genetik
dogrulama, 6zellikle sinsi seyirli vakalarin izienmesi ve ailedeki
kadin tastyicilarin takibi agisindan hayati bir rol oynar. Bu yaklagim,
ilerleyici norolojik ve endokrin komplikasyonlarin énlenmesinde
kilit rol oynar. Bugutine kadar ABCD1’de 1200’den fazla patojenik
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ya da olasl patojenik varyant gosteriimistir. Yapilan calismalarda
bugline kadar genotip-fenotip korelasyonu kurulamamis olsa
da saptanan bu degisiklikler ile nadir gértlen hastaliklarda hem
Ulkemizde patojenik varyant dagiliminin tespiti hem de hasta
Klinikleri ile birlikte yeni varyantlann dogru yorumlanmasina
katkida bulunacaktir.

Anahtar Sozciikler: ABDC1, Adrenal Yetmezlik, X'e Bagl
Adrenolokodistrofi
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ABSTRACT

Objective: Gestational Diabetes Mellitus (GDM) is a growing
metabolic health issue with increasing prevalence. It poses
various risks to both mother and infant in both the short and
long term. The co-occurrence of GDM with another metabolic
issue, obesity, is also frequently observed. Additionally, GDM
is known to cause breastfeeding difficulties. The aim of
this study was to examine the factors that may affect body
composition measurements in GDM, thereby contributing to
the management of the disease through new insights.

Materials and Methods: The study design was a case-control
study. A total of 190 participants, consisting of 95 mother-infant
pairs diagnosed with GDM and 95 healthy mother-infant pairs
(control group), were included in the study. The participants
were recruited from the Perinatology Clinic of Ankara Bilkent
City Hospital. Demographic data and breastfeeding status were
recorded through a face-to-face questionnaire administered
to the mothers on the second day postpartum. Birth data
were obtained from hospital records. The postpartum body
composition of the mothers was measured using the bioelectrical
impedance analysis (BIA) method with the TANITA BC 730
device (Tanita Corporation, Tokyo, Japan). The obtained data
were analyzed using descriptive statistical techniques such as
arithmetic mean, standard deviation, median, and percentage
distributions. T-test, Chi-square, and ANOVA were used for
analysis. A p-value of <0.050 was considered statistically
significant.

Results: The prevalence of obesity, polyhydramnios, and
hypertension was significantly higher in the GDM group
compared to the control group (p<0.001, p=0.002, and

p<0.001, respectively). In the GDM group, body fat percentage,
basal metabolic rate, metabolic age, and visceral fat levels
measured with TANITA® postpartum were significantly higher
(p<0.001, p=0.030, p<0.001, and p<0.001, respectively). Body
water percentage was higher in the control group (p<0.001).
Bone mass percentage and muscle mass were similar
between the two groups (p>0.050). The rates of large-for-
gestational-age (LGA) infants and macrocephaly were higher
in the GDM group (p=0.002 and p=0.029, respectively). The
rate of breastfeeding within the first hour was lower, and the
rate of formula feeding was higher in the GDM group (p=0.018
and p=0.010, respectively). Although the rate of exercise was
higher in the GDM group compared to the control group, this
difference was not statistically significant (p>0.050). When the
effect of exercise on BIA parameters was examined, exercise
was found to reduce body fat percentage, metabolic age, and
visceral fat in both groups.

Discussion: Our study demonstrated that mothers with
GDM had higher body fat percentage, basal metabolic rate,
metabolic age, and visceral fat, as well as lower breastfeeding
success, compared to healthy controls. Given the beneficial
effects of exercise on these parameters, we believe that
promoting physical activity in the postpartum period, especially
in individuals with GDM, is essential. The findings of our study
suggest that counseling on exercise and breastfeeding support
in the management of GDM may yield positive health outcomes
for both mothers and infants.

Keywords: Bioelectrical impedance
composition, Gestational Diabetes, Infant

analysis, Body
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Amag: Gestasyonel Diyabetes Mellitus (GDM), prevalansi her
gecen gun artan metabolik bir saglik problemi olarak karsimiza
¢clkmaktadir. Hem kisa hem de uzun vadede anne-bebek ¢ifti
icin gesitli risklere neden olmaktadir. Bir bagska metabolik sorun
olan obezite ile birlikte gérilme sikligi fazladir. Ayrica GDM’nin
cesiti  emzirme problemlerine neden oldugu  bilinmektedir.
Galismamizda GDM’deki vicut kompozisyonu 6lgimlerine etkili
olabilecek faktdrlerin incelenmesi ile hastaligin takibinde yeni
bilgilerin elde edilmesi amaglanmigstir.

Gere¢ ve Yontemler: Bu calismanin tasarmi vaka-kontrol
calismasidir. Calismaya Ankara Bilkent Sehir Hastanesi Perinatoloiji
klinigine yatnlan GDM tanisi almis 95 anne-bebek ¢ifti ve kontrol
grubuna dahil edilen 95 saglikll anne-bebek ¢ifti olmak Uzere toplam
190 vaka dahil edildi. Postnatal 2. giinde annelere uygulanan yuz-
yUze anket ile demografik veriler ve emzirme durumu kaydedildi.
Dogum bilgilerine hastane kayitlarndan  ulagildi.  Annelerin
postpartum vicut kompozisyonlan biyoelektriksel empedans
analizi ydntemi ile TANITA BC 730 (Tanita Corporation, Tokyo,
Japonya) cihaziyla élculdu. Elde edilen veriler aritmetik ortalama,
standart sapma, medyan ve ylzde daglmlan gibi tanmlayici
istatistik teknikleri kullanilarak analiz edildi. T-testi, Ki-kare ve ANOVA
kullanildi. p<0.050 istatistiksel olarak anlamii kabul edildi.

Bulgular: GDM’li grupta obez olma durumu, polihidroamniyoz
ve hipertansiyon gértlme sikligi kontrol grubuna gdre anlamli
olarak daha yUksekti (siraslyla p<0.001, p=0.002 ve p<0.001).
GDM olan grupta dogum sonrasi TANITA® ile élcllen vicut
yag yUzdeleri, bazal metabolizma hizi, metabolik yas ve i¢
organ yaglanmasi anlamli olarak daha yUksek saptandi (sirasiyla
p<0.001, p=0.030, p<0.001 ve p<0.001). Vlcut su yUzdesi ise
kontrol grubunda daha ytksekti (p<0.001). Kemik yUzdesi ve kas
kitlesi agisindan iki grup benzerdi (p>0.050). LGA olma durumu
ve makrosefali oranlarr GDM'li grupta daha yiksekti (p=0.002
ve p=0.029). ilk 1 saatte emzirme orani GDM olan grupta daha
dusuk, ticari formtl mama kullanma oranlar daha yUksekti
(p=0.018 ve p=0.010). GDM’li grupta egzersiz yapma orani
kontrol grubuna gére yUksek ¢iksa da bu yukseklik istatistiksel
olarak anlamli  degildi (p>0.050). Egzersizin biyoelektriksel
empedans parametrelerine etkisi incelendiginde egzersiz her iki
grupta da yag yuzdelerini, metabolik yagl, i¢ organ yaglanmasini
azaltici etki gosterdi.

Tartisma: Calismamiz GDM'li annelerde daha yUksek vicut
yag ylzdesi, bazal metabolizma hizi, metabolik yas ve ic
organ yaglanmasli ile saglkli kontrollere kiyasla daha dusuk
emzirme basarisi oldugunu ortaya koymustur. Bu parametreler
Uzerinde egzersizin olumlu etkileri olmasi nedeni ile 6zellikle
GDM'’li bireylerde postpartum dénemde fiziksel aktivitenin tesvik
edilmesi  gerektigini  dlUsUnmekteyiz. Calismamizin  bulgulari,
GDM’nin ydnetiminde egzersiz ve emzirme destedi konularinda
danismanlik veriimesinin hem anneler hem de bebekler icin
olumlu saglik sonuglari dogurabilecegini ortaya koymaktadir.

Anahtar Sozciikler: Bioelectrical impedance analysis, Body
composition, Gestational Diabetes, Infant
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Degerlendirilmesi

Ahmet SELMANOGLU', Kaan CELEBIER?, Zeynep Sengiil EMEKSIZ
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ABSTRACT

Objective: Food allergy has seen a marked increase in
prevalence in recent years, negatively affecting quality of life and
posing a significant public health issue due to the associated
morbidity and healthcare costs. Allergic reactions to food
antigens can range from mild symptoms like urticaria to severe,
life-threatening conditions such as anaphylaxis. Early and
accurate diagnosis is critical for ensuring a favorable prognosis.
In Turkey, the initial evaluation of patients with suspected
food allergies is generally performed by pediatricians. These
specialists play a key role in preventing unnecessary dietary
restrictions while ensuring proper management and treatment,
thus reducing the risk of complications like malnutrition or
growth retardation. This study aimed to assess the awareness
levels of pediatric residents regarding food allergies in our clinic.

Materials and Methods: A survey was conducted among
pediatric residents at Ankara Bilkent City Hospital's Department
of Pediatrics to evaluate their awareness of food allergies. Data
were collected between September 1 and 30, 2024, using
a self-assessment form administered in person. The form
included multiple-choice questions focused on participants’
demographic details, knowledge of food allergies, clinical
approaches, and management strategies. The questionnaire
was divided into the following categories:

e Diagnosis and Treatment of Food Anaphylaxis (4 questions)
e General Knowledge of Food Allergies (3 questions)

e Food Elimination (8 questions)

¢ Immunological Mechanisms of Food Allergies (2 questions)
¢ Reading Food Labels (2 questions)

e Atopic March (1 question)

e Psychosocial Effects of Food Allergies (1 question)

¢ Food Protein-Induced Enterocolitis Syndrome (FPIES) (1 question)
e Food-Pollen Syndrome (1 question)

e Alpha-Gal Syndrome (1 question)

e Proctocolitis (1 question)

Results: A total of 148 pediatric residents participated in the
study, of whom 74.3% (n=110) were female. Among them,
42.6% (n=63) were in their first two years of residency. A total
of 59 (39.9%) participants had received prior education on food
allergies, with 30 (20.3%) having been trained by a pediatric
allergist. Additionally, 30 (20.3%) participants had rotated
through a pediatric allergy clinic. The highest correct response
rate (91.8%) was observed in questions regarding FPIES, while
the highest incorrect response rate (51.1%) was related to the
definition of alpha-gal syndrome. Questions regarding decisions
on food elimination and cases of proctocolitis had incorrect
response rates of 44.4% and 41.4%, respectively. The average
number of incorrect responses across the 20 questions was
4.8+3.2. When comparing by years of residency, residents
in their first two years had a significantly higher average of
incorrect answers compared to those in their third and fourth
years (5.8+3.1 vs. 2.9+£2.5, p<0.001). Similarly, residents who
had not rotated through the pediatric allergy clinic had higher
error rates compared to those who had (5.3+3.2 vs. 2.7+2.6,
p<0.001). No significant difference in error rates was found
between those who had taken a course on food allergies and
those who had not (p=0.840).

Discussion: In Turkey, the diagnosis and long-term follow-up of
children with food allergies are primarily handled by pediatricians.
Emphasizing the importance of training pediatric residents during
their specialty education is crucial, particularly in diagnosing food
allergies.

Keywords: Anaphylaxis, Food allergy, Pediatrics
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Amac: Besin alerjisi, son yillarda sikliginda belirgin artis gorulen,
yasam kalitesini olumsuz yonde etkileyen, dnemli morbiditeye
ve saglik hizmetleri agisindan yuksek maliyetlere yol agan
bir halk saglg problemidir. Besin antijenlerine karsi gelisen
alerjik reaksiyonlar, hafif semptomlardan (Urtiker) hayati tehdit
edebilecek siddette anafilaksiye kadar genis bir yelpazede
gorulebilir. Besin alerjisinin erken ve dogru teshisi, iyi bir prognoz
icin kritik éneme sahiptir. Ulkemizde, besin alerjisi stiphesiyle
basvuran hastalarin ilk degerlendirmesi genellikle cocuk saghgi
ve hastaliklari uzmanlar tarafindan yapilmaktadir. Cocuk saglgi
ve hastaliklar uzmanlari, gereksiz diyet kisitlamalarini énlerken,
uygun tedavi ve yonetimi saglamakta; bdylece yetersiz beslenme
veya blyume geriligi gibi komplikasyonlarin riskini azaltmaktadir.
Bu calismanin amaci klinigimizde pediatri egitimlerini strdtren
asistanlarinin besin alerjisi farkindalik dtzeylerini belirlemektir.

Gerec¢ ve Yontemler: Ankara Bilkent Sehir Hastanesi Cocuk
Saghgr ve Hastalklan Bolimid’'nde gobrev yapan pediatri
asistanlarinin besin alerjisi farkindalik dizeylerini degerlendirmek
amaclyla bir anket uygulanmistir. Veriler, 1-30 Eyltl 2024 tarihleri
arasinda, pediatri asistanlarina ylz ylUze uygulama seklinde
yapllan &z degerlendirme formu araciligyla toplanmistir.
Degerlendirme formu; katlimcilarin demografik bilgileri, besin
alerjisine iliskin bilgi duzeyleri, Klinik yaklasimlar ve ydnetim
stratejilerine odaklanan goktan segmeli sorulardan olusmustur.
Degerlendirme formu; asagidaki bagliklar altinda kategorize
edilen sorulart icermektedir:

e Besin Anafilaksisi Tani ve Tedavi (4 soru)

¢ Besin Alerjisi Tanimlayici (3 soru)

e Besin Eliminasyonu (3 soru)

e Besin Alerjisi immiinolojik Mekanizmalan (2 soru)
e Besin Etiketi Okuma (2 soru)

e Atopik Mars (1 soru)

e Besin Alerjisi ve Psikososyal Etkiler (1 soru)
e BPIES (FPIES) Tanimlayici (1 soru)

e Besin-Polen Sendromu (1 soru)

e Alfa-Gal Sendromu (1 soru)

e Proktokolit (1 soru)

Bulgular: Calismamiza 148 pediatri asistani katimis olup,
%74.3 (n=110)u kadindi. Katilimcilarin  %42.6 (n=63)’'U
asistanlik suresinin ilk iki yili igerisindeydi. Daha 6nce besin
alerjisi egitimi alan kisi sayisi 59 (%39.9)’du; bunlarin 30 (%20
.3)’0 ¢ocuk alerji uzmani tarafindan egitim almisti. Ayrica, 30
(%20.3) katiimci cocuk alerji polikliniginde rotasyoner olarak
calismisti. Katiimcilarin en ytksek dogru yanitlama orani %91.8
ile Besin Protein iligkili Enterokolit Sendromu (BPIES) sorusunda
gorllmustdr. En yUksek yanlis yanitlama orani ise %51.1 ile
alfa-gal alerjisinin tanimiyla ilgili soruda gerceklesmistir. Besin
eliminasyonu karari ve proktokolit vaka sorularinda sirasiyla
%44.4 ve %41.4 oraninda yanlis yanit veriimistir. Ortalama yanlis
sayisl ise 20 sorudan 4.8+3.2’di. Asistanlarin kidem vyillarina
goére yanlis yapma oranlarn kiyaslandiginda ik 2 vyil icindeki
asistanlann, 2-4 yil arasindakilere gore yanlis cevap verme
ortalamasi daha yuUksek bulundu ve bu fark istatistiksel olarak

anlamliydi (5.8+3.1, 2.9+2.5, p<0.001). Asistanlarin cocuk alerii
polikliniginde aktif calisma durumuna goére yanlis yapma oranlari
kiyaslandiginda; rotasyon yapmamis olanlarin yapmis olanlara
gbre yanlis cevap verme ortalamasi daha yUksek bulundu
ve bu fark istatistiksel olarak anlamliydi (5.3+3.2, 2.7+2.6
p<0.001). Asistanlarin daha dnce besin alerjisi ile ilgili bir ders
alma durumuna gére yanlis yapma oranlari kiyaslandiginda ders
alanlar ve almayanlar arasinda yanlis cevap verme ortalamasi
acisindan fark saptanmadi (4.8+2.6, 4.7+4.0, p=0.840).

Tartisma: Ulkemizde; besin alerjii gocuklann tanisi ve uzun
ddénem izlemi ¢cogunlukla pediatri uzmanlarinca yurittimektedir.
Uzmanlik egitimi stresince besin alerjisi tanisi, besin eliminasyonu
karari, acil durumlar ve bu konuda ebeveynlerin bilgilendirilmesi
gibi konularda asistan egitiminin  6nemine dikkat ¢ekmek
istiyoruz. Periyodik hizmet igi egitim programlar bilgi eksikliklerini
gidermekle birlikte besin alerjisi konusundaki farkindalg da
arttiracaktr.

Anahtar Sozciikler: Anafilaksi, Besin alerjisi, Pediatri
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ABSTRACT

Objective: Periodic fever, aphthous stomatitis, pharyngitis and
cervical lymphadenitis (PFAPA) syndrome is a recurrent fever
syndrome of unknown etiology, characterized by the regular
recurrence of attacks of fever, pharyngitis, oral aphthae and
cervical lymphadenopathy. It is usually seen in early childhood
and remission is expected to be achieved at approximately
7-8 years of age. Less frequent attacks may continue in late
childhood and even in adulthood. The aim of this study was to
reveal the demographic and clinical characteristics of patients
with PFAPA syndrome who did not achieve remission in the
expected period.

Materials and Methods: The medical records of 195 pediatric
patients diagnosed with PFAPA syndrome who received
outpatient or inpatient treatment at Ankara Bilkent City Hospital
between 2019-2022 were retrospectively reviewed. Patients
were divided into two groups: those who achieved remission
by recovering from their attacks at the expected time (<8 years
of age) and those who did not.

Results: Total of 195 patients followed up with PFAPA
syndrome were included in this study. It was found that 171
patients (87.7%) achieved remission at the age of <8 years, and
24 (12.3%) continued to have attacks at the age of >8 years. No
significant difference was observed between groups in terms
of gender, age of onset of symptoms, duration of attacks and
number of attacks (p>0.050). The age at diagnosis of patients
who did not achieve remission at the age of >8 years was
significantly higher than those who achieved remission at the
age of <8 years (4.7+2.70 years; 3.03+1.40, p<0.001) (Table I).
No statistically significant difference was observed in patients
in both groups in terms of arthritis and arthralgia, abdominal
pain, aphthous stomatitis, cryptic tonsillitis, family history of
rheumatic disease and MEFV gene analysis positivity (Table ).
While rash was observed more in the group that did not achieve

remission at the age of >8, lymphadenopathy was seen more
in those that achieved remission at the age of <8 (p=0.004,
p=0.001, respectively). In the MEFV gene analysis, the most
common mutations in patients who achieved remission at
the age of <8 were E148Q (n=16, 37%) and M694V (n=14,
32%), and in those who did not achieve remission at the age of
>8, the most common mutation was M694V (n=3, 60%). The
treatments applied to the patients are given in Table |.

Discussion: Patients with PFAPA syndrome usually reach
remission under the age of 8. However, the attacks of some
of these patients don’t end in the expected period. This study
showed that the attacks of patients who continue at the age
of >8 years started later and that rashes, which are not typical
symptoms of PFAPA, were seen more frequently. The fact that
the period of reaching remission may be longer in patients whose
complaints started later than expected and who have findings
other than the typical findings of PFAPA syndrome should be
taken into consideration when evaluating treatment options.

Keywords: Attack duration, Intermittent fever, Late childhood
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Table I: Demographic and clinical characteristics of PFAPA syndrome patients with and without remission at <8 years of

age

: Patients reaching remission at <8 years Patients who fail to achieve

of age (n=171) remission at >8 years of age (n=24) P

Gender (girl)* 81 (47) 12 (50) 0.809
Age at onset of complaints, year® 1.65+1.29 21+1.74 0.113
Age at diagnosis, yeart 3.03+1.40 4.7+£2.70 <0.001
Attack duration, day?® 4.56+136 4.08+1.30 0.111
Number of attacks, nf 10.78+2.99 9.88+3.84 0.181
Sore throat* 135 (79) 18 (75) 0.660
Arthritis/arthralgia* 20 (11) 6 (25) 0.073
Rash* 32 3 (125) 0.004
Abdominal pain* 49 (29) 9 (379) 0.375
Aphthous stomatitis 49 (29) 9 (875) 0.375
Cryptic tonsillitis 150 (88) 18 (75) 0.091
Lymphadenopathy 81 (47) 3 (125) 0.001
Family history of rheumatic disease* 58 (34) 11 (46) 0.253
Treatments received by the patient*

Steroid 43 (25) 0 (0)

Colchicine 61 (36) 1(4)

Tonsillectomy 31 (18) 1 (4)
MEFV genetic analysis positivity** 43 (30) 5 (31) 0.099

*1 n(%), : mean+SD, PFAPA: Periodic fever, aphthous stomatitis, pharyngitis and cervical lymphadenitis, MEFV: Mediterranean fever
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Amag: Periyodik ates, aftéz stomatit, farenjit ve servikal
lenfadenit (PFAPA) sendromu, etiyolojisi bilinmeyen ates, farenit,
oral aft ve servikal lenfadenopati ataklarinin dizenli araliklarla
tekrarlamasi ile karakterize tekrarlayan bir ates sendromudur.
Genellikle erken gocukluk déneminde gortimektedir ve yaklasik
7-8 yasta remisyona ulasiimasi beklenmektedir. Daha az siklikta
ataklar ge¢ cocukluk déneminde hatta eriskin dénemde de
devam edebili. Bu galismanin amaci, PFAPA sendromu olan
ve beklenilen dénemde remisyona ulasilamayan hastalarin
demografik ve Klinik ¢zelliklerini ortaya koymaktir.

Gerec ve Yontemler: Ankara Bilkent Sehir Hastanesi’nde
2019-2022 yillari arasinda ayaktan veya vyatarak tedavi
gbren PFAPA sendromu tanisi almis 195 gocuk hastanin
tibbi kayitlan retrospektif olarak incelendi. Hastalar; ataklar
beklenilen zamanda (<8 yag) duzelerek remisyona ulasanlar ve
ulasamayanlar olarak iki gruba ayrildi.

Bulgular: Bu calismaya PFAPA sendromu ile izlenen 195 hasta
dahil edildi. Hastalarin 171’inin (%87.7) <8 yasta remisyona
ulastigl, 24’Gnde (%12.3) ataklarn >8 yasta devam ettigi
saptandl. Sekiz yas alti remisyona ulasan ve ulasamayan
hastalar arasinda cinsiyet, yakinma baslama yasgl, atak sUresi
ve atak sayisi acisindan anlamli farklilik izlenmedi (p>0.050).
Sekiz yas Ustl remisyona ulasamayan hastalarin tani alma yasi,
<8 yasta remisyona ulasanlara gdre anlamli olarak yuksekti
(4.7+£2.70 yil; 3.03+1.40, p<0.00l) (Tablo ). Her iki gruptaki
hastalarda artrit ve artralji, karin agrsi, aftéz stomatit, kriptik
tonsillit, ailede romatizmal hastallk 6ykist olmasi ve MEFV

gen analiz pozitifligi agisindan istatistiksel olarak fark izlienmedi
(Tablo ). >8 yasta remisyona ulasamayan grupta dokintt daha
fazla izlenirken, <8 yasta remisyona ulasanlarda lenfadenopati
daha fazla gorilmekteydi (siraslyla; p=0,004, p=0,001). <8
yasta remisyona ulasan hastalarda MEFV gen analizinde en sik
E148Q (n=16, %37) ve M694V (n=14, %32) mutasyonu, >8
yasta remisyona ulasamayanlarda ise en sik M694V (n=3, %60)
mutasyonu saptandi. Hastalara uygulanan tedaviler Tablo I'de
verilmistir.

Tartisma: PFAPA sendromu olan hastalar genellikle 8 yasin
alinda remisyona ulasmaktadr. Ancak bu hastalann bir
kisminin ataklarn beklenilen dénemde sonlanmamaktadir. Bu
calismada >8 yasta ataklar devam eden hastalarin ataklarinin
daha ge¢ basladigi ve PFAPAnin tipik belirtilerinden olmayan
dokintinin daha sik gérildugt gosterildi. Beklenilenden daha
ge¢ dénemde yakinmalar baglayan, PFAPA sendromunun tipik
bulgulart haricinde bulgular saptanan hastalarda remisyona
ulasma sUresinin daha uzun olabilecedi tedavi segenekleri
degerlendirilirken gbz 6nune alinmalidr.

Anahtar Sozciikler: Atak suresi, Aralikll ates, Gec cocuklu
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Tablo I: <8 yasta remisyona ulasan ve ulasamayan PFAPA sendromu tanili hastalarin demografik ve klinik 6zellikleri

Remisyona <8 yasta ulasan Remisyona >8 yasta ulasamayan
hastalar (n=171) hastalar (n=24) P

Cinsiyet (kiz)* 81 (47) 12 (50) 0.809
Yakinma baslama yasl, yil 1.65+1.29 21+£1.74 0.113
Tani alma yasl, yilt 3.03+1.40 4.7+2.70 <0.001
Atak sUresi, giin' 4.56+136 4.08+130 0.111
Atak sayisi, nf 10.78+2.99 9.88+3.84 0.181
Bogaz agrisi* 135 (79) 18 (75) 0.660
Avrtrit/artralji* 20 (11) 6 (25) 0.073
Dokuntu* 32 3 (125) 0.004
Karin agrisi* 49 (29) 9 (875) 0.375
Aftdz stomatit* 49 (29) 9 (375) 0.375
Kriptik tonsillit* 150 (88) 18 (75) 0.091
Lenfadenopati* 81 (47) 3 (125) 0.001
Ailede romatizmal hastalik 6ykUsu* 58 (34) 11 (46) 0.253
Hastanin aldigi tedaviler*

Steroid 43 (25) 0 (0)

Kolsisin 61 (36) 14)

Tonsillektomi 31 (18) 14)
MEFV genetik analizi pozitifligi* 43 (30) 5 (31) 0.099

*: n(%), :mean+SD, PFAPA: Periyodik ates, aftéz stomatit, farenjit ve servikal lenfadenit, MEFV: Mediterranean fever
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What Are Essential Clues for Predicting Cerebral Palsy?
Serebral Palsiyi Ongérmede Onemli ipuclari Nelerdir?

Meryem Hilal ALTAS, Ozge DEDEOGLU, Aysegll Nese CITAK KURT

Department of Child Neurology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Various perinatal and postnatal problems such
as neonatal asphyxia, hyperbilirurubinaemia, hypoglycaemia,
haemorrhage, seizures and hydrocephalus contribute to
neurodevelopmental problems in early childhood and cause
a risk for cerebral palsy. Determination of early neurological
examination findings and investigation of risk factors in medical
history in detail are very beneficial in predicting cerebral palsy,
directing to early rehabilitation programmes and prognosis.
In this study, we aimed to investigate the clinical features and
possible risk factors in the development of cerebral palsy in
term infants referred to the neurology outpatient clinic because
of retardation in developmental stages.

Materials and Methods: The follows-up of term infants
between the ages of 3-24 months who were referred to the
pediatric neurology outpatient clinic of Ankara Bilkent City
Hospital between June 2022 and June 2024 were retrospectively
analysed. The type of birth, birth week, weight, history of
hyperbilirubinemia, hypoxia/hypoglycaemia, cranial ultrasound
and magnetic resonance imaging (MRI) findings were recorded.
Developmental delay, speech and gait disorders, history of
seizures and the treatments received during outpatient clinic
visits were recorded.

Results: Total of 56 (60%) of the cases were male and 38
(40%) were female. Total of 76% of the cases had a history of
caesarean section and the rate of low birth weight was 15%
(n=14). The mean duration of hospitalisation in the neonatal
intensive care unit was 9 days (minimum-maximum: 0-120
days), 25 (26%) patients had a history of intubation and 22%
(n=21) of these patients were diagnosed with asphyxia. A
history of hyperbilirubinaemia was noted in 11 patients and
hypoglycaemia in 6 patients. Cerebral palsy was diagnosed in
28% (n=27) of the cases. In 74 patients, global developmental
delay was determined. While 55 patients had retardation in gross
motor development, 67 patients had retardation in cognitive
development. Total of 25 (26%) patients had a diagnosis of
epilepsy and were using anti-seizure medication. Whereas

no pathology was observed on brain MRI in 12 (12%) of the
patients, findings supporting the diagnosis were noted in 23%
of the patients. The patients are under follow-up in the relevant
departments in terms of visual, hearing and developmental
retardation.

Discussion: In the literature, the majority of studies reported that
prematurity and low Apgar scores were predictors of cerebral
palsy in infants . In our series, low birth weight and history of
asphyxia were found to be the most common risk factors in
term infants. Even though neuroimaging is a biomarker for the
prediction of neurodevelopmental outcomes in high-risk infants,
limitations remain in correlating it with long-term outcomes . The
rate of MRI findings supporting the diagnosis of cerebral palsy
was low in the cases in our study.

Keywords: Cerebral palsy, History of asphyxia, Risk factors
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Amac: Neonatal asfiksi, hiperbilurubinemi,hipoglisemi, kanama,
ndébetler ve hidrosefali gibi perinatal ve postnatal donemdeki
bir¢ok sorun erken gocukluk caginda nérogelisimsel problemlere
neden olmakta ve serebral palsi agisindan risk olusturmaktadir.
Erken ndrolojik muayene bulgularini tespit etmek ve dykudeki
risk faktorlerini ayrintili sorgulamak serebral palsiyi dngérmede
ve erken rehabilitasyon programlarina yonlendirmede ve
prognozda oldukca degerlidir. Bu ¢calismada ndroloji poliklinigine
gelisim basamaklarinda gerilik nedeniyle yonlendirilen miad sut
cocuklarinda klinik 6zelliklerin degerlendirilmesi ile serebral palsi
gelisiminde olasi risk faktdrlerinin arastinimasi amaglanmistir.

Gerec ve Yontemler: Haziran 2022- Haziran 2024 tarihleri
arasinda Ankara Bilkent Sehir Hastanesi cocuk noroloji
poliklinigine yonlendirilen zamaninda dogan 3 -24 ay araliginda
olan sUt gocuklarinin takipleri retrospektif olarak incelendi.
Olgularin dogum sekli, haftasi, kilosu, hiperbilurubinemi, hipoksi/
hipoglisemi OykusU, kraniyal ultrason ve manyetik rezonans
gbruntileme (MRG) bulgular kaydedildi. Poliklinik kontrollerinde

0000-0003-3177-7018 : ALTAS MH
0000-0002-7492-5255 : DEDEOGLU O

0000-0002-7277-3550 : GITAK KURT AN




142 Altas MH et al.

saptanan gelisim basamaklarinda gerilik, konusma ve ytrime
bozukluklari, nébet dykusu ve aldigi tedaviler kaydedildi.

Bulgular: Olgularin 56’si (%60) erkek, 38’i (%40) kizdi .Olgularin
%76'sinda sezaryan dogum 8ykusu mevcutken, dusik dogum
agirhgi orani %15 (n=14) tespit edildi. Yenidogan yogun bakimda
yatis sUreleri ortalama 9 gindu ( minimum-maksimum: 0-120
gun), 25 (%26) hastada entlbasyon dykist mevcuttu ve bu
hastalarin %22’sine (n=21) asfiksi tanisi konulmustu. Olgularin
11’inde hiperbilurubinemi, 6’sinda hipoglisemi dykusu alindi.
Olgularin %28 (n=27) serebral palsi tanisi konuldu. Toplam 74
hastada global gelisim geriligi tespit edildi. Hastalarn 55’inde
kaba motor gelisim basamaklarinda gerilik varken; 67’sinde
bilissel gelisim basamaklarinda gerilik saptandi. Toplam 25 (%26)
olguda epilepsi tanisi mevcut olup antindbet ilag kullanmaktaydi.
Hastalarin 12’sinin beyin MRG da patoloji izlenmezken; %
23’Unde taniyi destekleyici bulgu tespit edildi. Hastalarn gérme
isitme ve gelisimsel gerilikleri acisindan ilgili bélimlerde takibi
devam etmektedir.

Tartisma: Literatlrde c¢alismalann ¢oguniugu prematire
bebeklerin ve dustk Apgar skorunun c¢ocuklarda serebral
palsi belirleyicisi oldugunu bildirmistir. Bizim serimizde term
bebeklerde dustk dogum agirligr ve asfiksi dykisu en sik risk
faktdrleri olarak tespit ediimistir. Nérogoruntileme, yiksek riskli
bebeklerde ndrogelisimsel sonuglarn  dngérilmesinde  umut
verici bir biyobelirte¢ olmasina ragmen, uzun vadeli sonuglarla
iliskilendirmede sinirlamalar devam etmektedir .Calismamizdaki
olgularda MRG bulgularinin serebral palsi tanisini destekleme
orani dustktu.

Anahtar Sozciikler: Serebral palsi, Asfiksi Oykusi, Risk
faktorleri
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Evaluation of Factors Affecting the Development of Patent Ductus
Arteriosus in Very Low Birth Weight Newborns

Cok Dusuk Dogum Agirlikli Yenidoganlarda Patent Duktus Arteriosus
Gelisimine Etki Eden Faktorlerinin Degerlendiriimesi

Nazmiye Bengli KARACAGLAR, Mustafa Senol AKIN, Evrim ALYAMAG DIZDAR

Department of Pediatrics, Ankara Bilkent City Hospital, University of Health Sciences, Ankara, Turkiye

ABSTRACT

Objective: Hemodynamically significant patent ductus
arteriosus (hsPDA) is one of the important problems in premature
infants followed up in the neonatal unit. It is associated with
serious long-term morbidities such as bronchopulmonary
dysplasia, intraventricular hemorrhage, necrotizing enterocolitis
as well as increased mortality risk in preterm neonates. The aim
of this study was to evaluate our patients with hsPDA, predict
the risk of developing hsPDA based on clinical and laboratory
findings, and ensure closer follow-up for these patients.

Materials and Methods: In this study, the records of preterm
infants hospitalised in our clinic between 2019 and 2021 with
a gestational age of <32 weeks were retrospectively reviewed.
Patients with major congenital anomalies and those who
died before echocardiographic examination were excluded.
Patients were divided into two groups: those with hsPDA and
those without. Clinical and demographic characteristics were
evaluated using patient files and the hospital database.

Results: A total of 297 patients were included in the study. In
the hsPDA group (n=120), the median birth weight was 975
grams (1060-1600) and the gestational age was 28 weeks (25—
29), while in the non-hsPDA group (n=177), these were 1380
grams (1060-1600) and 30 weeks (28-31), respectively. In the
hsPDA group, birth weight, gestational age, 5-minute APGAR
score, and platelet count at admission were statistically lower.
And also in this group, MPV values, the need for intubation in the
delivery room, the frequency of respiratory distress syndrome
(RDS), retinopathy of prematurity (=stage 2), intraventricular
hemorrhage (=stage 3), and bronchopulmonary dysplasia were
statistically higher. Lower gestational age (OR=0.719; 95% ClI
0.624-0.829; p<0.001) and the development of RDS (OR=4.49;
95% Cl 2.44-8.27; p<0.001) were identified as independent risk
factors for hsPDA.

Discussion: Preterm infants with RDS, lower gestational age,
and more immature characteristics are more likely to develop
PDA. Taking early and effective measures for PDA in this patient
group is critical to prevent PDA-related morbidity and mortality.

Keywords: Low birth weight, PDA, Prematurity
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Amac: Hemodinamik anlamli patent duktus arteriosus (haPDA)
yenidogan Unitesinde takip edilen prematire bebeklerin 6nemli
sorunlarindan biridir. Preterm yenidoganlarda bronkopulmoner
displazi, intraventrikller kanama, nekrotizan enterokolit gibi
ciddi uzun dénem morbiditelerin yanisira artmis mortalite riski
ile iliskilidir. Bu calisma ile amacimiz haPDA olan hastalarimizi
degerlendirmek, Klinik bulgular/laboratuvar verileri ile haPDA
gelisme riski taglyan hastalan 6ngdrebimek ve bu hastalarin
daha yakin takibini saglamaktir.

Gerec¢ ve Yontemler: Calsmamizda 2019-2021 yillan arasinda
klinigimize yatirlan, gebelik haftasi <32 hafta olan preterm
bebeklerin kayitlar retrospektif olarak incelendi. Major konjenital
anomalisi olan ve ekokardiyografik inceleme yapilamadan
kaybedilen hastalar galisma digl birakildi. Hastalar haPDA olanlar
ve olmayanlar olarak iki gruba ayridi. Klinik ve demografik
Ozellikleri hasta dosyalari ve hastane veri tabani kullanilarak
degerlendirildi.

Bulgular: Calismaya toplam 297 hasta dahil edildi. haPDA
grubunda (n=120) median dogum agirhg 975 gram (1060-
1600) ve gebelik haftasi 28 hafta (25-29) iken, haPDA olmayan
grupta (n=177) sirasiyla 1380 gram (1060-1600) ve 30 hafta
(28-31)’di. haPDA olan grupta dogum agirligi, gebelik haftasi, 5.
dk APGAR skoru, yatis sirasindaki trombosit seviyesi istatistiksel
olarak daha dustk bulundu. Ayrica bu grupta, MPV degeri, dogum
salonu entlbasyon ihtiyaci, respiratuvar distres sendromu (RDS),
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premature retinopatisi (=evre?), intraventrikller kanama (=evre3),
bronkopulmoner displazi gérilme sikiigr istatistiksel olarak daha
yUksek saptandi. Gebelik haftasinin kiiglk olmasi (OR=0.719 ; %95
Cl 0.624-0.829; p<0.001) ve RDS gelisimi (OR=4.49; %95 Cl
2.44-8.27; p<0.001) haPDA icin bagimsiz risk faktorleri olarak
pbelirlendi.

Tartisma: RDS gelisen, gebelik haftasi daha disik olan, daha
immattr Ozellikteki preterm bebeklerde PDA gelisme olasiligi
daha yuksektir. Bu hasta grubunda PDA'ya yonelik erken ve etkili
oOnlemler almak, PDA'ya bagl morbidite ve mortaliteyi dnlemek
acisindan kritik Gneme sahiptir.

Anahtar Sézciikler: DUstk dogum agirligi, PDA, Prematirite
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Clinical Characteristics of Female Patients Treated with GnRHa for
Precocious Puberty or Early and Fast Puberty

Erken Ergenlik veya Hizli Tempolu Puberte Nedeniyle GhnRHa Tedavisi

Baglanan Kiz Hastalarin Klinik Ozellikleri

Emreguil ISIK, Hande Nur SENGIL, Géniil BUYUKYILMAZ

Department of Pediatric Endocrinology, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Central precocious puberty (CPP) refers to the onset
of secondary sex characteristics before the age of 8 in females
which results from early activation of the hypothalamic-pituitary-
gonadal axis. Early and fast puberty (EFP) is characterized by
signs of puberty in girls between 8 and 9 years of age and
a fast transition from Tanner | stage to the next stage within
6 months, accompanied by accelerated growth and bone
maturation and reaching Tanner stage 3 before 10 years of
age. Gonadotropin-releasing hormone agonists (GnRHa) have
become the treatment of choice for children with CPP and EFP.
In this study, we aimed to evaluate the clinical and laboratory
features of the patients who were diagnosed with CPP or EFP
and started on GnRHa in our clinic at the time of diagnosis.

Materials and Methods: This retrospective study included
92 girls who were diagnosed with CPP or EFP and received
GnRHa treatment between September 2023 and September
2024. Anthropometric measurements, bone age and pubertal
status of the patients were evaluated. Laboratory results of
Follicle-stimulating hormone (FSH), Luteinizing hormone (LH),
Estradiol (E2) and peak LH on luteinizing hormone -releasing
hormone (LHRH) stimulation test at the time of diagnose and
uterus length and ovarian volume on pelvic ultrasonography
were recorded.

Results: The mean age of the patients was 8.88 +0.66 years.
GnRHa treatment was started before 8 years of age or at 8 years
in 11.9% (n=11), between 8-9 years in 41.3% (n=38), between
9-10 years in 46.7% (n=43) of the patients. In the pubertal
examination, breast development was compatible with Tanner
stage 2 in 14 patients (15.2%), Tanner stage 3 in 53 patients
(567.7%), and Tanner stage 4 in 25 patients (27.1%). Breast
development was the first presentation symptom in 86.9% of
the patients, 2.2% of the patients presented with axillary or
pubic hair while menarche was the first presentation symptom
in 9.7% of the patients. At the time of diagnosis, height standard

deviation scores (SDS) was 0.82+1.02, body mass index
SDS was 0.58+0.75, and bone age was 10.47+0.98. Before
treatment, basal LH value (U/L) was 1.65+2.53 (min-max; 0.07-
19), peak LH value (U/L) in LHRH test was 11.23+8.19 (min-
max; 4.16-53), and LH/FSH ratio was 0.86+0.44 (min-max;
0.22-2.15). On ultrasonographic evaluation, right ovary volume
was 3.75+2.14 mm3, left ovary volume was 3.45+2.03 mm3,
and uterine diameter in length was 38.95+11.51 mm (min-max;
16-74).

Discussion: Precocious puberty is one of the important reasons
for referral to the pediatric endocrinology. It is very important to
distinguish between CPP, EFP, or normal puberty variants in the
decision of treatment and follow-up. In the differential diagnose,
Tanner stage of puberty, bone age, basal LH, LHRH test and
pelvic ultrasonography are used. This study evaluated the
patients who were started on GnRHa due to CPP or EFP. Most
of our patients were between 8-10 years old and treatment was
started because of EFP. Girls with CPP or EFP have accelerated
linear growth for age, advanced bone age and pubertal LH levels.

Keywords: GnRH analog, Precocious puberty
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Amac: Santral puberte prekoks (SPP) hipotalamo-hipofiz-
gonad (HHG) ekseninin harekete gecmesi sonucu kizlarda 8
yasindan once puberte bulgularinin baslamasidir. Hizll tempolu
puberte ise kizlarda 8 ila 9 yas arasinda ergenlik belirtileri
baslamasina ragmen 6 ay icinde Tanner | evresinden bir sonraki
evreye hizli gegis, hizlanmig blydme ve kemik olgunlasmasi, 10
yasindan énce tanner evre 3 evresine ulasma ile karakterizedir.
Gonadotropin salgilatici hormon agonistleri (GnRHa) SPP ve hizli
tempolu pubertesi olan cocuklar icin tercih edilen tedavidir. Bu
calismada SPP veya hizli tempolu puberte nedeniyle GnRHa
tedavisi baglanan hastalarin tani anindaki klinik 6zelliklerinin
degerlendiriimesi amagclanmigtir.
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Gerec ve Yontemler: Cocuk Endokrinolojisi polikliniginde
Eylll 2023-Eyldl 2024 tarihleri arasinda SPP veya hizli tempolu
puberte tanisiyla GnRHa tedavisi baslanan 92 kiz hasta
calismaya dahil edildi. Hastalarin antropometrik  6lgtimleri,
kemik yasi, Tanner evrelendirmesi degerlendirildi. Tani anindaki
folikdl stimtle edici hormon (FSH), 1Uteinize edici hormon (LH),
estradiol (E2), luteinize edici hormon salgilatici hormon (LHRH)
uyari testi, pelvik ultrasonografi sonuglar kaydedildi.

Bulgular: Hastalarin yas ortalamasi 8.88+0.66 yildi. Hastalarin
% 11.9’unda (n=11) tedavi 8 yas ve altinda, %41.3’Unde (n=38)
tedavi 8-9 yas arasinda, %46.7’sinde (n=43) tedavi 9-10 yas
arasinda baslandi. Puberte muayenesinde 14 (%15.2) hastada
meme Tanner evre 2, 53 (%57.7) hastada meme Tanner evre
3, 25 (%27.1) hastada meme Tanner evre 4 ile uyumluydu.
Hastalarin %86.9’'unda ik gelis sikayeti memede buylme,
%2.2’sinde ik gelis sikayeti killanma ve %9.7’sinde ilk gelis
sikayeti menarsdi. Tani aninda boy SDS 0.82+1.02, vicut kitle
indeksi SDS 0.58+0.75, kemik yasi 10.47+0.98 6lculdu. Tedavi
oOncesi bazal LH degeri (U/L) 1.65+2.53 (en blyUk-en kiguk;
0.07-19), LHRH testinde pik LH degeri (U/L) 11.23+8.19
(en buytk-en kuguk; 4.16-53), LH/FSH orani 0.86+0.44
(en buyUk-en kuglk; 0.22-2.15) saptandi. Ultrasonografik
degerlendirmede sag over hacmi 3.75+2.14 mms3, sol over
hacmi 3.45+2.03 mm3, uterus uzunlugu 38.95+11.51 mm (en
buylk-en kicuk; 16-74) élculdd.

Tartisma: Erken ergenlik gocuk endokrin poliklinigine basvurularin
onemli nedenlerinden biridir. Bu sikayetle basvuran hastalarda
erken ergenlik, hizll tempolu ergenlik veya normal puberte
varyantlarinin ayirt edilmesi uygun hastaya tedavi baglanmasi
acisindan 6nemlidir . Ayirici tani igin tanner evrelemesi, kemik yag,
bazal LH, LHRH testi ve pelvik USG bulgular kullanimaktadrr.
Calismamizda GnRHa tedavisi baslanan hastalarin cogu 8-10 yas
arasinda olup hizll tempolu ergenlik nedeniyle tedavi baslanmistir.
Hastalarda lineer blyUmede hizlanma, kemik yasinda ilerleme ve
pubertal dizeyde LH dizeyleri gortimektedir.

Anahtar Sézciikler: GnRH analog, Puberte prekoks
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Does Easy Access to Health Services Affect the Prevalence of Asthma

and Allergic Diseases?

Saglik Hizmetlerine Kolay Ulasim Astim ve Alerjik Hastalik Prevalansini

Etkiliyor mu?
Deniz YILMAZ', Ersoy CIVELEK?

"Department of Pediatric Immunology and Allergy, Ankara Bilkent City Hospital, Ankara, Turkiye
2Department of Pediatric Immunology and Allergy, Memorial Hospital, Ankara, Tlrkiye

ABSTRACT

Objective: The prevalence of childhood allergic diseases has
been increasing worldwide for the last 40 years. This increase
has also been shown in studies conducted in the same region
in different years. Changes in environmental and living conditions
have been shown to be the reason for this. While these reasons
may be responsible, increased awareness of the disease may
also be responsible. In addition, access to health services has
also become easier. The objective of this study was to ascertain
whether heightened awareness of allergic diseases and
improved accessibility to healthcare services have contributed to
an increase in their prevalence.

Materials and Methods: In order to confirm this hypothesis, the
lifetime frequency of allergic diseases in the children of healthcare
workers who have easy access to healthcare institutions and
have higher awareness was investigated. A questionnaire form
based on ISAAC was sent to healthcare workers electronically.

Results: The questionnaire was sent to 224 people. Total 222
people responded. Total of 52.1% (112) of the children were
boys. The mean age was 11.8+6.4 years. Lifetime asthma
was 20.3%, allergic rhinitis 20.6%, atopic dermatitis 22.7%,
food allergy 14.1%, drug allergy 11.8%, latex allergy 3.1%, bee
venom allergy 6.3% and anaphylaxis 3.7%. Inhaled steroid use
was 32.6%, inhaled salbutamol use 41.1%, montelukast use
24%, nasal steroid use 32.8%, topical corticosteroid use 30%
and use of at least one allergy medication 54.5%. Children who
underwent food elimination were 10.5%, hypoallergen/amino
acid-based formula was initiated in 2.7%, and drug use was
prohibited in 5%. Total of 13.1% of children were <37 weeks
old. The proportion of children whose mothers smoked during
pregnancy was 14.6% and the proportion of children whose
mothers smoked inside the house was 18.7%. Maternal or
paternal asthma or allergic rhinitis was 28%, maternal or paternal
food allergy was 11.6%, and maternal or paternal drug allergy
was 16.3%.

Discussion: The prevalence of allergic diseases in children of
healthcare workers was found to be higher than in the general
population. Changing environmental factors may be effective in
this higher prevalence as well as high awareness of the disease.
Therefore, controlled studies should be conducted and risk
factors should be accurately determined. Accurate determination
of risk factors will guide research on pathogenesis.

Keywords: Allergic diseases, Asthma, Prevalance
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Amagc: Cocukluk caginda gérllen alerjik hastaliklarin sikiigi
son 40 yildir tim dinyada artmaktadir. Bu artis ayni bdlgede
farkl yillarda yapilan ¢alismalarda da gdsteriimistir. Buna neden
olarak gevresel ve yasam kosullarindaki degisimler gosteriimistir.
Bu sebepler sorumlu olabilecegi gibi hastaligin farkindahginin
artmasl da sorumlu olabili. Aynca saglik hizmetlerine ulasim
da kolaylasmisti. Bu calismanin amaci, alerjik hastalklara
liskin farkindal@in artmasinin ve saglk hizmetlerine erisimin
kolaylasmasinin bu hastaliklarin yayginiginda bir artisa katkida
bulunup bulunmadigini analiz etmektir.

Gerec ve Yontemler: Bu hipotezi dogrulamak amaciyla saglik
kuruluslarina ulasimi kolay olan ve farkindaliklari daha yuksek
olan saglk calisanlarinin ¢cocuklarindaki yasam boyu alerjik
hastalik sikligi arastinimistir. ISAAC esas alinarak olusturulan
bir anket formu elektronik ortamda saglik calisanlarina
gonderilmistir.

Bulgular: Anket formu 224 kisiye gonderildi. Toplam 222 Kisi
cevap verdi. Cocuklarin %52.1 (112)’si erkekti. Yas ortalamasi
11.8+6.4 yildi. Cocuklarda yasam boyu astim %20.3, alerjik rinit
%20.6, atopik dermatit %22.7, besin alerjisi %14.1, ila¢ alerjisi
%11.8, lateks alerjisi %3.1 arl venomu alerjisi %6.3 ve anafilaksi
9%3.7 olarak saptandi. inhale steroid kullanimi %32.6, inhale
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salbutamol kullanimi %41.1, montelukast kullanimi %24, nazal
steroid kullanimi %32.8, topikal kortikosteroid kullanimi %30
ve en az bir alerji ilaci kullananlar %54.5 olarak bulundu. Besin
eliminasyonu yapilan ¢ocuklar %10.5, hipoalerjen/aminoasit
bazll mama baslananlar %2.7, ila¢ kullanimi yasaklananlar
%5'ti. Cocuklarin %13.1°i <37 haftalikti. Gebelikte annesi sigara
icenler %14.6 ve evin icinde sigara icilen ¢ocuklar %18.7 ydi.
Annede veya babada astim veya alerjik riniti olanlar %28,
annede veya babada besin alerjisi olanlar %11.6, annede veya
babada ilag alerjisi olanlar %16.3’tU.

Tartisma: Saglk calisanlarinin ¢ocuklarinda alerjik hastaliklarin
gorulme siklidr normal topluma goére daha yUksek bulunmustur.
Bu yuUkseklikte degisen cevresel faktdr etkili olabilecegi gibi
hastalik farkindaliginin ytksek olmasi da etkili olabilir. Bu nedenle
kontrolli calismalar yapilmali ve risk faktorleri dogru olarak
belirlenmelidir. Risk faktorlerinin dogru belirlenmesi patogenez
konusundaki arastirmalar igin yol gdsterici olacakir.

Anahtar Sézciikler: Alerjik hastaliklar, Astm, Prevalans
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Etiology, Treatment and Outcomes of Children with Convulsive State
Epilepticus in the Pediatric Intensive Care Unit: A Retrospective Study

Cocuk Yogun Bakim Unitesinde Konvulzif Status Epileptikuslu Gocuklarin
Etiyolojisi, Tedavileri ve Sonuclarinin Incelenmesine Yonelik Retrospektif

Calisma

Hatice BEKTAS ONTAS', Esra KOCKUZU?, Serhat EMEKSIZ2, Aysegll Nese CITAK KURT!

"Department of Pediatric Neurology, Ankara Bilkent City Hospital, Ankara, TUrkiye
°Department of Pediatric Intensive Care, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: The aim of this study was to describe the etiology,
treatments, and outcomes of children admitted to the pediatric
intensive care unit (PICU) with a diagnosis of convulsive status
epilepticus (SE).

Materials and Methods: This retrospective cohort study
reviewed the medical records of patients aged 1 month to 18
years admitted to the PICU with a diagnosis of SE between
January-December 2023. The etiology of SE was determined
through  diagnostic  evaluations  (electroencephalogram,
neuroimaging, metabolic, and genetic investigations); all
pharmacological and supportive interventions, including first-
and second-line antiepileptic drugs, mechanical ventilation,
and neuroprotective treatments, were recorded. Mortality rates,
neurological outcomes at discharge, length of stay in the PICU
and overall hospital, seizure recurrence within 6 months, and
neurological follow-up were documented.

Results: Out of 1411 PICU admissions, 48 patients with 50
episodes of SE were identified. Of these patients, 25 were
female (52.1%). A total of 28 (58.3%) had a history of epilepsy
prior to SE, 26 (565.3%) had abnormal neurological examination
findings before SE, and 27 (57.5%) had developmental delay
in at least one domain. A history of consanguinity was noted
in 20 (41.7%) patients.When the characteristics of the 50 SE
episodes were analyzed, it was analyzed that median age of SE
onset was 36 months (IQR 15-82). Patients were transferred
from other centers in 21 cases, admitted from the emergency
department in 20 cases, and transferred from inpatient wards
in 9 cases. The etiology of SE was progressive in 16 patients,
idiopathic in 13, remote symptomatic in 11, acute symptomatic
in 6, and febrile in 4. Triggering factors included infection in
24 episodes, antiepileptic drug non-compliance in 3, post-
infectious processes in 2, trauma in 2, post-vaccine reaction in
1, and hypertension in 1 episode. In 17 episodes, no triggering

factor was identified. Laboratory results were normal in 46
(92%) episodes.

Regarding first-line treatment, 34 patients received midazolam
alone, seven received diazepam and midazolam, three received
diazepam, midazolam, and ketamine, three received diazepam
alone, and one received diazepam, midazolam, and propofol.
In one patient, first-line treatment was skipped and second-
line treatment was initiated directly. In second-line treatment,
19 patients received levetiracetam, 17 received levetiracetam
and phenytoin, three received phenytoin alone, three received
levetiracetam, phenytoin, and valproic acid, and six patients
did not receive second-line treatment. Third-line treatment
involved midazolam infusion for seizures in 31 episodes,
midazolam infusion for sedation in 10 intubated patients
(without continuing seizures), and thiopental infusion in three
patients. Seizures recurred in the PICU in 31 (62%) episodes.
Thirty-four episodes were classified as refractory SE, and four
episodes were classified as super-refractory SE. Intubation was
required in 27 episodes. The median length of PICU stay was
six days (IQR 3-13), and the median total hospital stay was
18 days (IQR 10-44). Neurological deterioration compared to
the pre-SE state was observed in 14 episodes at discharge,
and three deaths occurred during the 50 episodes. Among
37 patients who continued follow-up, 18 (49%) experienced
seizure recurrence within six months.

Discussion: This study found that the most common etiologies
of SE in children admitted to the PICU were progressive and
idiopathic causes, with infections being a prominent triggering
factor. Heterogeneity in first-line SE treatment practices was
noted, particularly in cases transferred to the hospital. A high
proportion of cases involved refractory SE, and these patients
frequently required intubation and prolonged PICU stays.

Keywords: Status epilepticus, Pediatric intensive care unit,
Seizures, Refractory status epilepticus
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Amagc: Bu calismanin amaci, konvulzif status epileptikus
(SE) tanisi ile pediatrik yogun bakim tnitesine (YBU) yatirilan
cocuklarin etiyolojisini, tedavileri ve sonuclarini tanimlamaktir.

Gere¢ ve Yontemler: Bu retrospektif kohort calismasinda
Ocak-Aralk 2023 aylarinda pediatrik YBU'ye SE tanisi ile
yatirilan 1ay-18 yas arasi hastalarin tibbi kayitlarinin incelenmistir.
SE etiyolojisinin - tanisal  incelemeler  (elektroensefalogram,
ndrogorintlleme, metabolik ve genetik incelemeler) yoluyla
belirenmesi; birinci ve ikinci basamak antiepileptik ilaclar,
mekanik ventilasyon ve ndroprotektif tedaviler dahil olmak
Uzere uygulanan tim farmakolojik ve destekleyici mtdahalelerin
kaydedilmesi; mortalite oranlari, taburculuk sirasindaki nérolojik
sonugclar, YBU ve genel hastanede kalis silresi, 6 aylik siirede
ndbet tekrari ve norolojik takip gibi sonuclarin kaydedilmesi
planlanmistir.

Bulgular: Toplam 1411 yogun bakim yatis kaydinda SE nedeniyle
yatisi bulunan 48 hastaya ait 50 yatis epizodu incelenmistir. Bu
hastalarin 25 (%52.1)’i kadindi. Hasta dykdleri incelendiginde 28
(%58.3) kisinin SE dncesi epilepsi dykust, 26 (%55.3) kisinin SE
oncesi nérolojik muayene bulgularinda anormallik ve 27 (%57.5)
kisinin gelisimsel olarak en az bir alanda gelisimsel geriligi oldugu
tespit edilmigtir. Hastalarin %41.7 (n=20)'sinde akraba evliligi
OykuUsU oldugu saptanmistir. Toplam 50 SE epizodunun 6zellikleri
incelendiginde, SE baglangic yasi ortanca 36 ay (IQR 15-82)
olarak hesaplanmistir. Dis merkezden sevk edilen hastalar 21,
acil servisten yatirilanlar 20, yatan hasta servisinden gelenler ise 9
olarak kaydedilmistir. SE’nin etiyolojisi; 16 hastada progresif, 13
hastada idiyopatik, 11 hastada uzak semptomatik, 6 hastada akut
semptomatik ve 4 hastada ise febril status olarak belirlenmistir.
Tetikleyici faktorler olarak; enfeksiyon 24, ilag uyumsuziugu 3,
post-enfeksiydz sUregler 2, travma 2, asl sonrasi reaksiyon 1,
hipertansiyon 1 epizodda saptanmig, 17 epizodda ise tetikleyici
faktdr tespit edilememistir. Laboratuvar sonuglar 46 epizodda
(%92) normal bulunmustur.

ilk basamak tedavide, 34 hastaya tek basina midazolam,
yedi hastaya diazepam ve midazolam, Uc¢ hastaya diazepam,
midazolam ve ketamin, U¢ hastaya tek basina diazepam, bir
hastaya diazepam, midazolam ve puse propofol verilmis, bir
hastada ise birinci basamak tedavi verilmeden dogrudan ikinci
basamaga gecilmistir. Ikinci basamak tedavide 19 hastaya
levetiresetam (LEV), 17 hastaya LEV ve fenitoin, U¢ hastaya
tek bagina fenitoin, U¢ hastaya LEV, fenitoin ve valproik asit
verilmis, alti hastada ise ikinci basamak tedavi uygulanmamistir.
Uclincii basamak tedavide 31 epizodda midazolam infiizyonu,
10 entlbe hastaya nobeti devam etmemekle birlikte sedasyon
amagcl midazolam inflzyonu, U¢ hastaya tiyopental inflizyonu
uygulanmigtir. Toplam 31 (%62) epizodda nébet yogun bakimda
da tekrarlamistir. Otuzdort epizod direncli SE, dort epizod ise
sUper-direncli SE olarak degerlendiriimistir. Toplam 27 epizodda
entlbasyon ihtiyact olmustur. Yogun bakim kalis sUresi ortanca 6
gun (IQR=3-13), hastanede toplam kalis sUresi ortanca 18 gin
(IQR=10-44) olarak kaydedilmistir. Ondort epizodda taburculuk
sirasinda ndérolojik durumda SE éncesi duruma gére kdtilesme

godzlenmis ve toplam vakalar iginde 3 6lum gergeklesmistir.
Takiplere devam eden 37 hastanin alti aylik takiplerinde 18’inin
(%49) ndbetleri tekrar etmistir.

Tartisma: Bu calismada, pediatrik yogun bakim Unitesine
konvlzif SE tanisiile yatinlan hastalarda, SE’nin en sik etiyolojisinin
progresif ve idiyopatik nedenler oldugu, enfeksiyonun ise
tetikleyici faktdrler arasinda 6ne ¢iktigl gorulmustlr. Hastaneye
sevk slrecinin de bir parcasl olan birinci basamak SE tedavisi
ile ilgili heterojen uygulamalarin oldugu saptanmistir. Tedavi
sUrecinde direncli SE vakalarinin yiksek oranlarda oldugu ve bu
vakalarda entUbasyon ve yogun bakimda uzun sureli yatiglarin
yaygin oldugu belilenmistir.

Anahtar Soézciikler: Status epileptikus, Pediatrik yogun bakim
Unitesi, Nobet, Refrakter status epileptikus
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Evaluation of Clinical and Molecular Findings in Eleven Patients with

Kabuki Syndrome

Kabuki Sendromu Tanili Onbir Hastanin Klinik ve Molektler Bulgularinin

Incelenmesi
Ayse Burcu DOGAN ARI', Ayberk TURKYILMAZZ, Esra KILIC'

"Department of Pediatric Genetics, Ankara Bilkent City Hospital, Ankara, Turkiye
°Department of Medical Genetics, Karadeniz Technical University, Trabzon, Turkiye

ABSTRACT

Objective: Kabuki syndrome is a well-known genetic disorder
characterized by growth retardation, microcephaly, seizures,
intellectual disability, hypotonia, prominent fetal pad and can
be recognized by typical facial findings. Typical facial findings
include long palpebral fissure, lower eyelid eversion, ptosis,
lateral sparse arch-shaped eyebrows, long eyelashes, large
and prominent ears. Other findings include cardiac anomalies,
genitourinary anomalies, cleft palate and lip, gastrointestinal
anomalies and skeletal anomalies. Clinical findings occur
as a result of variants in the KMT2D, KDM6A gene. Here,
we presented 11 patients with Kabuki syndrome who were
followed up in our clinic.

Materials and Methods: Eleven patients who presented to
the Ankara Bilkent City Hospital pediatric genetics outpatient
clinic with typical facial and clinical findings were included in
the study. KMT2D, KDM6A gene analysis, clinical exome
analysis and whole exome analysis were performed. Clinical
and molecular findings of patients with Kabuki Syndrome will
be presented here.

Results: The mean age of the patients was 6.6 years (0-12
years), six were female and five were male. Except for one
patient, there was no consanguinity in the other patients. Al
patients had typical facial appearance and prominent fetal
pad. Three patients had microcephaly and four patients had
short stature. Intellectual disability was present in nine patients.
Except for two patients, all other patients were able to walk and
speak. Three patients had a history of seizures. One patient
was using antiepileptic drugs. Two patients had cleft palate,
three patients had cryptorchidism, two patients had inguinal
hernia, one patient had Charcot Marie Tooth disease, one
patient had ganglioneuroblastoma, one patient had Immune
Thrombocytopenic Purpura, one patient had autoimmune
hemolytic anemia, one patient had anal atresia, two patients
had developmental hip dysplasia, one patient had chronic

kidney disease, one patient had vertebral segmentation
anomaly. Cardiac anomaly was detected in ten patients and
renal anomaly in seven patients. Nine patients had anomalies
in ophthalmologic examination, four patients had cranial MR
findings and four patients had hearing loss. Genetic analysis
performed for the clinical diagnosis revealed heterozygous
variants in the KMT2D gene in ten patients and in the KDM6A
gene in one patient.

Discussion: Kabukisyndrome is a genetic disorder characterized
by typical facial features, prominent fetal pad, growth retardation
and intellectual disability. Confirmation of the diagnosis is
important for increasing clinical awareness, appropriate follow-
up of patients and genetic counseling.

Keywords: Intellectual disability, KMT2D, Microcephaly

0z

Amac: Kabuki sendromu buytme geriligi, mikrosefali, ndbet,
zihinsel yetersizlik, hipotoni, belirgin fetal pad ile karakterize;
tipik yUz bulgular ile taninabilen iyi bilinen bir genetik hastaliktir.
Tipik yUz bulgular arasinda uzun palpebral fissir, alt gbz kapagi
eversiyonu, ptozis, laterali seyrek ark seklinde kas, uzun kirpikler,
buUyUk ve belirgin kulaklar bulunmaktadir. Diger bulgular arasinda
kardiyak anomaliler, genitoUriner anomaliler, yark damak dudak,
gastrointestinal anomaliler, iskelet anomalileri bulunmaktadir.
KMT2D, KDMBA genindeki varyantlar sonucu Klinik bulgular
ortaya ¢clkmaktadir. Burada klinigimizde takip ettigimiz 11 Kabuki
sendromu hastasl sunduk.

Gerec¢ ve Yontemler: Ankara Bilkent Sehir Hastanesi gocuk
genetik poliklinigine bagvuran tipik yiz ve klinik bulgular ile
taninan 11 hasta calismaya dahil edildi. Hastalara KMT2D,
KDM6BA gen analizi, klinik ekzom analizi, tim ekzom analizi
yapildi. Burada Kabuki Sendromu tanili hastalarin klinik ve
molekuler bulgular sunulacaktir.
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Bulgular: Hastalarin 6’si kiz 5’i erkek, yas ortalamalari 6.6
yas (0-12 yag)'di. Bir hasta disinda diger hastalarda akrabalik
yoktu. TUm hastalarda tipik ydz gérinumu ve belirgin fetal pad
mevcuttu. Uc hastada mikrosefali, dért hastada boy kisaligi
vardi. Dokuz hastada zihinsel yetersizlik mevcuttu. Iki hasta
disinda diger hastalar yirime ve konusma yetenegdi kazanmisti.
Uc hastanin ndbet 6ykisi vardi. Bir hasta antiepileptik
kullaniyordu. iki hastada yark damak, (¢ hastada inmemis
testis, iki hastada inguinal herni, bir hastada Charcot Marie
Tooth hastaligl, bir hastada gangliyonéroblastom, bir hastada
immin Trombositopenik Purpura, bir hastada otoimmun
hemolitik anemi, bir hastada anal atrezi, iki hastada gelisimsel
kalga displazisi, bir hastada kronik bdbrek hastalig, bir hastada
vertebra segmentasyon anomalisi mevcuttu. Hastalarin onunda
kardiyak anomali, yedi hastada renal anomali saptandi. Dokuz
hastanin g6z muayenesinde anomali, dort hastada kranial MR
bulgusu, dort hastada isitme kaybi vardi. Klinik taniya yonelik
yapllan genetik analizde on hastada KMT2D geninde, bir
hastada KDMBA geninde heterozigot varyant saptandi.

Tartisma: Kabuki sendromu tipik yliz 6zellikleri, belirgin fetal
pad, blylme geriligi, zihinsel yetersizlik ile karakterize genetik
bir hastaliktir. Taninin dogrulanmasi, Klinik farkindali@in artirimasi,
hastalarin uygun takibi ve genetik danisma agisindan énemlidir.

Anahtar Sézciikler: Zihinsel yetersizlik, KMT2D, Mikrosefali
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Smith-Lemli-Opitz Syndrome Diagnosed in the Neonatal Period: A

Case Report

Yenidogan Déneminde Tani Alan Smith-Lemli-Opitz Sendromu: Olgu Sunumu
Metehan SAHIN', Yusuf Kemal Cagatay SEYMEN!, Emre SANRI', Giilfer AKCA2 Aslihan SANRI2

"Department of Pediatrics, Samsun University Faculty of Medicine, Samsun, Turkiye
°Department of Pediatrics, Samsun Training and Research Hospital, Samsun, Turkiye

ABSTRACT

Objective: Smith-Lemli-Opitz syndrome (SLOS) is a rare
congenital metabolic disorder caused by pathogenic variants
in the 7-dehydrocholesterol reductase (DHCR7) gene. The
reported incidence among the Caucasian population ranges
from 1 in 20.000 to 40.000. The DHCR7 enzyme catalyzes the
reduction of 7- dehydrocholesterol (7DHC) to cholesterol in the
final step of cholesterol biosynthesis. In SLOS, due to mutations
in the DHCRY gene, there is a reduction in the levels or activity
of the DHCR7 enzyme, leading to an inability to convert 7DHC
into cholesterol. This results in decreased blood cholesterol
levels and increased 7DHC levels. Clinical features of SLOS
include prenatal and postnatal growth retardation, moderate-
to-severe intellectual disability, microcephaly, dysmorphic facial
features, cleft palate, postaxial polydactyly, congenital heart
disease, urogenital anomalies, and syndactyly between the
second and third toes. Two types of SLOS have been identified
based on clinical course and prognosis: the classical form (type
I) and acrodysgenital syndrome (type ll). In this case report, we
discuss a type | SLOS case that presented with dysmorphic
features in the early postnatal period, was referred for genetic
consultation, and was diagnosed based on clinical findings,
lipid profile, and confirmed by molecular genetic analysis.

Case Reports: A female infant born via cesarean section at
37 weeks of gestation, weighing 2420 grams, was admitted
to the neonatal intensive care unit due to multiple congenital
anomalies. The mother was 25 years old, and this was her first
live birth. Physical examination revealed a cleft palate, bilaterally
low-set ears, a flat nasal bridge, retrognathia, hypertelorism,
postaxial polydactyly in both hands and Y-shaped syndactyly
between the second and third toes on both feet (Figure 1).
Additional anomaly screening showed bilateral ptotic kidneys
and cardiac anomalies, including atrioventricular septal
defect, bicuspid aortic valve, and patent ductus arteriosus.
The lipid profile, performed with SLOS in mind, showed low
cholesterol (23 mg/dL) and HDL (9 mg/dL), while LDL levels were

Figur 1: Physical malformations of the patient

undetectable. Genetic analysis revealed a homozygous c¢.452
G>A (p.W151*) mutation in the DHCR7 gene, a pathogenic
variant previously associated with the disease. The patient was
diagnosed with SLOS.

Discussion: Smith-Lemli-Opitz syndrome is a rare autosomal
recessive cholesterol biosynthesis disorder associated with
multiple malformations, caused by pathogenic variants in the
DHCR7 gene. When SLOS is considered in the differential
diagnosis of cases with multiple congenital anomalies, measuring
cholesterol levels in laboratory tests can guide the clinician.
Diagnosing SLOS is important for providing genetic counseling
to the family, highlighting that the probability of having another
child with SLOS is 25%, and offering prenatal diagnosis options.

Keywords: DHCR7, Smith-Lemli-Opitz syndrome (SLOS),
7DHC
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Amag: Smith-Lemli-Opitz sendromu (SLOS), 7- dehidrokolesterol
redUktaz (DHCR7) geninin patojenik varyantlarinin neden oldugu
nadir goérdlen dogumsal bir metabolik hastalktr. Gorlime
skligl beyaz irkta 1/20 000- 40 000 olarak belirtiimektedir.
DHCRY7 enzimi, kolesterol biyosentezinin son asamasinda 7-
dehidrokolesteroliin (7DHC) kolesterole indirgenmesini katalize
eder. SLOS’da DHCR7 genindeki mutasyon nedeni ile DHCR7
enzim seviyelerinde veya aktivitesinde azalmasl sonucunda;
7DHC kolesterole donisemeyecedi icin kan kolesterol dizeyleri
duserken, 7DHC seviyelerinde artis ortaya cikar. Prenatal ve
postnatal gelisme geriligi, orta-agr derecede mental gerilik,
mikrosefali, dismorfik ylz bulgular, yark damak, postaksiyel
polidaktili, konjenital kalp hastaliklari, Grogenital anomaliler ve 2. ve
3. ayak parmaklar arasinda sindaktili SLOS bulgulari arasindadir.
Klinik seyir ve prognoza gére, klasik form (tip I) ve akrodisgenital
sendrom (tip Il) olmak Gzere iki tipi tanimlanmigtir. Sundugumuz
bu bildiride erken postnatal ddnemde dismorfik bulgular nedeni
ile genetik konsultasyonu istenen, Klinik bulgular ve lipid profili
ile SLOS tanisindan stiphelenilen ve molekuler genetik analizi ile
tanisi kesinlesen SLOS tip | olgusu tartigildl.

Olgu Sunumu: Yirmi bes yasindaki annenin 1. gebeliginden 1.
yasayan olarak 37. gebelik haftasinda 2420 gr, C/S ile dogan kiz
bebek ¢coklu dogumsal anomali saptanmasi Uzerine yenidogan
yogun bakim servisine vyatinldi. Fizik muayenesinde, vyarik
damak, bilateral dusuk kulak, basik burun kdku, retromikrognati,
hipertelorizm, her iki elde postaksiyel polidaktil ve her iki ayakta
2. ve 3. parmaklar arasinda Y seklinde sindaktili mevcuttu
(Sekil 1). Ek anomali taramasinda bilateral pitotik bodbrek ve
kardiyak anomali (atrioventrikiler septal defekt, bikUspit aortik
kapak, patent ductus arteriyozus) saptandi. Smith-Lemli-Opitz
sendromu dusUnuUlerek bakilan lipid profilinde kolesterol (23
mg/dl) ve HDL (9 mg/dl) dustk, LDL ise dlcllemeyecek kadar
dUsUktu. Genetik analizde DHCR7 geninde homozigot ¢.452
G>A (p.W151*) mutasyonu saptandi. Bu mutasyon patojenik
olup daha 6nce hastalikla iliskilendirilmistir. Hastaya SLOS tanisi
konmustur.

Tartisma: Smith-Lemli-Opitz  sendromu, DHCR7 geninin
patojenik varyantlarnin  neden oldugu nadir g&rulen, ¢oklu
malformasyonlarin eglik ettigi otozomal resesif gecisli kolesterol
biyosentez bozuklugudur. Coklu dogumsal anomali olan

vakalarda ayirici tanida SLOS disUnUldigu taktirde laboratuvar

il

Sekil 1: Hastadaki fiziksel malformasyonlar

testlerinde kolesterol dizeyinin dlclimesi klinisyene yol gosterici
olacaktir. SLOS tanisi konulmasi, aileye bir sonraki ¢cocuklarinin
SLOS olma olasiliginin - %25 oldugu vurgulanarak genetik
danismanlik verilmesi ve ailelere prenatal tani secenegdi sunuimasi
acisindan dnemlidir.

Anahtar Sézciikler: DHCR7, Smith-Lemli-Opitz sendromu
(SLOS),7DHC
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A Rare Case Diagnosed in the Neonatal Period: Zellweger Syndrome

Type 5

Yenidogan Déneminde Tani Alan Nadir Bir Olgu: Zellweger Sendromu Tip 5

Metehan SAHIN', Stimeyye Hilal BOLUKBASI ARSLAN', Yusuf Kemal Cagatay SEYMEN', Emre SANRI', Unal AKCA?,

Aslihan SANRI?

"Department of Pediatrics, Samsun University Faculty of Medicine, Samsun, TUrkiye
2Department of Pediatrics, Samsun Training and Research Hospital, Samsun, TUrkiye

ABSTRACT

Objective: Zellweger syndrome (cerebrohepatorenal syndrome)
(ZS) is a rare autosomal recessive disorder characterized by
peroxisome biogenesis disorder, leading to severe central
nervous system, kidney, and liver dysfunction in the neonatal
period. The prevalence of ZS is estimated to be approximately 1
in 50 000 live births. Common clinical findings include hypotonia,
seizures, hepatomegaly, craniofacial dysmorphism, and early
death. Dysfunction in peroxisomes caused by mutations in pexin
(PEX) genes, which are involved in peroxisome biogenesis, results
in the accumulation of very long-chain fatty acids (VLCFAS) in
various organs. Most infants succumb to respiratory infections,
gastrointestinal bleeding, or liver failure within six months of
disease onset. This case is presented due to its rarity and
diagnosis in the neonatal period.

Case Reports: A 10-day-old female infant was referred
to the neonatal intensive care unit with hypotonia, feeding
difficulties, and respiratory distress. The prenatal history was
unremarkable, the third child of a 27-year-old mother, was born
at 38 weeks with a weight of 2950 grams. There was third-
degree consanguinity between the parents. The family history
revealed no hereditary diseases, congenital anomalies, sibling
deaths, or similar complaints. On physical examination, the
patient had epicanthus, hypertelorism, dysplastic ears, wide
fontanelles, retrognathia, a bulbous nose tip, hepatomegaly,
and hypotonia (Figure 1). Laboratory tests showed impaired liver
function (AST=1127, ALT=339). Abdominal ultrasonography
(USG) revealed bilateral renal cortical cysts, cranial USG
showed cerebral cysts, and echocardiography revealed a
patent foramen ovale. During follow-up, the patient experienced
seizures, and her electroencephalogram was consistent with
bilateral epileptiform activity. Cranial MRI revealed cystic lesions
in the choroid plexus areas of the bilateral lateral ventricles.
Fundus examination was normal. Due to hypotonia, distinctive

Figure 1: Malformations present
on the patient’s face.

facial appearance, and central nervous system, liver, and renal
involvement, VLCFA analysis was requested with suspicion
of ZS. Elevated C26:0 levels and increased C26:0/C22:0
and C24:0/C22:0 ratios were consistent with ZS. Based on
the VLCFA results, a peroxisomal disease gene panel was
requested. Genetic analysis revealed a homozygous pathogenic
mutation in the PEX2 gene. The patient, whose parents were
carriers, was diagnosed with ZS type 5.

Discussion: ZS is a fatal disorder that causes dysmorphism,
severe neurological dysfunction, hepatorenal disease, and
metabolic abnormalities in affected individuals. In addition to
clinical findings, elevated serum VLCFA, phytanic acid, pristanic
acid, transaminase, and total bile acids serve as diagnostic
clues. Radiologically, renal cortical cysts, cranial polymicrogyria,
abnormal migration, and subependymal cysts are important
findings. ZS is genetically heterogeneous and results from
mutations in one of 13 PEX genes. ZS type 1, caused by
mutations in the PEX1 gene, is the most common type,
accounting for 60.5% of cases. The PEX2 gene mutation found
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in our patient represents 3.1% of all ZS cases. Currently, there is
no definitive cure for ZS, and treatment is generally symptomatic.
Therefore, early diagnosis is crucial for the multidisciplinary
management of patients and for providing counselling to the
family. In conclusion, ZS should be considered in patients with
hypotonia, dysmorphism, central nervous system involvement,
and hepatorenal disease.

Keywords: Cerebrohepatorenal syndrome, PEX2, Zellweger
syndrome
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Amacg: Zellweger sendromu (serebrohepatorenal sendrom) (ZS)
peroksizom biyogenez bozuklugu ile karakterize, yenidogan
déneminde ciddi santral sinir sistemi, bdbrek ve karaciger
disfonksiyonu ile ortaya ¢ikan otozomal resesif nadir bir hastaliktir.
ZS prevalansinin yaklagik 50 000 canli dogumda 1 oldugu
tahmin edilmektedir. Yaygin klinik bulgular arasinda hipotoni,
ndbet, hepatomegali, kraniyofasiyal dismorfizm ve erken
6lum bulunur. Peroksizom biyogenezinde rol oynayan peksin
(PEX) genlerindeki mutasyonlara bagl olarak peroksizomlarda
ortaya ¢ikan fonksiyon bozuklugu, c¢esitli organlarda ¢ok uzun
zincirli yag asitlerinin (CUZYA) birikimine sebep olur. infantlarin
¢ogu hastaligin baglangicindan 6 ay i¢inde solunum yollari
enfeksiyonlari, sindirim sistemi kanamalar ya da karaciger
yetmezliginden kaybedililer. Bu olguyu nadir gortimesi ve
yenidogan déneminde tani konulmasi nedeniyle sunmayi uygun
bulduk.

Olgu Sunumu: Postnatal 10 gunlik kiz bebek hipotoni,
beslenme gugligu ve solunum sikintisi ile yenidogan yogun
bakim servisine sevk edilmisti. Prenatal OykUsUnde &zellik
olmayan hasta, 27 yasindaki annenin 3. gebeliginden 3. yasayan
olarak 38 haftalk, 2950 gram dogmustu. Anne baba arasinda
3. derece akrabalk mevcuttu. Aile dykustnde herhangi bir
kalitsal hastalik, dogumsal anomali, kardes 6limu ve benzer
yakinmasl olan birey yoktu. Hastanin fizik muayenesinde
epikantus, hipertelorizm, displastik kulaklar, genis fontaneller,
retrognati, bulbdz burun ucu, hepatomegali ve hipotonisite
mevcuttu (Sekil 1). Laboratuvar tetkiklerinde karaciger fonksiyon
testlerinde bozukluk (AST=1127 ALT=339) saptandi. Abdominal
ultrasonografisinde (USG) bilateral renal kortikal kistler,
transfontanel USG’de serebral kistler ve ekokardiyografisinde
patent foramen ovale saptandi. izleminde nébet geciren
hastanin elektroensefalografisi bilateral epileptiform aktivite ile
uyumlu idi. Kraniyal MR’da bilateral lateral ventrikil gévdesinde
koroid plexus lokalizasyonlarinda kistik lezyonlar gértildi. Géz
dibi normaldi. Hipotoni, ayirt edici ylz gdérinimda, santral sinir
sistemi, karaciger ve renal tutulumu olan hastadan ZS sUphesi
ile CUZYA analizi istendi. Hastada C26:0 dizeyi, C26:0/C22:0
ve (C24:0/C22/0 oranlannda yUkseklik saptanarak ZS ile
uyumlu olarak degerlendirildi. CUZYA sonucuna gére hastadan
peroksizomal hastallk gen paneli istendi. Hastanin genetik
analizinde PEX2 geninde homozigot patojenik mutasyonu

Sekil 1: Hastanin yliziinde mevcut
olan malformasyonlar.

saptandi. Anne babanin tasiyici oldugu gosterilen hastaya ZS
tip 5 tanisi kondu.

Tartisma: Zellweger sendromu, etkilenen bireylerde dismorfizm,
ciddi norolojik disfonskiyon, hepatorenal hastallk ve metabolik
anormalliklere sebep olan 6lumcl bir hastaliktir. Klinik bulgulara
ek olarak biyokimyasal olarak serum CUZYA, fitanik asit, pristanik
asit, transaminaz ve toplam safra asitlerinin artmasi tanisal
ipucu saglar. Radyolojik olarak renal kortikal kistler ve kranial
polimikrogri, anormal migrasyon ve subependimal kistler gibi
bulgular énemlidir. ZS genetik olarak heterojen olup 13 PEX
geninden birindeki mutasyonlardan kaynaklanir. PEX1 genindeki
mutasyonlar sonucu olusan ZS tip 1 en sk gortlen tip olup
olgularin %60.5’ini olusturur. Hastamizda mutasyon saptadigimiz
PEX2 geni ise tim ZS olgularinin %3.1’ini olusturmaktadrr.
Su an igin ZS icin bir kalici bir tedavi yoktur. Tedavi genellikle
semptomatiktir. Bu nedenler erken tani hastalarin multidisipliner
yonetimi ve aileye verilecek danisma agisindan oldukga dnemlidir.
Sonug olarak ZS, hipotoni, dismorfizm, merkezi sinir sistemi
tutulumu ve hepatorenal hastaligi olan hastalarda akla gelmelidir.

Anahtar Sozciikler: Serebrohepatorenal sendrom, PEX2,
Zellweger sendromu
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A Rare Cause of Acute Onset Headache in Children: Brain Abscess
Cocuk Hastada Ani Gelisen Bas Agrisinin Nadir Bir Nedeni: Beyin Apsesi

Gozde Melisa KALYONCU ARICAN', Dilara GELIKCAN OZMARANGOZ', Betlil DEMIRCIOGLU KALAYCI',
Zeynep GENCE Oz2, Mustafa Oguz KAYNAKS, Harun DEMIRCI2, Halise AKGA3

"Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

?Department of Brain and Nerve Diseases Surgery, Ankara Bilkent City Hospital, Ankara, Tirkiye

SDepartment of Child Emergency, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective:Inchildhood, brainabscesses are caused by resistant
bacterial infections (otitis media, orbital cellulitis, mastoiditis,
sinusitis), penetrating injuries, or neuro-surgical interventions.
Underlying conditions like immunodeficiency, congenital heart
diseases with right-to-left shunt, and chronic pulmonary
infections can predispose to brain abscess formation. Clinical
symptoms of brain abscess typically include headache, fever,
and focal neurological deficits; however, early symptoms may
be nonspecific. Symptoms such as neck stiffness, vomiting,
mental changes, and seizures should prompt consideration of
a brain abscess. This case report presents a child with severe
headache and restricted neck movement who was diagnosed
with a brain abscess.

Case Reports: A 6-year-and-7-month-old girl was admitted to
our hospital with fever, headache, restricted neck movements,
and vomiting. A detailed medical history revealed that the
patient had been diagnosed with otitis media one week
prior. She had received three days of intravenous ceftriaxone
treatment, which was followed by a single dose of vancomycin
due to the persistence of symptoms and the suspicion of
meningitis. Upon presentation, the patient was observed to be
in a generally good state of health, demonstrating alertness,
orientation, and cooperation, with vital signs within the normal
range. She was crying out due to pain. Physical examination
showed oropharyngeal hyperemia, cerumen in both ears,
and meningeal irritation signs (neck stiffness, Kernig's sign,
Brudzinski’'s sign). Deep neck infection and meningitis were
considered as primary diagnoses. Laboratory tests revealed
positive acute phase reactants. A contrast-enhanced brain
magnetic resonance imaging scan revealed a lesion measuring
57x52x50 mm with peripheral contrast enhancement in the
right temporoparietal cortical-subcortical area. Additionally,

Figure 1: Contrast-enhanced brain
magnetic resonance imaging scan of
the patient

diffusion restriction was observed in the central region. Diffusion
restriction resulted in the formation of vasogenic oedema
around the lesion, which was more pronounced in the area of
the abscess. The third ventricle and right ventricle exhibited
compression, with a 10 mm shift from the midline to the left.
The left lateral ventricle exhibited dilatation due to compression,
accompanied by trans-ependymal signal compatible with
cerebrospinal fluid (CSF) leakage. The ventricle was 23 mm in
diameter. Diffusion restriction was observed within 10 mm of the
ventricle, suggesting that the abscess may have opened into
the ventricle. The basal ganglia and capsular structures were
compressed on the right, with oedema extending to this area
(Figure 1). The patient was initiated on parenteral ceftriaxone,
vancomycin, and metronidazole. The pathological assessment
of the surgical specimen obtained from the neurosurgery
department indicated a diagnosis of abscess. The patient,
who is still undergoing follow-ups and antibiotic therapy at
our hospital, is currently in a satisfactory overall condition and
displays normal neurological examination outcomes following
surgery.

Conclusion: Brain abscesses in childhood are rare but
potentially life-threatening conditions that require prompt
diagnosis and treatment. Advances in imaging techniques have
enabled earlier diagnosis, and innovations in surgical techniques
have led to significant improvements in treatment outcomes.
Brain abscess should be considered in children presenting
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with sudden headache, fever, and neurological symptoms, and
prompt diagnosis and treatment should be initiated. An effective
and timely multidisciplinary approach is crucial for improving
outcomes in childhood brain abscesses.

Keywords: Brain Abscess, Headache, Pediatric
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Amag: Cocukluk caginda beyin abselerinin nedenleri direncli
bakteriyel enfeksiyonlar (otitis media, orbital selllit, mastoidit,
sinlizit gibi), penetran yaralanmalar veya nérosirlijik girisimlerdir.
Altta yatan immun yetmezlik, sagdan sola santl konjenital kalp
hastaliklar, kronik akciger enfeksiyonlar gibi durumlar beyin
apsesine zemin hazirlayabilmektedir. Beyin apsesinin  klinik
belirtileri tipik olarak bas agrisi, ates ve fokal norolojik bozukluklari
icerir; ancak hastaligin erken evresinde belirtiler nonspesifik
olabilir. Boyun tutulmasi, kusma, mental degisiklikler ve ndbetler
beyin apsesini aklimiza getirmelidir. Bu olguda siddetli bas agrisi
ve boyun hareketlerinde kisitlilik sikayetleriyle basvuran ve beyin
apsesi tanisi konulan bir gocuk hasta sunulmustur.

Olgu Sunumu: Alti yas yedi aylk kiz hasta ates, bas agrisi,
boyun hareketlerinde kisitlik ve kusma yakinmalaryla
hastanemize getirildi. Oyklstinde bir hafta dncesinde ates, kulak
agrisi ve kusma sikayetleriyle otit tanisi aldigi, G¢ gun intravendz
seftriakson tedavisi verildigi, sonrasinda klinik dtzelmedigi
gortlince menenjit slphesi nedeniyle tek doz vankomisin
tedavisi verildigi &grenildi. Basvurusunda genel durumu iyi,
bilinci acik, oryante, koopere ve yasamsal bulgular normal
sinirlardaydi. Agrisi nedeniyle c¢idlik c¢ighga bagiryordu. Fizik
muayenesinde orofarenks hiperemikti, her iki kulaktabusonuolan
hastanin meningeal irritasyon bulgular (ense sertligi, Kerning,
Brudzinski belirtileri) mevcuttu. Hastada 6n planda derin boyun
enfeksiyonu ve menenijit disunuldi. Laboratuvar tetkiklerinde
akut faz reaktanlar ylksekti. Kontrastli beyin manyetik rezonans
goérlntilemesinde sag temporoparietal kortikal-subkortikal
alanda 57x52x50 mm ebatl periferal kontrastlanma gdsteren
lezyon tespit edildi. Ayrica santralinde diflizyon kisitlamasi
gortimekteydi. Diflizyon kisitlamasi nedeniyle apse lehine,
lezyon etrafinda yaygin vazojenik 6dem mevcuttu. Orta hattan
sola 10 mm sift ile birlikte 3. ventrikll ve sag ventrikll basi
vardi. Sol lateral ventrikllde basiya bagl dilatasyon ve BOS
sizintisi ile uyumlu transependimal sinyal mevcuttu. Sol lateral
ventrikl 23 mm’di. Sol lateral ventrikdltin 10 mm icerisinde
difizyon kisitlamasi mevcut olup apsenin ventrikile de acildig
dUsunulmekteydi. Bazal ganglionlar ve kapsuler yapilar sagda

Sekil 1: Hastanin kontrasth beyin
manyetik rezonans gorintllemesi

basillyd ve 6dem bu alana uzanmaktaydi (Sekil 1). Hastaya
parenteral seftriakson, vankomisin ve metronidazol tedavileri
baslandi. Beyin cerrahisi bolimU tarafindan opere edilen
hastadan elde edilen materyalin patolojik degerlendiriimesi apse
lehine raporlandi. Hastanemizde takipleri ve antibiyoterapisi
devam etmekte olan hastanin ameliyat sonrasi genel durumu
iyi, norolojik muayenesi normal seyretmektedir.

Tartisma: Cocukluk gadi beyin apseleri nadir gortlen ancak
potansiyel olarak hayati tehdit eden, acil tani ve tedavi gerektiren
bir durumdur. Son vyillarda gelismis gdrintileme yontemleriyle
daha erken teshis edilebilmekte ve cerrahi tekniklerdeki yeniliklerle
tedavi sureclerinde onemli ilerlemeler kaydedilmektedir. Ani bas
agrisi, ates ve norolojik semptomlarla gelen gocuklarda beyin
apsesi akla gelmeli, hizli bir sekilde tani ve tedavi asamalarina
gecilmelidir. Etkili ve zamaninda multidisipliner yaklasim, cocukluk
gagdl beyin apselerinin sonuclarini iyilestirme agisindan bUyuk
Onem tasimaktadir.

Anahtar Sézciikler: Beyin Apsesi, Bas Agrisi, Pediatri
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Cystic Biliary Atresia in a Neonate: A Case Report
Yenidoganda Kistik Bilier Atrezi: Vaka Sunumu

Sevilay ALTUNAY, Fatma OZCAN SIKI, Mehmet OZTURK, Murat KONAK, Saime Stindis UYGUN

Department of Pediatrics, Faculty of Medicine, Selcuk University, Konya, TUrkiye

ABSTRACT

Objective: The assessment of treatment for neonatal
cholestasis in patients with biliary atresia is of paramount
importance, as a delay in diagnosis may result in a reduction
in the efficacy of the administered treatment. Biliary atresia is
a biliary disease characterized by persistent jaundice, acholic
stools, and dark urine in the first weeks of life. It is a progressive
obliterative disease of the tracts. Cystic biliary atresia is defined
as cystic change in an obliterated bile duct, it is a rare but
important subtype of biliary atresia. In this study, we aimed
to present a case of cystic biliary atresia who was diagnosed
with cystic biliary atresia while being examined for prolonged
jaundice and underwent surgery at the age of 29 days.

Case Reports: A male baby born at 37+6 weeks with
caesarean section weighing 2080 g (<3P) was directed to us
diagnosed at 25 days of age due to high direct bilirubin levels.
There were no known features in the antenatal follow-up. When
the patient applied to our institution; weight was 2315g (<3P)
and head circumference was measured as 32 cm (<3P). On
physical examination, his activity and general condition were
good. The skin and sclera were icteric in color. There was no
tenderness on abdomen examination, the abdomen was slightly
distended, and the liver was palpable 1-2 cm below the ribs. He
had acholic stool. Other system examinations were normal. The
patient child was evaluated by gastroenterology and a detailed
liver panel study was recommended. In the entire abdominal
USG performed by pediatric radiology, the gallbladder could
not be visualized and a 22x32 mm lesion adjacent to the
liver was detected. A cystic lesion caused pressure around
it and an 8x18 mm tubular structure was observed on the
anterolateral side of the cystic structure. Magnetic resonance
cholangiopancreatography was performed, similar lesions were
described, and the intrahepatic bile ducts and common bile
duct could not be visualized. The patient was consulted with
pediatric surgery. An operation decision was made with the
preliminary diagnoses of choledochal cyst and cystic biliary
atresia. Preparations was completed and patient was operated.

The gallbladder and bile ducts were visualized during surgery.
Atresic segment in the bile ducts and the cystic structure was
excised. The surgical procedure was completed by performing
a portoenterostomy. The patient’s pathology samples were sent,
histomorphological findings showed features consistent with
“Biliary Atresia”. Patient’s follow-up and treatment continues
with the diagnosis of cystic biliary atresia.

Discussion: As a result, patients presenting with high direct
bilirubin should be evaluated with a multidisciplinary approach,
appropriate imaging evaluation of the methods by specialist
physicians and timely treatment with appropriate surgery will
improve the prognosis of the disease is of serious importance.

Keywords: Acholic stool, Biliary atresia, Neonatal cholestasis
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Amagc: Yenidogan kolestazi, biliyer atrezili hastalarda tanida
gecikme olmasi durumunda tedavi basarisi azalacadi icin
hizla degerlendirimelidir. Biliyer atrezi, yasamin ilk haftalarinda
gecmeyen sarllik, akolik gaita ve koyu renkli idrar ile bulgu
veren safra yollarinin ilerleyici obliteratif hastaligidir. Kistik biliyer
atrezi, oblitere olmus bir safra kanalindaki kistik degisiklik olarak
tanimlanir, biliyer atrezinin nadir goérdlen ama 6nemli bir alt tipidir.
Biz de bu calismada uzamis sarilik sebebiyle tetkik edilirken
kistik biliyer atrezi tanisi alan ve 29 gunlikken opere edilen kistik
biliyer atrezili olguyu sunmay amagladik.

Olgu Sunumu: 37+6 haftalikken sezeryan ile 2080 gr (<3P)
dogan erkek bebek, 25 gunlukken tetkiklerinde direk bilirubin
yUksekligi olmasi sebebiyle tarafimiza ydnlendirildi. Antenatal
takiplerinde bilinen bir 6zellk yoktu. Hasta kurumumuza
basvurdugunda; agirigr 2315 gr (<3P) bas c¢evresi 32 cm
(<8P) olarak &lguldu. Fizik muayenesinde aktivitesi ve genel
durumu iyiydi. Cilt ve sklera rengi ikterikti. Batin muayenesinde
hassasiyet yoktu, batin hafif distandlydl, karaciger kot
altinda 1-2 cm ele geliyordu. Akolik gaitasi mevcuttu. Diger
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sistem muayeneleri normaldi. Hasta gocuk gastroenteroloji ile
degerlendirildi ve ayrnntili karaciger paneli galismasi Onerildi.
Pediatrik radyoloji tarafindan ¢ekilen tim batin USG’de safra
kesesi gdrUntllenemedi, karaciger komsulugunda 22x32
mm’lik etrafina basi etkisi yapan kistik lezyon ve kistik yapinin
anterolateralinde 8x18 mm’lik tUbdller yapi izlendi. Hastaya
manyetik rezonans kolanjiopankreatografi ¢ekildi, benzer
lezyonlar tariflendi ve intrahepatik safra yollari ve koledok kanali
goéruntilenemedi. Hasta c¢ocuk cerrahi ile konsulte edildi.
Koledok kisti ve kistik biliyer atrezi 6n tanilar ile operasyon
karar alindi. Hazrrliklar tamamlanan hasta opere edildi.
Cerrahi sirasinda safra kesesi ve safra yollar gérUntilendi.
Safra yollarinda atrezik segment ve kistik yapi eksize edildi.
Portoenterostomi yapilarak cerrahi islem tamamlandi. Hastanin
patoloji numuneleri génderildi, histolojisi biliyer atrezi ile uyumlu
sonuglandi. Hastanin kistik biliyer atrezi tanisi ile takip ve
tedavisine devam edilmektedir.

Tartisma: Sonug olarak direk billirubin yuksekligi ile gelen
hastalann multidisipliner yaklasimla degerlendiriimesi, uygun
géruntileme  yontemlerinin - uzman  hekimler  tarafindan
degerlendiriimesi ve zamaninda uygun cerrahi ile tedavi edilmesi
hastaligin prognozu agisindan ciddi énem tagimaktadir.

Anahtar Sozciikler: Akolik gaita, Biliyer atrezi, Yenidogan
kolestazi
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Malignant Ataxia: Intracranial Mass
Malign Ataksi : intrakraniyal Kitle
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ABSTRACT

Objective: Ataxia is a condition characterised by impaired
posture and balance, as well as voluntary movement
coordination. It is usually a self-limiting and benign clinical
condition. The most common cause of acute ataxia in children
is acute postinfectious cerebellar ataxia. Various causes such as
central nervous system infections, cranial and cervical masses,
Guillain Barre syndrome also play a role in the etiology of ataxia.
This case report presents the case of a pediatric patient who
presented with ataxia and was subsequently diagnosed with a
high-grade glial tumour.

Case Reports: A 3 year 11 month old girl was brought
to our pediatric emergency department with a complaint
of unsteadiness in walking for six days. She had acute
gastroenteritis that lasted for five days a week ago and an upper
respiratory tract infection a month ago. We've learned that she
had intermittent tenderness in her left knee three months before
this acute process, her left leg trembled intermittently during
activity and she had difficulty in balancing, she also had tremors
in her hands noticed in school. The patient’s general condition
was good, she was cooperative and oriented, her vital signs
were stable, and her physical examination revealed positive
cerebellar tests, other system examinations were normal. Acute
phase reactants were requested for infectious conditions,
which are the most common causes of ataxia in childhood,and
neuroimaging for intracranial events (intracranial mass, venous
thrombosis, arterial ischemia, etc.). Laboratory tests were
normal. Non-contrast computerized brain tomography was
performed. Manyetic rezonans could not be performed. In the
imaging report there was a large heterogeneous mass lesion
originating from the midline at the level of the septum pellicidum,
extending into the corpus- posterior of the right lateral ventricle,
infiltrating the inferior left thalamus, measuring approximately
6.5x7x6 cm in total size, with local calcifications and necrotic

areas. The anterior horn of the right lateral ventricle and the
3 ventricle appeared compressed. On the right, narrowing of
fissures and sulci secondary to hydrocephalus in the cerebral
hemispheres and dilatation at the level of the temporal horn,
occipital horn and corpus were noted. There was a shift of
approximately 19 mm from right to left in the midline structures.
Intracranial space-occupying lesion was considered in the
foreground of the patient. Experienced neurosurgeon planned
emergency surgery due to the shift. The patient was taken into
surgery and a large mass was resected. The pathology report
was reported as compatible with high-grade (Stage 4) glial
tumor and the patient was transferred to the pediatric oncology
department.

Discussion: Although the majority of childhood ataxias are
reported to have a benign course in the literature, it is suggested
that malignant causes should also be kept in mind. Although
symptoms are reported to develop over days, a careful history
can typically reveal signs of mild weakness and coordination
difficulties lasting weeks to months. In this case, an intracranial
mass, one of the life-threatening causes of ataxia, was
diagnosed in a pediatric patient who presented to the emergency
department with ataxia.

Keywords: Ataxia, Intracranial mass, Malignancy
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Amag: Ataksi, durus ve dengede bozukluk ve istemli hareketlerde
ince becerilerin bozuimasi halidir. Cogunlukla kendini sinifayabilen
ve iyi huylu bir Klinik durumdur. Cocuklarda akut ataksinin en sik
nedeni akut postenfeksiyoz serebellar ataksidir. Merkezi sinir sistemi
enfeksiyonlari, kraniyal ve servikal kitleler, Guillain Barre sendromu
gibi ¢esitli nedenler de ataksi etiyolojisinde rol aimaktadir. Bu olguda
ataksi ile bagvuran ve yUksek dereceli glial timor tanisi konulan bir
¢ocuk hasta sunulmustur.
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Olgu Sunumu: Uc yas 11 aylik kiz hasta alti glindir yirimede
dengesizlik sikayetiyle cocuk acil servisimize getirildi. Hastanin
Oykusunden bir hafta dncesinde yaklasik bes gin stren akut
gastroenterit ve bir ay éncesinde Ust solunum yolu enfeksiyonu
gecirdigi  dgrenildi.  Anamnezi  derinlestirildiginde bu akut
strecten Ug¢ ay 6nce sol dizinde aralikll hassasiyetinin oldugu,
aktivite esnasinda sol bacaginin aralikli titredigi ve denge
kurmakta zorlandigl, okulda ogretmenin fark ettigi ellerde
titremesinin oldugu 6grenildi. Genel durumu iyi, bilinci acik,
koopere ve oryante, yasamsal bulgular stabil olan hastanin fizik
muayenesinde cerebellar testlerin pozitif oldugu, diger sistem
muayenelerinin normal oldugu goértldl. Cocukluk caginda
ataksinin en sik nedeni olan enfeksiy6z durumlar icin kan akut
faz reaktanlar ve intrakraniyal nedenler (intrakraniyal kitle, ventz
tromboz, arteriyal iskemi vs.) icin ndrogérintlleme tetkikleri
istendi. Laboratuvar tetkikleri normal sinirlardaydi. Hastaya
kontrastsiz bilgisayarll beyin tomografisi ¢ekildi. Planlanan
diffizyon manyetik rezonansli gérinttleme hasta uyumsuzlugu
nedeni ile c¢ekilemedi. Radyoloji bdlumu tarafindan bildirilen
goruntileme raporunda septum pellicidum duzeyinde orta
hattan koken alarak sag lateral ventrikll korpusu-posterioru
icerisine uzanim gosteren, sol talamusu inferiorda infilte eden,
total boyutu yaklasik 6.5x7x6 cm olculen, igerisinde yer yer
kalsifikasyonlar ve nekrotik alanlar izlenen bulylk boyutlu
heterojen kitle lezyonu mevcuttu. Sag lateral ventrikil anterior
hornu ve 3. ventrikll basili goérinimdeydi. Sagda serebral
hemisferlerde hidrosefaliye sekonder fissir ve sulkuslarda
daralma ve temporal horn, oksipital horn ve korpus dizeyinde
dilatasyon dikkati ¢ekmekteydi. Orta hat yapilarda yaklasik
19 mm sagdan sola sift mevcuttu. Hastada 6n planda
intrakraniyal yer kaplayan lezyon dusunuldd. Tecribeli beyin
cerrahisi tarafindan mevcut durumun kitle olabilecegi kanaatine
varildi ve sift olmasi nedeniyle acil operasyon planlandi. Hasta
operasyona alindi, buydk bir kitle rezeksiyonu yapildi. Patoloji
raporu yUksek dereceli (Evre 4) Glial timor ile uyumlu olarak
raporlandi ve hasta onkoloji bélimune devredildi.

Tartisma: Literatlrde ¢cocukluk ¢cagi ataksilerinin gcogunlugunun
iyi huylu bir gidisat gosterdigi bildirilse de malign nedenlerin de
akilda bulundurulmasi gerektigi dnerilmektedir. Semptomlarin
gunler icinde gelistigi bildirilse de, dikkatli bir 6yku tipik olarak
hafif zayiflik belirtilerini ve haftalar ila aylar stren koordinasyon
zorluklarini ortaya gikarabilir. Bu olguda ataksi nedeniile acil servise
basvuran cocuk hastaya, ataksinin hayati tehdit edebilecek
nedenlerinden biri olan intrakraniyal kitle tanisi konulmustur.

Anahtar Sézciikler: Ataksi, intrakraniyal kitle, Malignite
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Herpes Simplex Virus Encephalitis Requiring Decompressive

Craniectomy: Case Report

Dekompressif Kraniyektomi Gereken Herpes Simplex Viris Ensefaliti: Olgu

Sunumu

Seyma ERDEM TORUN', Edin BOTANZ, Hasan OZEN?, Ozlem MUSTAFAOGLUS, ibrahim ILIK*, Merve BOYRAZ'

"Department of Pediatrics, Van Training and Research Hospital, Van,Turkiye

2Department of Pediatric intensive care, Van Training and Research Hospital, Van, Turkiye
3Department of Pediatric infection, Van Training and Research Hospital, Van, Turkiye

‘Department of Radiology, Van Training and Research Hospital, Van, Turkiye

ABSTRACT

Objective: Herpes simplex virus encephalitis (HSE) is the most
common sporadic encephalitis in children . Early diagnosis and
treatment significantly reduce mortality, but when delayed, the
mortality rate is over 70%. Pathological conditions such as
inflammatory processes, hemorrhage and necrosis associated
with the disease can create a mass effect and lead to conditions
such as uncal herniation and intracranial hypertension (IHD)
resistant to medical treatment. IHD and uncal herniation
secondary to it are the most important cause of death in cases
with encephalitis . In such cases, timely surgical decompression
is of great importance. Here, we present a case of HSE in which
decompressive craniectomy (DC) was applied for the treatment
of refractory IHD.

Case Reports: A 13-year-old male patient was admitted to
our hospital with fever, headache, altered consciousness
for the last 2 days and convulsions for the last 7 days. In
the examination of the central nervous system, light reflexes
were bilateral, pupils were isochoric, Glasgow Coma Scale
Score (GCS)= 10/15, neck stiffness was present, Brudzinski
and Kerning signs were negative, cranial nerve examination
was normal, muscle strength was 5/5 in the lower and upper
extremities, and there was increased deep tendon reflexes
in the lower extremity. Babinski was positive in the right foot.
Lumbar puncture (LP) was performed after imaging. There
was no growth in the cultures. Clinical and radiological findings
were found to be consistent with HSE (Figure 1). Despite
rapid acyclovir administration, his consciousness gradually
deteriorated. Emergency cranial magnetic resonance imaging
revealed a midline shift (Figure 2A). Treatment for IHD was
started with 3% iv sodium chloride, hyperventilation, 45-degree
bed head elevation, and dexamethasone for cerebral edema.
However, despite maximum medical decongestant treatment,
IHD worsened, anisocoria, and worsening of GCS, and DC was

Figure 2: A preoperative cranial imaging (A) and a postoperative
magnetic resonance image (B) of a patient presenting with a
midline shift.

performed on the right temporal region without lobectomy on
the 8" day of the patient’s hospitalization. DC provided partial
improvement in the herniation of intracranial structures and
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potentially saved the patient’s life (Figure 2B). The patient was
discharged after 4 months of hospitalization with a physical
therapy rehabilitation program, unable to perform his daily
activities independently, with mild right hemiparesis, aphasia,
and facial asymmetry.

Discussion: In children with encephalitis, the clinical picture varies
from a self-limiting picture to a severe disease that causes lifelong
morbidity and mortality. HSE is a medical emergency. Despite
the developments in antiviral treatment and the positive effects of
treatment on mortality, focal necrosis and edema associated with
HSE can lead to IHD, causing significant morbidity and mortality,
and patients can be discharged with sequelae. Therefore, the
development of resistant IHD is extremely important in terms of
mortality and early measures should be taken to prevent it. DC is
an alternative treatment method to prevent death . DC can help
these patients by reducing ICH, improving cerebral perfusion,
and preventing herniation syndrome, as it did in our patient. In
fulminant HSE where brainstem compression is imminent, early
surgical intervention is of great importance in terms of mortality
and morbidity.

Keywords: Decompressive craniectomy, Encephalitis, HSV
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Amag: Herpes simpleks virlis ensefaliti (HSE) cocuklarda en
sik gorilen sporadik ensefalittir. Erken tani ve tedavi mortaliteyi
Onemli dlglide azaltmakla birilikte, ge¢ kalindiginda ise 6lim orani
%70’in Uzerindedir. Hastalkla iligkili inflamatuar stregler, kanama
ve nekroz gibi patolojk durumlar kitle etkisi olusturarak, unkal
herniasyon, tibbi tedaviye direncli intrakraniyal hipertansiyon (iKH)
gibi durumlara yol acabilemektedir. IKH ve buna sekonder gelisen
unkal herniasyon ensefalitli olgulardaki 8lumdn en énemli sebebidir.
Bu gibi durumlarda zamaninda uygulanan cerrahi dekompresyon
blyik 6nem tagimaktadrr. Burada direncli IKH tedavisi igin
dekompresif kranyektomi (DK) uygulanan bir HSE vakasini
sunuyoruz.

Olgu Sunumu: On U¢ yas erkek hasta, 7 gindUr sUren ates,
bas agrisi, biling degisikligi ve son 2 gindur olan konvulsiyon
nedeniyle hastanemize basvurdu. Santal sisnir sistem
muayenesinde isik refleksi bilateral alinmakta, pupiller izokorik,
Glaskov Koma Skalasi Skoru (GKS)=10/15), ense sertligi mevcut,
brudzinski ve kerning bulgular negatif, kranyal sinir muayenesi
dogal, kas kuvveti alt ve Ust ektremite 5/5 olup, alt ekstermitede
derin tendon reflekslerinde artis mevcuttu. Babinski sag ayakta
pozitifti. GorUntllemelerin  ardindan lomber ponksiyon (LP)
yapildi. Kulttrlerinde Ureme yoktu. Klinik ve radyolojik bulgulari
HSE ile uyumiu bulundu (Sekil 1). Hizll asiklovir uygulamasina
ragmen bilinci giderek bozuldu. Acil kraniyal manyetik rezonans
gdruntileme yaplilan hastada orta hat sifti saptandi (Sekil 2A).
iIKH’'na yonelik iv %3 sodyum Klorlirlr, hiperventilasyon, 45
derece yatak basi elevasyonu, deksametazon ile beyin édemi
tedavisi baslandi. Bununla birlikte, maksimum tibbi dekonjestan
tedavisine ragmen, IKH’nun kéttlesmesi, anizokori ve GKS’deki

Sekil 2: Hastanin preoperatif (A) orta hat sifti olan kranyal
goruntllemesi ve postoperatif, (B) manyetik rezonans gorintisu.

kotllesme ile, hastann yatisinn  8.glninde sag temporal
bdlgeye, lobektomi yapimadan DK yapildi. DK ile intrakranial
yapilann herniasyonunda kismi iylesme sagdlandi ve potansiyel
olarak hastanin hayatini kurtardi (Sekil 2B). Hasta 4 aylk yatisin
ardirdan gunltk aktivitelerini bagimsiz yapamayacak sekilde; hafif
sag hemiparezi, afazi, fasiyal asimetri ile fizik tedavi rehabilitasyon
programina alinarak taburcu edilmistir.

Tarisma: Ensefaliti ¢ocuklarda Klinik, kendini sinirlayan bir
tablodan hayat boyu morbidite ve mortaliteye neden olan siddetli
hastalik tablosuna kadar degiskenlik gdstermektedir. HSE, tibbi bir
acil durumdur. Antiviral tedavideki gelismelere ve tedavinin mortalite
Uzerindeki olumlu etkilerine ragmen, HSE iliskili fokal nekroz ve
ddem IKH'ye yol acarak énemili bir morbidite ve mortalite olusturup,
hastalar sekelle taburcu olabilmektedir. Bu nedenle direncli IKH
gelismesi mortalite agisindan son derece dnemlidir ve dnlenmesi
icin erken Onlemler alinmalidi. DK 6limU énlemek icin alternatif
bir tedavi yontemidir. DK, IKH'nu azaltarak, serebral perfiizyonu
iyilestirip, herniasyon sendromunu 6nleyerek hastamizda oldugu
gibi bu hastalara yardimci olabilir. Beyin sapi kompresyonunun
yaklastigl fuminan HSE’de, erken cerrahi midahale mortalite ve
morbidite agisindan blydk énem tasimaktadir.

Anahtar Sozciikler: Dekompressif Kraniyektomi ,Ensefalit, HSV
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Life-threatening Latrogenic Hypocalcemia
Hayati Tehdit Eden iyatrojenik Hipokalsemi

Rimeysa Reyhan CANDER KOZ', Mustafa Oguz KAYNAK?2, irem Nur YILDIZ2, Beyzanur DOLAY2, Naciye Beyza EKSELLI",

Halise AKCA?
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2Department of Pediatric Emergency, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: It has been reported that oral phosphate
preparations used as bowel cleansers can lead to various
severe side effects, such as electrolyte imbalances, in patients
of all age groups. The management of these patients may range
from intravenous fluid therapy to cardiopulmonary resuscitation.
Here, we present a pediatric patient who developed a severe
electrolyte imbalance following the use of oral phosphate for
bowel preparation before a barium enema.

Case Reports: A 3-year-old girl was brought to the emergency
department due to the development of cramps and pain in her
hands and feet upon waking up in the morning. The patient’s
history revealed that she had been followed up for constipation
for two years and had taken 45 mL of PHOSPHO-SODA®
(containing 21.6 g monobasic sodium phosphate and 8.1 g
dibasic sodium phosphate) orally 6 hours before presentation
for bowel preparation prior to a planned barium enema. On
admission, her general condition was moderate, she was
conscious, and tetany and a positive Trousseau’s sign were
observed in the distal extremities. Prolongation of the QT interval
(0.5 seconds) was observed on the monitor. Blood gas analysis
revealed hypocalcemia with low ionized calcium levels (0.7
mmol/L), leading to a diagnosis of symptomatic hypocalcemia.
Intravenous slow push calcium gluconate was administered
at a dose of 100 mg/kg, and parenteral hydration therapy
was initiated. Following the first dose of intravenous calcium,
Trousseau’s sign disappeared, and repeat ECG showed
normalization of the QT interval (0.42 seconds). Laboratory tests
revealed calcium levels of 6.9 mg/dL and phosphorus levels of
16.0 mg/dL. Subsequent follow-ups showed normalization of
calcium (10-9.5-10.2 mg/dL) and phosphorus (13.3-6.3-5.2
mg/dL) levels. The patient, with no additional complaints, was
discharged in good health.

Discussion: There are numerous cases in the literature
indicating that phosphate-containing bowel cleansers can cause
hypocalcemia and related complications. This case demonstrates
the need for caution when using phosphate preparations in
pediatric patients and underscores the importance of early
recognition and prompt treatment of potentially life-threatening
side effects.

Keywords: Hypocalcemia, Hyperphosphatemia, Latrogenic
hypocalcemia, Oral phosphate
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Amac: Bagrrsak temizleyicisi olarak kullanilan oral fosfat
preperatlarinin ttm yas grubu hastalarda elektrolit dengesizlikleri
gibi bircok ciddi yan etkiye yol acgabilecedi bildiriimektedir.
Hastalarin yénetimi intravendz sivi tedavisinden kardiyopulmoner
resUsitasyona kadar ilerleyebilen genis bir yelpazeyi icermektedir.
Burada, baryumlu kolon tetkiki dncesi bagirsak temizligi amagl
oral fosfat kullanimi sonucu ciddi elektrolit dengesizligi gelisen bir
gocuk hasta sunulmustur.

Olgu Sunumu: Uc yasindaki kiz hasta sabah uyandiginda
ellerinde ve ayaklaninda kasilma ve agr gelismesi Uzerine acil
servise getirildi. Hastanin dyktsunden iki yildir kabizlik nedeniyle
takipli oldugu, etiyolojiye yonelik planlanan baryumlu kolon
tetkiki dncesinde bagirsak temizligi icin bagvurudan 6 saat 6nce
45 ml PHOSPHO-SODA® (21.6 g monobazik sodyum fosfat ve
8.1 g dibazik sodyum fosfat) oral yolla aldigi 6grenildi. Gelisinde
genel durumu orta, bilinci aglk olan hastanin ekstremite
distallerinde tetani ve Trousseau bulgusu pozitifligi saptandi.
Monitorize edilen hastanin QT intervalinde uzama (0.5 saniye)
oldugu goérlldd. Kan gazinda iyonize kalsiyum duzeyinde
dUstklik (0.7 mmol/L) saptaninca semptomatik hipokalsemi
tanisiyla kalsiyum glukonat 100 mg/kg dozunda intraventz
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yavas puse verilip parenteral hidrasyon tedavisine basland.. ik
doz intraventz kalsiyum tedavisi sonrasi Trousseau bulgusunun
kayboldugu ve kontrol EKG’de QT intervalinin normale (0.42 sn)
déndugu gozlendi. Laboratuvar tetkiklerinde kalsiyum 6.9 mg/
dL, fosfor: 16.0 mg/dL saptandi. Hastanin takiplerinde yapilan
kontrollerinde kalsiyumun 10-9.5-10.2 mg/dL, fosfor 13.3-
6.3-5.2 mg/dL seklinde normale dondigt gortlda. Ek sikayet
olmayan hasta sifa ile taburcu edildi.

Tartisma: Literatirde fosfat iceren bagirsak temizleyicilerinin
hipokalsemi ve hipokalsemiye bagl komplikasyonlara neden
olabilecegine dair gok sayida vakalar mevcuttur. Bu olgu, pediatrik
hastalarda fosfat igeren preparatiann kullaniminda  dikkatli
olunmasi ve hayati tehdit etme potansiyeli olan yan etkilerin hizl
bir sekilde taninarak tedavi ediimesi gerektigini gdstermektedir.

Anahtar Sézciikler: Hipokalsemi, Hiperfosfatemi, lyatrojenik
hipokalsemi, Oral fosfat
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The Complication of Unproven Everyday Knowledge: Foreign Body

Aspiration

Kanitlanmamis Gindelik Bilginin Komplikasyonu: Yabanci Cisim Yutma
Guler GOZUDELI YAR', Beyza Nur ATAY', Mustafa Oguz KAYNAK?, Osman Nuri IS?, Elif Emel ERTEN?, Halise AKCA?

"Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye
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ABSTRACT

Objective: Children diagnosed with Autism Spectrum Disorder
(ASD) often experience behavioral problems alongside chewing
and swallowing dysfunction issues. These feeding difficulties
raise concerns among parents due to an increased risk of
aspiration. Garlic, which contains organosulfur compounds and
has antioxidant properties, is effective in hypercholesterolemia,
inhibiting platelet aggregation, and strengthening the immune
system. However, excessive consumption of garlic can lead
to unexpected side effects such as a burning sensation and
diarrhea. This case presented a child with a foreign body in the
esophagus after consuming garlic.

Case Reports: A 13-year-old male patient diagnosed with
ASD was brought to the Pediatric Emergency Department by
ambulance due to complaints of coughing, chest pain, and
difficulty swallowing. It was learned that he had swallowed
a whole clove of garlic approximately half an hour prior, after
which he developed coughing and chest pain, and was unable
to swallow despite gagging. His mother had given him the
garlic, believing, based on popular information on social media,
that “garlic is good for acne”. Upon arrival, the patient appeared
to be in good general condition; all system examinations,
especially the respiratory system examination, were normal,
with the exception of hypersalivation. Initially evaluated in
the resuscitation room, the patient’s vital signs were stable,
and he was moved to the Pediatric Emergency Observation
area. Due to the potential risk of aspiration/swallowing of the
garlic, a two-view chest X-ray was requested, which showed
no pathological findings. A blood gas analysis was performed
due to possible hypoxic effects, which returned normal
results. Routine laboratory tests were within normal limits.
As the hypersalivation persisted, the patient was consulted
to the pediatric surgery department for potential endoscopic
intervention. After evaluation by the surgeons, it was suspected
that there was a foreign body in the esophagus. A 14 French

orogastric tube was inserted at the bedside, and the garlic was
extracted whole. It was observed that his concurrent symptoms
resolved. The patient was discharged in a healed state at the
end of the follow-up process.

Discussion: Children with ASD may exhibit atypical feeding
behaviors; therefore, attention must be paid to the type, quantity,
and manner of feeding. Various studies in the literature indicate
that children with ASD have atypical feeding behaviors, with
reported cases resulting in aspiration. This case illustrates
that unverified everyday information can lead to unwanted
consequences.

Keywords: Autism spectrum disorder, Foreign body aspiration,
Garlic
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Amag: Otizm spektrum bozuklugu (OSB) tanili cocuk
hastalarda davranigsal problemlerin yanisira ¢igneme ve yutma
disfonksiyonu sorunlarlyla da siklikla karsilasimaktadir. Bu
beslenme sorunlan aspirasyon riskini arttirdigi icin ebeveynleri
endiselendirmektedir. OrganosUlfiir bilesikleri iceren ve antioksidan
Ozeligi  bulunan  sanmsak  hiperkolesterolemide,  trombosit
agregasyon inhibisyonunda, bagisiklik sistemini glclendirmede
etkilidir. Ancak fazla miktarda sarmsak ttketimesi yanma hissi ve
ishal gibi beklenmeyen etkiler gosterebilmektedir. Burada sarmsak
tUketimi sonrasi 6zefagusta yabanci cismi olan bir cocuk hasta
sunulmustur.

Olgu Sunumu: Otizm spektrum bozuklugu (OSB) tanii 13
yasindaki bir erkek hasta 6ksurik, gogus agrsi ve yutkunamama
sikayetleriyle kara ambulansiyla Cocuk Acil Servisi'ne getirildi.
Hastanin éykUstinden yaklagik yarm saat énce bir dis sarmsagi
bUtlin olarak yuttugu ve bundan birkac saniye sonra 6ksurik ve
gdgUs agnsinin - gelistigi, yutkunamadidl, 6gurmesine ragmen
clkaramadigi 6grenildi. Sarimsagi annesinin verdigi, verme nedeninin
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ise sosyal medyada populer olan “sanmsagdin sivilcelere iyi geldigi
bilgisi oldugu anlagildi. Hastanin gelisinde genel durumu iyi, basta
solunum sistem muayenesi olmak Uzere tUm sistem muayeneleri
normaldi, sadece hipersalivasyonu mevcuttu. Oncelikle resiisitasyon
odasinda degerlendirilen hastanin vital bulgular stabil oldugu
gorulince Cocuk Acil Misahede alanina alindi. Hastada 6n planda
sarmsagin aspirasyon/yutma riski nedeniyle solunum yolu ya da
6zofagusta olabilecegi distnUlerek iki yonlU akciger grafisi istend,
patolojik gérinime rastlanmadi. Hipoksik etkilenme olabilecegi
icin istenen kan gazi degerlendirmesi normal sonuglandi. Rutin
laboratuvar tetkikleri normal sinirlardaydi. Hastanin takiplerinde
hipersalivasyonunun devam etmesi Uzerine endoskopik girisim
ihtiyaci olabilecedi icin gocuk cerrahisi bélimune konsulte edildi.
Cerrahlar tarafindan deg@erlendirilen hastada yabanci cismin
Ozefagusta olabilecedi dustnulerek hastaya yatak basinda 14
F orogastrik sonda takildi ve sarimsak buttn olarak ¢gikarildi. Es
zamanl semptomlarinin geriledigi goruldi. Hasta takip strecinin
sonunda sifa haliyle taburcu edildi.

Tartisma: Otizm spektrum bozuklugu (OSB)'li ¢ocuklar
atipik beslenme davraniglar sergileyebilecedi icin beslendigi
Urline, miktarina, beslenme bicimine dikkat edimesi
gerekmektedir. Literatirde OSB’li ¢ocuklarnn atipik beslenme
davraniglari oldugunu gosteren cesitli calismalar mevcut
olup; aspirasyonla sonuglanan vakalar bildirilmisti. Bu vaka
sayesinde kanitlanmamis gundelik bilgilerin istenmeyen sonuglar
dogurabilecegi gortimustur.

Anahtar Sozciikler: Otizm spektrum bozuklugu, Yabanci cisim
aspirasyonu, Sarimsak
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Ecthyma Gangrenosum due to Coagulase-Negative Staphylococcus
Koagtilaz Negatif Stafilokoka Bagll Ektima Gangrenozum
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Department of Pediatrics, Selcuk University Faculty of Medicine, Konya, Turkiye

ABSTRACT

Objective: Coagulase-negative staphylococcus are
saprophytes that constitute part of the normal flora of the
skin. However, in cases of invasive procedures such as skin
trauma, intravenous catheter, shunt systems, joint prosthesis,
they may adhere to the surface of these foreign bodies
and may multiply and cause infection due to their ability to
escape from the immune system. Ecthyma gangrenosum
is an infective lesion of skin and mucous membranes. It may
develop after hematogenous spread of bacteria or primary skin
infection. In this case report, we present the case of a patient
who was followed up in the neonatal intensive care unit and
developed ecthyma gangrenosum due to coagulase-negative
staphylococcus. A search of the literature reveals that no cases
of ecthyma gangrenosum caused by coagulase-negative
staphylococcus have been previously published.

Case Reports: The patient was born at 22+6 weeks’ gestation
due to placental abruption, with a weight of 535 grams, and
was subsequently admitted to the neonatal intensive care unit.
On the third day of the patient’s hospitalisation, an examination
was conducted to determine the presence of infection, and a
blood culture was obtained due to the sudden deterioration in
the patient’s general condition. The patient was consulted to
pediatric infection department and teicoplanin and meropenem
treatment was started with a prediagnosis of nosocomial
sepsis. In the follow-up of the patient, petechiae-like lesions
initially manifested on the left arm and right leg (Figure 1).
They subsequently enlarged, assuming a round ecchymotic
appearance with a necrotic center and clear borders (Figure 2).
New lesions continued to appear in different parts of the patient’s
body, and the findings progressed. The patient was diagnosed
with ecthyma gangrenosum with pediatric infection. The
patient was treated with vancomycin, meropenem, colistin and
fluconazole. All blood cultures obtained from the patient grew

Figure 1: Petechiae-like lesions in the patient

o
Figure 2: Ecchymotic lesions on the patient

coagulase-negative staphylococcus, and therefore ecthyma
gangrenosum due to coagulase-negative staphylococcus was
considered to be the aetiology. The patient with respiratory
failure died of multiple organ failure on the ninth day of his life,
despite intensive supportive care.

Discussion: Coagulase-negative staphylococci should be kept
in mind in cases with ecthyma gangrenosum and should be
considered in antibiotic selection.
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Keywords: Coagulase-negative staphylococcus, Ecthyma
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Amac: Koagulaz negatif stafilokoklar cildin normal florasi
icinde yer alan saprofit bakterilerdir. Ancak cilt travmasi,
intraven®z kateter, sant sistemleri, eklem protezi gibi invaziv
islem uygulanmasi durumlarinda, bu yabanci cisimlerin ylzeyine
yapisabilmekte ve immuin sistemden kagabilme yeteneklerine
bagl olarak cogalip enfeksiyona neden olabilmektedirler. Ektima
gangrenozum deri ve mukoza zarlarinin enfektif bir lezyonudur.
Bakterilerin hematojen yaylimi veya primer deri enfeksiyonu
sonrasinda gelisebili. Bu olgu sunumunda yenidogan yogun
bakim Unitesinde takip edilen ve koagulaz negatif stafilokoklara
bagll ektima gangrenozum gelisen bir hasta sunulmustur.
Literatlrde koagulaz negatif stafilokoklara bagll ektima
gangrenozum gelisen bir hastaya rastlanmamigtir.

Olgu Sunumu: Hasta plasenta dekolmani nedeniyle 22+6
hafta, 535 gram dogdu ve yenidogan yogun bakim Unitesine
yatinldi. Hastanin yatisinin Gglinct gininde genel durumda
ani kotllesme olmasi nedeniyle enfeksiyon yontinden tetkikleri
yapildi ve kan kulturt alindi. Hasta ¢ocuk enfeksiyona danigildi
ve nazokomiyal sepsis 6n tanisi ile teikoplanin ve meropenem
tedavisi baglandi. Hastanin takibinde sol kol ve sag bacakta 6nce

Sekil 1: Hastadaki petesi benzeri lezyonlar

Sekil 2: Hastadaki ekimotik lezyonlar

petesi benzeri lezyonlar ¢ikti (Sekil 1) ve bunlar hizla buydlyerek
ortasi nekrotik, sinirlar belirgin yuvarlak ekimotik lezyonlara
dénustl (Sekil 2). Hastanin vicudunun farkli yerlerinde yeni
lezyonlar ortaya ¢cikmaya devam etti ve bulgular ilerledi. Hastaya
cocuk enfeksiyonla birlikte ektima gangrenozum tanisi koyuldu.
Vankomisin, meropenem, kolistin ve flukonazol olarak tedaviye
devam edildi. Hastadan alinan tim kan kdltdrlerinde koagulaz
negatif stafilokok Uredi ve bu nedenle hastada koagulaz negatif
stafilokoka bagll ektima gangrenosum dusunuldd. Solunum
yetmezligi olan hasta, yogun destek tedavisine ragmen
yasaminin dokuzuncu gununde ¢oklu organ yetmezligine bagli
kaybedildi

Tartisma: Ektima gangrenozum gelisen vakalarda koagulaz
negatif stafilokoklar da akilda tutulmalidir ve antibiyotik seciminde
g6z 6nunde bulundurulmalidir.

Anahtar Sézciikler: Koagllaz negatif stafilokok, Ektima
gangrenozum, Yenidogan

Turkish J Pediatr Dis / Turkiye Cocuk Hast Derg / (Suppl/Ek Sayi) 2024:18: 169-170



Meeting Abstracts Poster

Turkiye Gocuk Hastallklari Dergisi 171
Turkish Journal of Pediatric Disease

Management of a Newborn Patient with Capillary Leak Syndrome
Unresponsive to Other Treatments Using Methylene Blue and

Theophylline: A Case Report

Diger Tedavilere Yanitsiz Yenidogan Kapiller Sizinti Sendromunun Teofilin ve
Metilen Mavisi ile Yoénetimi: Olgu Sunumu

Ummiihan ERCINAR ERDEM', Murat KONAK?

"Department of Pediatrics, Selguk University Faculty of Medicine, Konya, Turkiye
2Department of Neonatology, Selguk University Faculty of Medicine, Konya, TUrkiye

ABSTRACT

Objective: Systemic capillary leak syndrome is characterized
by increased vascular permeability, leading to hypovolemic
shock. Treatment options include fluid resuscitation, intravenous
immunoglobulin, albumin, blood replacement products, and,
rarely, theophylline and methylene blue. There is limited literature
regarding the use of theophylline and methylene blue in pediatric
cases, with some reports of adult cases exploring these as
alternative treatments. In this case report, the examination
and vital findings of a newborn patient with systemic capillary
leak syndrome who was followed up in the neonatal intensive
care unit and who did not respond to conventional therapies
were presented. Additionally, the treatment management with
methylene blue and theophylline, which has not been widely
documented in the literature regarding pediatric patients, was
discussed.

Case Reports: A 28-week-old female patient presented with
hemodynamic instability, hypoalbuminemia, hemoconcentration,
and pleural effusion. She was subsequently admitted to
our neonatal intensive care unit for further observation and
management. A comprehensive differential diagnostic evaluation
was conducted, and the patient was diagnosed with systemic
capillary leak syndrome by excluding alternative etiologies. The
patient’s condition was managed with fluid support, blood product
replacement, albumin and surfactant, but these treatments did
not result in any improvement in the patient’s condition. As a
potential alternative therapy, theophylline and methylene blue
were administered, given the evidence that these have yielded
positive outcomes in some cases of systemic capillary leak
syndrome in adults. Following the initial doses of these agents,
slight improvements in the patient’s hemodynamic parameters
were noted, and urine output was established.

Discussion: The systemic capillary leak syndrome represents
a significant challenge to manage, with a high mortality rate
across all age groups. Due to its rarity, treatment typically
focuses on eliminating the underlying cause, fluid support,
and the experimental use of various agents targeting specific
pathophysiological mechanisms. Given that the condition is even
rarer in the pediatric and neonatal populations, there is a lack
of consensus in the literature regarding treatment management.
This underscores the need for alternative treatment options
and the sharing of clinical experiences. In our case, we utilized
theophylline and methylene blue (agents previously trialed in
adult systemic capillary leak syndrome cases but not in children)
on a patient whose condition was deteriorating despite other
treatments. Although the final outcome was mortality, we
observed a significant and clinically meaningful improvement in
the patient’s condition.
Keywords: Capillary
Theophylline, Newborn

leak syndrome, Methylene blue,
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Amag: Sistemik kapiller sizinti sendromu damar gecirgenliginde
artis sebebiyle ortaya c¢ikan hipovolemik sok tablosudur.
Hastaligin tedavisinde sivi takviyesi, intravenz immunglobulin,
albdmin, kan replasman Urlnleri, nadiren teofilin ve metilen
mavisi kullaniimaktadir. Cocukluk caginda teofilin ve metilen
mavisiyle ilgili literattirde bilgi bulunmamakta, eriskinde alternatif
tedavi secenegi olarak denenmis vaka raporlar bulunmaktadir.
Bu olgu sunumunda yenidogan yogun bakim Unitesinde sistemik
kapiller sizintt sendromu tanisiyla takip edilen ve geleneksel
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tedavilere yanit vermeyen yenidogan hastasinin muayene ve vital
bulgular palasiimistir. Ayrica hastanin literatirde ¢ocuk hastada
sinirl dGzeyde bilgi bulunan metilen mavisi ve teofilin kullanimi ile
tedavi yonetimi sunulmustur.

Olgu Sunumu: Yirmisekiz haftalk dinyaya gelen kiz hastada
dogumdan itibaren ortaya clkan hemodinamik instabilite,
hipoalbuminemi, hemokonsantrasyon, plevral eflizyon izlenmis
ve hasta yenidogan yogun bakim servisimizde takibe alinmigtir.
Hastanin mevcut klinigine sebep olabilecek genis bir ayiric
tani arastirmasi yapiimig, olasi klinikler ekarte edilerek hastaya
sistemik kapiller sizinti sendromu tanisi konmustur. Hastanin
tedavisi sivi destedi, kan UrUnleri raplasmani, albdmin, strfaktan
ile yonetiimeye calisimis ancak bu tedaviler altinda hastanin
kliniginde duzelme saglanamamistir. Hastaya alternatif tedavi
olarak bazi erigkin sistemik kapiller sizint sendromu vakalarinda
denenmis ve olumlu cevap alinmis teofilin ve metilen mavisi
uygulanmigti. Bu ajanlarin  ilk dozundan sonra hastanin
hemodinamik parametrelerinde hafif dlzelme izlenmis ve
hastada idrar ¢ikisi saglanmistir.

Tartisma: Sistemik kapiller sizinti sendromu ttim yas gruplarinda
yonetimi ¢cok zor olan ve yuksek mortalite oraniyla seyreden bir
sendromdur. Hastaligin nadir izienmesi sebebiyle tedavide etkeni
uzaklastirma, sivi destegi ve patofizyolojideki bazi mekanizmalara
yonelik cesitli ajanlar deneysel olarak kullanimaktadir. Hastalk
c¢ocukluk ve yenidogan déneminde ¢ok daha nadir tani aldigi igin
tedavi yonetim ile ilgili literatirde fikir birligi olusturacak dizeyde
bilgi bulunmamaktadrr. Bu durum hastalgin tedavisi ile ilgili
alternatif tedavi segeneklerine ve deneyimlerin paylasimasina
intiyact artirmaktadrr. Biz de erigkin sistemik kapiller sizinti
sendromu vakalarinda denenmis ancak daha 6nce gocukluk
¢aginda uygulanmamis olan teofilin ve metilen mavisini diger
tedavilere cevap vermeyen ve klinigi kdtilesmekte olan hastamiza
son segenek olarak denedik ve nihai sonug mortalite olsa da
hastanin kliniginde anlamli kabul edilebilecek dizeyde iyilesme
izledik.

Anahtar Sézciikler: Kapiller sizinti sendromu, Metilen mavisi,
Teofilin, Yenidogan

Turkish J Pediatr Dis / Tlrkiye Cocuk Hast Derg / (Suppl/Ek Sayl) 2024:18: 171-172



Meeting Abstracts Poster

Turkiye Gocuk Hastallklari Dergisi 173
Turkish Journal of Pediatric Disease

latrogenic Anticholinergic Toxidrome: From the Operating Room to the

Pediatric Emergency Department

lyatrojenik Antikolinerjik Toksidrom: Ameliyathaneden Cocuk Acil Servisine
Meltem CETIN', Leman AKCAN YILDIZ2, Halise AKCA!, Can Demir KARACAN'

"Department of Pediatric Emergency, Ankara Bilkent City Hospital, Ankara, TUrkiye
°Department of Pediatric Emergency, Hacettepe University Faculty of Medicine, Ankara, Turkiye

ABSTRACT

Objective: A toxidrome is defined as a group of symptoms
and clinical signs that occur concurrently in individuals
who have been poisoned. In anticholinergic toxidromes,
muscarinic and/or nicotinic receptors are affected as a result
of inhibition of acetylcholine reuptake. Clinically, it may vary
from mild conditions such as hyperthermia and mydriasis to
life-threatening conditions such as ventricular arrhythmia and
convulsions.

Case Reports: A previously healthy 3-year-old girl was
brought to ER by ambulance due to altered consciousness
and previous cardiac arrest. History revealed that bradycardia
developed during intubation for adenoid hypertrophy operation
in another hospital , therefore intravenous atropine doses were
administered repeatedly and cardiopulmonary resuscitation
was performed for two minutes when cardiac arrest developed.
Then, the patient was brought to our ER after she was stabilized.
The physical examination upon presentation to the ER was
notable for dehydrated and red skin, dilation of the pupils with
hyperactive deep tendon reflexes and agitation on neurological
examination. She was intubated with a cuffed tube. Initial
assessment revealed a body temperature of 36.7°C, heart rate
of 190/min, blood pressure of 115/95 mmHg, spO2 92%, and
blood glucose of 360 mg/dl. She had sinus tachycardia during

Figure 1: Significant mydriasis finding in anticholinergic toxidrome

the follow-up. The current clinical situation was evaluated as
“anticholinergic toxidrome”. After administration of midazolam
(0.1 mg/kg, intravenously), the heart rate decreased to 152/
min. Laboratory tests were within normal limits except for
elevated white blood cell count (30.8x109/L) and elevated
lactate in venous blood gas (4.97 mmol/L). Vital signs were
monitored and documented in a systematic and timely manner,
in accordance with standard clinical practice. Normal sinus
rhythm was observed in the second hour of follow-up. Urine
output was monitored with a urinary catheter due to possible
urinary retention. The patient was transferred to the Pediatric
Intensive Care Unit for further follow-up and treatment and was
discharged with cure after two days of hospitalization.

Discussion: Cases of anticholinergic poisoning in children can
occur due to accidental drug ingestion or misadministration or
overdose by healthcare personnel. Early recognition of these
situations, which may lead to complications that may cause
mortality and morbidity, and early intervention when necessary
can be life-saving.

Keywords: Anticholinergic poisoning, Toxidrome

0z

Amag: Zehirlenme durumlarinda es zamanli gérilen semptomlar
ve Kklinik bulgular topluluguna toksidrom denilmektedir.
Antikolinerjik toksidromlarda asetilkolin geri aliminin engellenmesi
sonucunda muskarinik ve/veya nikotinik reseptorlerde etkilenme
gorulr.  Klinik olarak hipertermi, midriyazis gibi masum
durumlardan ventrikUler aritmi, konvilziyon gibi hayati tehdit
eden durumlara kadar degiskenlik gorulebilir.

Olgu Sunumu: Oncesinde saglikliolan 3 yasindakikiz hastabiling
dedisikligi ve gecirimis kardiyak arrest sebebiyle ambulansla
hastanemize getirildi. Hastanin dykdstinden adenoid hipertrofisi
operasyonu igin entlibasyon yapilirken bradikardi gelistigi ve
bu nedenle art arda tekrarlayan kez atropin pusesi yapildig,
kardiyak arrest gelisince 2 dakika kardiyopulmoner resusitasyon
uygulandigi 6gdrenildi. Hastanin gelis fizik muayenesinde genel
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Resim 1: Antikolinerjik toksidromda belirgin midriyazis bulgusu

durumu kétl, enttbe, ajite, pupiller midriyatik, cilt sicak, kuru
ve kirmizi, derin tendon refleksleri hiperaktif, diger sistem
bulgular dogaldi. Yasamsal bulgularinda vicut sicakligi 36.7°C,
kalp tepe atmi 190/dk, kan basinci 115/95 mmHg, spO2
%92, parmak ucu kan sekeri 360 mg/dl'di. Monitdrizasyonda
sinUs tasikardisi goruldt. Mevcut klinik durum “antikolinerjik
toksidrom” olarak degerlendirildi. Hastaya midazolam (0.1 mg/
kg, intravendz puse) uygulanmasinin ardindan kalp tepe atimi
152 /dk’ya geriledi. Laboratuvar analizlerinde beyaz kire sayisi
(80.8x109/L) ve kan gazinda laktat yiksekligi (4.97 mmol/L)
digindaki parametreler normal sinirlardaydi. Vital bulgular
standart klinik uygulamalara uygun olarak sistematik bir sekilde
takip edildi. Takibinin ikinci saatinde normal sinds ritmi géraldu.
Uriner retansiyon olabilecedi icin idrar sondasi takilarak idrar
clkig! takip edildi. leri takip ve tedavi igin Cocuk Yogun Bakim
Servisine devredilen hasta iki gunlik izleminden sonra sifa ile
taburcu edildi.

Tartisma: Cocuklarda antikolinerjik zehirlenme vakalan kazara
ilag alimiya da saglik personeli tarafindan yanlis yolla veya yUksek
dozda uygulamaya bagli olarak ortaya cikabilmektedir. Mortalite
ve morbiditeye yol agabilen komplikasyonlarin gelisebilecedi bu
toksisite tablosunun erken taninmasi ve gerekli durumlarda erken
mudahale edilmesi hayat kurtarici olabilmektedir.

Anahtar Soézciikler: Antikolinerjik zehirlenme, Toksidrom
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A Rare Side Effect of Pulse Steroid Therapy: Bradycardia
Pulse Steroid Tedavisine Bagli Nadir Bir Yan Etki: Bradikardi

Furkan GUN, Berrak Naz KIRGIL, Zeynep ILHAN, Merve Ceren CAGLAYAN, Nursena BILGE, Ozgenur DIRIK, Sabiha

PALA HARMANCI, Orkun TOLUNAY

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: The use of glucocorticoids has been associated
with various cardiovascular effects, including fluid retention,
early atherosclerotic disease, and arrhythmias. During steroid/
pulse steroid treatment for macrophage activation syndrome
secondary to systemic juvenile idiopathic arthritis (JIA),
arrhythmias can occasionally be observed. Here, we presented
a case of a patient treated for macrophage activation syndrome
secondary to systemic JIA who developed bradycardia while
receiving pulse steroid therapy.

Case: A 17-year-old female patient admitted to our hospital
provided a history of weakness, headache, fever, chills, and
shivering approximately two weeks prior to admission. During
the following two weeks, she experienced intermittent fever,
weakness, migratory joint pain without accompanying swelling,
redness, or heat in her knee and ankle joints. Upon examination,
a CRP level of 37 mg/dL prompted the initiation of oral antibiotic
therapy. Due to persistent fever, elevated CRP level, increased
ferritin levels, and splenomegaly noted on abdominal ultrasound,
she was referred to our clinic. On the admission to the ward, the
patient exhibited bilateral urticarial rash on the trunk and lower
extremities, along with lymphadenopathy of varying sizes in the
bilateral cervical and inguinal regions, a temperature of 38.6°C,
and a ferritin level of 1707 pg/L. Cultures were negative, and
no specific findings were observed in the tests for infectious
diseases. An echocardiogram was normal, and the abdominal
ultrasound revealed no pathologies aside from splenomegaly.
C3, C4, ANA, anti- dsDNA, Coombs, and immunoglobulins
tests were normal. A bone marrow aspiration was performed,
which revealed hemophagocytosis. With rising ferritin levels
to 6000 pg/L, ongoing thrombocytopenia, and persistent
fever, a diagnosis of macrophage activation syndrome was
considered, and steroid treatment was initiated. The patient’s
ferritin level rose to 14154 pg/L during follow-up, prompting
the administration of pulse steroid therapy at 1 g/day for three

days. During the pulse steroid treatment, the patient’s heart
rate was observed to decrease to 50 beats per minute during
the day and 45 beats per minute while sleeping at night. The
echocardiogram remained normal, but an electrocardiogram
indicated sinus bradycardia. Clinically, the patient did not
exhibit any symptoms during bradycardia, which was assessed
as a temporary side effect related to pulse steroid therapy and
did not recur after the treatment. Following the pulse steroid
therapy, the ferritin level decreased to 2993 ug/L and CRP to 31
mg/dL. The patient was then placed on a maintenance steroid
therapy regimen. The patient was discharged in a satisfactory
condition, exhibiting no fever or rash. Additionally, her ferritin
and CRP levels had returned to the normal ranges. The medical
team provided recommendations for outpatient care as part of
the follow-up plan.

Conclusion: Although the relationship between bradycardia
and high-dose corticosteroids was first documented in 1986, it
is not commonly reported as a side effect. Cardiac arrhythmias
have been observed in 1% to 82% of patients receiving
high-dose corticosteroids. These side effects, including
atrial fibrillation/palpitations, ventricular tachycardia, and
sinus bradycardia, are typically associated with intravenous
administration. Studies conducted across various diseases and
age groups have reported an incidence of rhythm disturbances
due to steroid use ranging from 1% to 18%. It is important to
consider the potential side effects of high-dose pulse steroid
therapy, which is currently used in the treatment of numerous
diseases, in the context of cardiac arrhythmia.

Keywords: Arhythmia, Bradycardia, Macrophage activation
syndrome, Pulse steroid therapy
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Amagc: Glukokortikoid — kullanimi,  sivi tutulumu,  erken
aterosklerotik hastalk ve aritmiler dahil olmak Uzere cesitli
kardiyovaskuler etkilerle iligkilendiriimistir. ~ Sistemik  JiA'ya
sekonder makrofaj aktivasyon sendromu tedavisinde yer alan
steroid/pulse steroid tedavisi sirasinda nadir de olsa aritmi
saptanabilmektedir. Burada Sistemik Juvenil idiyopatik Artrit’e
(JiA) sekonder gelisen makrofaj aktivasyon sendromu nedeniyle
tedavi edilen ve pulse steroid tedavisi amakta iken bradikardi
gelisen bir olgu sunulmaktadir.

Olgu: Hastanemize bagvuran 17 vyasindaki kiz hastanin
OykusUnde, basvurudan yaklagsik 2 hafta dnce halsizlik, bas
agrisi, ates, uslme ve titreme sikayetlerinin basladigi 6grenildi.
Takip eden 2 haftallk sUrecte ara ara ates, halsizlik, diz ve
ayak bilegi eklemlerinde sislik, kizarklik ve 1si artisinin eslik
etmedigi gezici eklem agrisi oldugu kaydedildi. Tetkiklerinde
C-reaktif protein (CRP) seviyesinin 37 mg/dl saptanmasi
Uzerine hastaya oral antibiyotik tedavisi baslandigi tespit edildi.
Atesinin devam etmesi, CRP yuksekligi, ferritin yUksekligi,
abdomen ultrasonografisinde splenomegali saptanmasi Uzerine
klinigimize ydnlendirilen hastanin gévde ve alt ekstremitelerde
bilateral basmakla solan Urtikeryal dokintlleri ve bilateral
servikal ve inguinal boélgede farkll boyutlarda lenfadenopatisi
oldugu saptandi. Atesi 38.6°C ve ferritin seviyesi 1707 ug/L
olan hasta servise vyatirildi. Hastanin kdltlrlerinde Ureme
olmadi, enfeksiyon hastaliklarina yonelik tetkiklerinde 6zellik
saptanmadi. Yapllan ekokardiyografi normaldi ve abdomen
ultrasonografide splenomegali disinda patoloji  gorilmedi.
C3, C4, ANA, anti-dsDNA, Coombs ve Ig tetkikleri normal
sonuglandi. Hastaya kemik iligi aspirasyonu yapildi. Kemik
iligi aspirasyon degerlendirmesinde hemofagositoz géraldu.
Ferritin degeri 6000 pg/L’ye yUkselen, trombositopenisi olan
ve atesi devam eden hastada makrofaj aktivasyon sendromu
distintlerek steroid tedavisi baslandi. izleminde ferritin degeri
14154 pg/L'ye yikselen hastaya 3 gin boyunca 1 gr/gin
olmak Uzere pulse steroid tedavisi verildi. Pulse steroid tedavisi
sirasinda hastanin kalp tepe atiminin gtindiiz 50 atim/dk, gece
uyurken 40 atim/dk’ya kadar disttgu gorildu. Ekokardiyografisi
normal olan hastanin elektrokardiyograminda sinUs bradikardisi
saptandi. Bradikardi sirasinda hastanin klinik olarak etkilenmesi
yoktu. Bradikardi steroid tedavisine bagll gegici yan etki olarak
deg@erlendirildi ve pulse steroid tedavisi sonrasi tekrarlamadi.
Pulse steroid sonrasi ferritin seviyesi 2993 pg/L'ye ve CRP
seviyesi 31 mg/dl'ye kadar geriledi. Steroid tedavisi idameye
gecildi. Genel durumu iyi olan, atesi ve dokuntlst olmayan,
ferritin ve CRP normal sinirlara disen hasta ayaktan izlenmek
Uzere Onerilerle taburcu edildi

Sonug: Bradikardiile yiksek doz kortikosteroidler arasindaki iligki
ilk olarak 1986’da belgelenmis olsa da, yaygin olarak bildirilen bir
yan etki degildir. YUksek doz kortikosteroid alan hastalarin %1
la %82'sinde kardiyak aritmiler goraldugu bildirilmistir. Atriyal
fibrilasyon/ carpinti, ventrikller tasikardi ve sinUs bradikardisi
gibi yan etkiler genellikle intravendz uygulama yoluyla iligkilidir.
LiteratUrde farkli hastalik ve yas gruplarinda yapimis galismalarda

steroid kullanimina bagh %1-18 arasinda degisen oranlarda ritim
bozuklugu saptanmistir. GUnUmUzde birgok hastaligin tedavisinde
kullanilan yUksek doz pulse steroid tedavisinin kardiyak aritmi yan
etkileri akilda tutulmasi gereken bir durumdur.

Anahtar Soézciikler: Aritmi, Bradikardi, Makrofaj aktivasyon
sendromu, Pulse steroid
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Syndromic Approach in General Pediatric Practice: Williams and

DiGeorge Syndromes

Genel Pediatri Pratiginde Sendromik Yaklasim: Willams ve DiGeorge

Sendromu
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" Department of Pediatrics, Ankara Dr. Sami Ulus Pediatrics Training and Research Hospital, Ankara, Turkiye
2 Department of Pediatric Neurology, Ankara Dr. Sami Ulus Children’s Health and Diseases Training and Research Hospital, Ankara, Turkiye

ABSTRACT

Objective: Wiliams syndrome is a microdeletion syndrome
characterized by distinctive facial features (periocular
appearance-elfin facies-), intellectual disability, and various
abnormalities including cardiovascular (supravalvular aortic
stenosis, peripheral pulmonary stenosis), endocrinological
(idiopathic hypercalcemia, growth retardation), renal, ocular,
auditory, connective tissue, and skeletal system anomalies.
DiGeorge syndrome is characterized by dysmorphic
facial features, palate anomalies, learning difficulties, and
defects in the eyes, endocrine system (hypoparathyroidism,
hypothyroidism), kidneys, and skeletal system. This report
emphasized the importance of careful physical examination
in differential diagnosis based on two cases presenting with
syndromic findings.

Case 1: A 15-month-old girl presented to our clinic due
to delayed walking and limited vocabulary. On physical
examination, facial dysmorphism (especially elfin facies) was
noted, and a FISH test was requested. The test result revealed
a deletion of 1.5-1.8 Mb in the 7g11.23 region, confirming a
diagnosis of Williams syndrome. Screening tests for the parents
were negative. The patient was found to have associated
cardinal features, including supravalvular aortic stenosis, and
was monitored in the pediatric cardiology clinic. The patient,
undergoing a home exercise program for walking, had a normal
EEG when evaluated for possible concurrent neurological
conditions. The patient’s follow-up and treatment are being
conducted in a multidisciplinary manner.

Case 2: A 3-year-old girl presented with frequent throat
infections. Physical examination revealed facial dysmorphism
and cleft lip and palate, leading to a FISH test request. The test
detected a microdeletion at 22q11.2, resulting in a diagnosis
of DiGeorge syndrome. Echocardiography, chest CT, and
abdominal ultrasound, conducted to screen for associated

findings, were evaluated as normal. The patient had a history
of frequently dropping objects from her hand over the last six
months, and her EEG showed spikes and multiple spike-wave
activity, leading to the initiation of levetiracetam treatment.
Under levetiracetam therapy, the patient’s symptoms improved,
and her latest EEG was evaluated as normal.

Discussion: A syndromic approach in children is based on a
multidisciplinary effortin managing genetic or neurodevelopmental
syndromes. During the diagnosis and assessment process,
pediatricians often encounter patients first. Following the
pediatric examination, other specialties such as genetics,
neurology, psychiatry, and those affecting specific organ systems
of the syndrome become involved. Thus, the pediatrician’s initial
observations and findings during the physical examination are
critical.

Conclusion: A multidisciplinary approach is necessary to meet
all health, developmental, and social needs of a child with a
syndrome. This teamwork aims to enhance the child’s quality of
life and realize their maximum potential. Parents should also be
encouraged to actively participate in this process. The prognosis
for children with delayed motor skills or physical difficulties is
improved if the underlying syndrome is diagnosed at an early
stage. Therefore, physicians should carefully evaluate all findings
during the physical examination.

Keywords: Willams, Digeorge, FISH
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Amagc: Wiliams sendromu, 6zel ylz goriGnimu (peri yUzu,
-elfin facies-), zihinsel yetersizlik, kardiyolojik (supravalvileraort
stenozu, periferik pulmoner stenoz), endokrinolojik (idiyopatik
hiperkalsemi, blydme geriligi), renal, goz, isitme, bag dokusu
ve iskelet sistemi anormallikleri ile seyreden bir mikrodelesyon
sendromudur. Digeorge sendromu, dismorfik ydz goérindma,
damak anomalileri, 6grenme gucligu, gdz, endokrinolojik
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(hipoparatiroidi, hipotiroidi), bobrek ve iskelet sistemi defektleri
ile karakterizedir. Burada; sendromik bulgularla bagvuran ve tani
alan iki olgu sunularak, dikkatli fizik muayenenin ayirici tanidaki
Oneminin vurgulamasi amagland..

Olgu 1: On bes aylikken yurime geriligi ve kelime azligi nedeniyle
poliklinigimize basvuran kiz hastanin fizik muayenesinde; fasiyal
dismorfizm (6zellikle peri yUzi gdérinimuinde) bulgularinin
olmasi Uzerine FISH testi istendi. Testin sonucu 7q11.23
bdlgesinde 1.5-1.8 Mb’lik delesyonu saptanan hasta Williams
tanisi aldi. Anne ve babadan yapilan tarama testleri negatifti.
Hastanin eslik eden kardiyak bulgular arasinda supravalviler
aort stenozu saptanmis olup gocuk kardiyoloji kliniginde takibe
alindi. Yurimeye yonelik olarak ev egzersizleri programinda
olan hastanin noérolojik yonden olasi eslik edebilecek durumlar
acisindan yapilan EEG'si normal olarak degerlendirildi. Hastanin
takip ve tedavisi multidisipliner olarak surdtrtlmektedir.

Olgu 2: Sk bogaz enfeksiyonu gecgirme yakinmasiyla
poliklinigimize bagvuran 3 yasinda kiz hastanin fizik muayenesinde
fasiyal dismorfizm, yark damak ve dudak bulgularinin olmasi
Uzerine FISH testi istendi. Bu testte 22g11.2’de mikrodelesyon
saptanan hasta Digeorge sendromu tanisi aldi. Sendroma eslik
edebilecek bulgularn taramak amaciyla yapilan ekokardiyografi,
toraks bilgisayarll tomografisi, abdominal ultrasonografi normal
olarak degerlendirildi. Son 6 aydir elinden sik sik obje distirme
Oykisl olan hastanin EEG sinde de diken, multiple diken dalga
aktivitesi gérilmesi Uzerine levetirasetam baglandi. Levetirasetam
tedavisi altinda semptomlar gerileyen hastanin son EEG'si normal
olarak degerlendirildi.

Tartisma: Cocuklarda sendromik yaklasim genetik veya
norogelisimsel  sendromlanin  yonetimindeki  multidisipliner
calismaya dayanmaktadi. Tani  slreci ve de@erlendirme
asamasinda cogunlukla pediatristler ilk olarak hastalari
karsilamaktadi. Cocuk hekiminin  muayenesi  sonrasinda
genetik, noroloji, psikiyatri ve sendromun etkiledigi spesifik
organ sistemlerine yonelik diger uzmanlik alanlan stirece dahil
olmaktadir. Bu agidan ¢ocuk hekiminin ilk muayene sirasindaki
gbzlemi ve fizik muayene bulgulan oldukga énem tasimaktadir.

Sonuc: Multidisipliner yaklasim, sendromik bir ¢ocugun tim
saglik, gelisimsel ve sosyal intiyaglarini karsilamak igin gereklidir. Bu
ekip ¢alismasl, cocugun yasam kalitesini artirmayi ve maksimum
potansiyelini gergeklestirmeyi amaglamaktadir. Ebeveynlerin de
bu strece aktif katlimi tesvik ediimelidir. Motor becerilerinde
gecikme olan veya fiziksel zorluklar yasayan ¢cocuklarin prognozu,
altta yatan sendrom erken bir agsamada teshis edilirse iyilesir. Bu
nedenle hekimler fizik muayene sirasinda hastanin tm bulgularini
titizlikle degerlendirmelidirler.

Anahtar Sézciikler: Willams, Digeorge, FISH
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Neurological Approach to Language Development Delay: Clinical
Importance of EEG and Treatment Process

Dil Gelisimi Geriliginde Nérolojik Yaklasim: EEG’nin Klinik Onemi ve Tedavi

Sdireci
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ABSTRACT

Objective: Neurological developmental disorders can lead to
significant challenges during childhood. One of these disorders
is difficulties in language development and speech. This
study examined the clinical evaluation and treatment process
of a child with language development delay and abnormal
electroencephalography (EEG). It was aimed to evaluate the
effectiveness of treatment approaches and to contribute to the
process through this case.

Case: A three-and-a-half-year-old male patient presented
to the clinic with a complaint of inability to speak. His history
revealed that he had received speech and language therapy,
group and individual therapy sessions and occupational
therapy targeting fine motor skills due to insufficient meaningful
word production. His family indicated that the isolation caused
by the pandemic had increased his screen exposure during
this process. Laboratory tests, hearing tests, and magnetic
resonance imaging (MRI) performed for the expressive
language delay were assessed within normal limits. During the
EEG examination conducted at our hospital, epileptic activity
originating from the bilateral centroparietotemporal region was
detected, leading to the initiation of levetiracetam treatment
for the patient. Two months after the start of treatment, a
follow-up examination showed that the patient could say 45-
50 words and had begun to form a few two-word sentences.
Although abnormalities persisted in the follow-up EEG, they
had decreased. Levetiracetam treatment was continued, and
it was suggested to continue speech and language therapy
simultaneously.

Discussion: In children with developmental language disorders,
planning a neurological examination alongside a hearing test is
essential. In children with normal hearing test and neurological
examination results, and social communication that is consistent
with normal stimuli, it should be considered that developmental
language disorder may coexist with EEG abnormalities. EEG can

detect abnormalities not only in cases of epileptic seizure activity
but also in speech disorders, Attention Deficit Hyperactivity
Disorder, Specific Learning Disorder, and Autism. In children
with language development delay and EEG abnormalities, it
is important to rule out diagnoses such as Landau-Kleffner
Syndrome, Autism Spectrum Disorder, and mental retardation.
Furthermore, evaluating structural brain abnormalities that
could lead to language development impairment, such as focal
cortical dysplasias or leukoencephalopathy, through MRI would
be an appropriate approach.

Conclusion: This case presentation aimed to emphasize the
importance of EEG in isolated language development delay. It
has been demonstrated that the effectiveness of levetiracetam
treatment, initiated after detecting EEG abnormalities, is
significant when there is no marked progress in speech
despite long-term speech and language therapy. This situation
highlights the importance of a multidisciplinary approach (general
pediatrics, pediatric neurology, child psychiatry, speech and
language therapy) in expressive language delay, as well as the
role of EEG in clinical evaluation.

Keywords: Language development delay, EEG, Antiepileptic
treatment
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Amac: Norolojik gelisim bozukluklar, gocukluk ddneminde
onemli zorluklara yol acabilmektedir. Bu bozukluklardan biri,
dil gelisiminde ve konusmada ortaya cikan guglUklerdir. Bu
calismada, dil gelisim geriligi ve elektroensefalografi (EEG)
anormallikleri gosteren bir ¢ocugun Kklinik degerlendirmesi
ve tedavi sureci ele alnmigtir. Bu olgu Uzerinden tedavi
yaklagimlarinin  etkinliginin  degerlendirimesi ve slrece katki
saglanmasi hedeflenmistir.

Olgu: Uc bucuk yasinda bir erkek hasta, konusamama
sikayetiyle klinigimize basvurdu. Anamnezinde, anlamli kelime
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Uretiminde yetersizlik nedeniyle dil ve konusma terapisi, grup ve
bireysel tedavi seanslar ve ince motor becerilere yonelik is ve
ugras terapisi aldigi tespit edildi. Ailesi, bu sUre¢te pandeminin
etkisiyle izole bir yasam stirmesinin ekran maruziyetini artirdigini
pelirtti. Hastanin ifade edici dil geriligine yodnelik olarak
gergeklestirilen kan testleri, isitme testleri ve beyin manyetik
rezonans gorintlleme (MRG) tetkikleri normal sinirlar icinde
degerlendirildi. Hastanemizde yapilan EEG incelemesinde,
bilateral santroparietotemporal boélgeden kéken alan epileptik
aktivite saptanmasi Uzerine hastaya levetirasetam tedavisine
baslandi. Tedaviye baslandiktan iki ay sonra gerceklestirilen
kontrol muayenesinde, hastanin 45-50 kelime soyleyebildigi
ve az sayida iki kelimeli cimle kurmaya basladigi gézlemlendi.
Kontrol EEG’sinde anormalliklerin azalma gdstermesine ragmen
devam etmesi nedeniyle levetirasetam tedavisi strdUrtlda.
Hastaya ilag tedavisine es zamanl olarak dil ve konusma
terapisine devam edilmesi 6nerildi.

Tartisma: Gelisimsel dil bozuklugu olan ¢ocuklarda, éncelikle
ndrolojik muayenenin yani sira isitme testinin de planlanmasi
gereklidir. Isitme testi ve nérolojik muayene sonuglari normal
olan, ayrica normal uyaranlar kargisinda sosyal iletisimi
cevresiyle uyumlu olan ¢ocuklarda, gelisimsel dil bozuklugunun
EEG anormallikleri ile birlikte gorUlebilecegi gbz &ntnde
bulundurulmalidir. EEG ile, epileptik ndbet aktivitesi disinda,
konusma bozukluklarinin yani sira Dikkat Eksikligi ve Hiperaktivite
Bozuklugu, Ozel Ogrenme Gicliigl ve Otizm gibi durumlarda da
anormallikler saptanabilmektedir. Dil gelisim geriligi olan ve EEG
anormalligi gosteren ¢ocuklarda, Landau-Kleffner Sendromu,
Otizm Spektrum Bozuklugu ve mental retardasyon tanilarinin
da diglanmasi gerektigi unutulmamalidir. Ayrica, dil gelisiminde
bozulmaya yol agabilecek vyapisal beyin anormalliklerinin
ornegin, fokal kortikal displaziler, 16koensefalopati gibi beyin
MRG ile degerlendirimesi uygun bir yaklasim olacaktir.

Sonug: Bu olgu sunumunda, izole dil gelisim geriliginde EEG’nin
6neminin vurgulanmast amaglanmigtir. Uzun sure dil ve konusma
terapisi almasina ragmen konusmada belirgin bir ilerleme
kaydedilmedigi durumda, EEG anormalligi saptanarak baglanan
levetirasetam tedavisinin etkinligi ortaya konulmustur. Bu durum,
ifade edici dil geriligine multidisipliner bir yaklasimin (genel pediatri,
pediatrik noroloji, cocuk psikiyatrisi, dil ve konusma terapisi) yani
sira EEG’nin Klinik degerlendirmedeki 6nemini vurgulamaktadir.

Anahtar Soézcikler: Dil gelisimi geriligi, EEG, Antiepileptik
tedavi
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The Case of Infantile Spasm Presenting with Symptoms Similar to
Infantile Colic: The Importance of Video Recording

infantil Kolik Benzeri Yakinmalarla Basvuran Infantil Spazm Olgusu: Video

Kaydinin Onemi
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ABSTRACT

Objective: With advancing technology, smartphones have
become an increasingly significant tool in the field of medicine,
as in many other areas. The recording of various movements by
caregivers using smartphones provides a valuable method for
physicians to evaluate diagnostic clues. In this case report, we
presented a patient who was referred to the general pediatric
clinic with colic-like complaints and whose video recorded by
family revealed epileptic spasms, prompting an evaluation by
a pediatric neurologist, which ultimately led to the diagnosis of
infantile spasms.

Case: A 7-month-old male infant was referred to the general
pediatrics clinic with complaints of colic and was initially
diagnosed with infantile colic. The family was advised to
record any suspicious movements on video. The recorded
videos revealed cluster-like flexor movements and behaviors
resembling salutation, prompting a referral to a pediatric
neurology specialist. Despite the patient’s mental and motor
development being in line with peers and the neurological
examination being evaluated as normal, hypsarrhythmia was
detected on electroencephalography. As a result, the patient
was diagnosed with infantile spasm (West Syndrome) and
initiated on ACTH therapy. The patient’s spasms regressed
in response to the treatment, and brain magnetic resonance
imaging (MRI) results were evaluated as normal. Genetic
and metabolic tests were planned for the further etiological
assessments.

Discussion: Infantle spasm is an epilepsy syndrome
characterized by the triad of epileptic spasms, psychomotor
developmental delay, and hypsarrhythmia during the infantile
period. Similar to the presented case, it may initially manifest
with symptoms resembling infantile colic. Etiological factors
include structural brain abnormalities, metabolic, infectious,

and genetic causes, although in some cases, no underlying
cause can be identified.

Conclusion: As families may struggle to distinguish potential
seizures from normal infant movements, documenting a seizure
(in our case, flexor spasm) via video recording is a valuable
method for excluding other causes. In this context, enhancing
family education and awareness plays a crucial role in the early
diagnosis of epileptic seizures.

Keywords: Infantile colic, Infantile spasm, Video record
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Amag: Gelisen teknolojiyle birlikte akilli telefonlar, her alanda
oldugu gibi tip alaninda da giderek daha énemli bir arag
haline gelmistir. Hasta yakinlar tarafindan cesitli hareketlerin
akillr telefonlar ile videoya cekilmesi doktorlarin tani ip uglarini
deg@erlendirmesinde oldukga faydall bir yontemdir. Bu olgu
sunumunda; gaz sancisi yakinmasiyla genel pediatri poliklinigine
basvuran hastanin videosunda epileptik spazmlarinin gérilmesi
Uzerine cocuk noéroloji tarafindan degerlendirilen ve infantil
spazm tanisi alan bir olgu sunuldu.

Olgu: Gaz sancisi yakinmasiyla genel pediatri poliklinigine
basvuran 7 aylik erkek hasta igin infantil kolik tanisi dUstnulerek
Onerilerde bulunuldu. Aileye, sUpheli hareketlerin video kaydinin
alinmasi onerildi. Ailenin ¢ektigi videolarda, kime halinde fleksor
tarzda 6ne egilme hareketleri ve selamlama benzeri davraniglarin
gbzlemlenmesi nedeniyle hasta c¢ocuk noérolojisi uzmanina
yonlendirildi. Mental motor gelisim basamaklar yasitlaryla
uyumlu ve ndrolojik muayenesi normal olarak deg@erlendirilen
hastanin gekilen elektroensefalografide hipsaritmi saptanmasi
Uzerine infantil spazm (West Sendromu) tanisi aldi. Tedaviye
yonelik olarak ACTH tedavisine baslanan hastanin spazmlarinda
gerileme gortldu. Beyin manyetik rezonans gorintlleme
(MRG) sonugclart normal olarak degerlendirilen hastada etyolojik
degerlendirme amaciyla genetik ve metabolik tetkikler planlandi.
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Tartisma: infantil spazm, infantil dénemde epileptik spazmlar,
psikomotor gelisim geriligi ve hipsaritmi Uc¢lisu ile karakterize
bir epilepsi sendromu olarak tanimlanmaktadi. Burada
sunulan olguya benzer sekilde, baslangigta infantil kolik benzeri
semptomlarla kendini gosterebilir. Etyolojik faktorler arasinda
yapisal beyin anormallikleri, metabolik, enfeksiydz ve genetik
nedenler yer amakta olup, bazi durumlarda herhangi bir
neden saptanmaksizin da ortaya gikabilmektedir. Aileler, olasi
nobetleri normal bebek hareketlerinden ayirt etmekte guglik
cekebileceginden, video kaydi ile belgelenmis bir nodbet diger
nedenlerin diglanmasinda degerli bir yontemdir. Bu amagla,
ailelerin egitim ve farkindaliginin artinimasi, epileptik ndbetlerin
erken teshisinde dnemli bir rol oynamaktadir.

Anahtar Sézciikler: infantil kolik, infantil spazm, Video kaydi
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Gastrointestinal Involvement in Henoch-Schoénlein Purpura: A Case

Presentation

Gastrointestinal Tutulumla Seyreden Henoch-Schénlein Purpurasi: Bir Olgu

Sunumu
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ABSTRACT

Objective: Henoch-Schonlein Purpura (HSP) is a common
type of vasculitis affecting small blood vessels during childhood.
It typically presents with abdominal pain, purpuric skin lesions,
arthritis, and renal involvement. Gastrointestinal system (GIS)
involvement is a significant complication of HSP, characterized
by abdominal pain, bleeding, and inflammation. This condition
plays a critical role in the disease course and can create
emergencies that require a multidisciplinary approach. Here,
we presented a case of a patient diagnosed with Henoch-
Schonlein Purpura (HSP) who exhibited gastrointestinal system
involvement.

Case Reports: A five-year-and-nine-month-old female patient
presented with colicky abdominal pain persisting for one
week. Physical examination revealed purpuric lesions that did
not blanch upon pressure, located bilaterally behind the ears,
in the lower extremities, and in the gluteal region. Abdominal
examination showed tenderness and guarding. Laboratory
investigations indicated elevated AST (153 U/L; reference: O
-36), ALT (350 U/L; reference: 0-39), prolonged Prothrombin
Time (17.7 s; reference: 10-14), aPTT (25.1 s; reference:
21.6-32), and INR (1.55; reference: 0.80-1.2). Abdominal
ultrasound revealed hepatomegaly and free fluid in the pelvic
area. Given these findings and the suspicion of gastrointestinal
system involvement in the patient diagnosed with HSP, steroid
therapy (methylprednisolone 1 mg/kg/day) was initiated. From
the second day of steroid treatment, the patient’s abdominal
tenderness decreased, and significant improvement in the skin
lesions was observed. On the seventh day of treatment, the
patient was fully recovered and discharged, to be monitored by
pediatric nephrology.

Discussion: Henoch-Schonlein Purpura is the most common
type of vasculitis and usually causes inflammation of small
blood vessels during childhood. GIS involvement is a crucial

component of HSP and can have profound effects on the
disease course. Gastrointestinal symptoms associated with
HSP generally manifest as abdominal pain, bleeding, and
digestive system complications. Early recognition of these
symptoms has a determinative impact on patient prognosis.
The literature frequently emphasizes the effectiveness of steroid
therapy in managing gastrointestinal system involvement in HSP.
Adopting a multidisciplinary approach is critically important in the
management of HSP. Collaboration between pediatricians and
gastroenterologists is vital for preventing complications during
patient follow-up.

In conclusion, recognizing gastrointestinal system involvement
in HSP plays a vital role in clinical management. This condition
can be optimized through careful monitoring of symptoms and
effective management of the treatment process. Successful
management of HSP enhances the quality of life for children and
reduces the risk of long-term complications. Therefore, adopting
a multidisciplinary approach in the treatment process of pediatric
patients diagnosed with HSP is crucial for both the management
of emergencies and long-term follow-up.

Keywords: Gastrointestinal involvement, Henoch-Schonlein
Purpura, Vasculitis
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Amacg: Henoch-Schonlein  Purpurasi  (HSP),  cocukluk
déneminde sik gérulen, kiglk damarlan etkileyen bir vaskulit
thrGdur. Hastalk genellikle karin agnisi, purpura seklinde deri
dokdntUleri, artrit ve bdbrek tutulumuile seyreder. Gastrointestinal
sistem (GIS) tutulumu, HSP’nin dnemli bir komplikasyonu olup,
abdominal agri, kanama ve inflamasyon ile karakterizedir. Bu
durum, hastaligin seyrinde kritik bir rol oynayarak, multidisipliner
yaklasim gerektiren acil durumlar yaratabilir. Burada, Henoch-
Schoénlein Purpurasl (HSP) tanisi ile izlenen ve gastrointestinal
sistem tutulumu ile seyreden bir olgu sunuldu.
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Olgu Sunumu: Bes yas dokuz aylk kiz hasta, son bir
haftadir devam eden kolik agn yakinmasi ile basvurdu. Fizik
muayenesinde; bilateral kulak arkasinda, alt ekstremitelerde
ve gluteal bolgede basmakla solmayan purpurik dokuintiler
gozlendi. Karin muayenesinde abdominal hassasiyet ve defans
mevcuttu. Yapllan laboratuvar incelemelerinde; AST:153 U/L
(0-36), ALT:350 U/L (0-39) ve Protrombin Zamani (Sn): 17.7
s (10-14), aPTT 25.1 s (21.6-32), INR: 1.55 INR (0.80-1.2)
oldugu belirflendi. Abdominal ultrasonografi (USG) sonucu
hastanin karaciger boyutlarinda artis ve pelvik alanda serbest
sivi oldugu tespit edildi. Bu bulgularla HSP tanisi alan hastada
gastrointestinal  sistem tutulumu  dusUnuldigunden, steroid
tedavisi (metilprednizolon 1 mg/kg/g) baslandi. Steroid tedavisinin
ikinci gunUnden itibaren hastanin batin hassasiyeti azaldi ve
dékUntulerde de belirgin bir iyilesme saglandi. Tedavinin yedinci
gununde tam iyilesme olan hasta taburcu edilerek pediatrik
nefroloji tarafindan izleme alind..

Tartisma: Henoch-Schonlein Purpurasi vaskdlitler arasinda en sik
gbrulen ve genellikle cocukluk ddneminde kucUk kan damarlarinin
inflamasyonuna neden olan bir hastaliktir. GIS tutulum, HSP’nin
onemli bir bilesenidir ve hastaligin seyri Uzerinde derin etkiler
birakabilir. HSP’de gorulen gastrointestinal semptomlar, genellikle
abdominal agri, kanama ve sindirim sistemi komplikasyonlari ile
kendini gosterir. Bu semptomlarin erken taninmasi, hastalarin
prognozu Uzerinde belirleyici bir etkiye sahiptir. Literatlrde,
HSP’nin gastrointestinal sistem tutulumunun yénetiminde steroid
tedavisinin etkinligi sikca vurgulanmaktadir. Multidisipliner bir
yaklasimin benimsenmesi, HSP’nin ydnetiminde kritik dneme
sahiptir. Hem pediatri, hem de gastroenteroloji uzmanlarinin is
birligi, hastanin takibinde komplikasyonlarin énlenmesi agisindan
blUyUk dnem tasimaktadir.

Sonuc olarak, HSP’nin gastrointestinal sistem tutulumunun
taninmasi, Klinik yénetimde hayati bir rol oynamaktadi. Bu
durum, semptomlarin dikkatle izlenmesi ve tedavi stirecinin etkin
bir sekilde yaritdlmesi ile optimize edilebili. HSP’nin basaril
yonetimi, gocuklarn yasam kalitesini artirmakta ve uzun dénem
komplikasyon risklerini azaltmaktadir. Bu nedenle, HSP tanisi
alan gocuk hastalarin tedavi strecinde multidisipliner bir yaklagim
benimsenmesi, hem acil durumlarin yonetiminde hem de uzun
dénem izlemlerinde kritik 6nem tagimaktadir.

Anahtar Sozciikler: Gastrointestinal tutulum, Henoch-Schdnlein
Purpurasi, Vaskulit
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Phenylketonuria with Poor Treatment Adherence: A Case Report
Tedaviye Uyumsuz Fenilketonuri: Olgu Sunumu

idil KALKAN', Ekin OZSAYDI AKTASOGLU?, Cigdem GENG SEL®, Ali Kansu TEHGI', Erhan AKSOY?, Emine POLAT'
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ABSTRACT

Objective: Phenylketonuria (PKU) is an autosomal recessive
metabolic disorder caused by a deficiency in phenylalanine
hydroxylase enzyme, leading to impaired phenylalanine
metabolism and toxic accumulation of phenylalanine. In
untreated cases, patients may develop severe neurological
complications such as seizures, intellectual disability, and
behavioral disorders. In cases where early diagnosis and
treatment are not achieved, these symptoms often result
in irreversible damages. Herein, we presented a case of
phenylketonuria with delayed diagnosis and non-compliance
with treatment.

Case Reports: The patient is a 10-year and 8-month-old
foreign male who had not undergone heel-prick screening for
newborns. The patient moved to Turkey at the age of four, and
during investigations for mental retardation, he was diagnosed
with phenylketonuria. A review of the patient’s medical records
revealed that dietary therapy for PKU had been recommended,
but the patient did not adhere to this regimen, nor did he
attend regular follow-up appointments. It was noted that the
patient began experiencing seizures at the age of five, for which
levetiracetam therapy was initiated. He started walking at age
six but exhibited significant delays in receptive and expressive
language development, only able to use two words. Due to
worsening behavioral abnormalities and poor dietary adherence,
the patient was referred to a pediatric metabolic diseases clinic.
On physical examination, the patient was hyperactive, did not
establish eye contact, and displayed moderate intellectual
disability. Other system examinations were normal. Laboratory
tests revealed a serum phenylalanine level of 2486.10 mmol/L
(41.4 mg/dL). Based on these findings, a depletion diet was
initially implemented, followed by a phenylalanine-restricted diet
appropriate for the patient’s age and weight.

Discussion: Early recognition of autism symptoms significantly
improves the effectiveness of treatment. Given the multitude
of underlying factors, genetic predispositions, structural
abnormalities, metabolic disorders (such as PKU), prenatal
exposures and exposure to toxic substances during childhood
should be considered. Phenylketonuria is a metabolic disorder
that can present with autism, intellectual disability, and epilepsy;
with early diagnosis and appropriate treatment, normal
development can be achieved. In Turkey, PKU is systematically
evaluated as part of the national newborn screening program.
Initiating early diagnosis and treatment in neonatal period
greatly reduces the incidence of symptoms associated with
elevated phenylalanine levels. This case was diagnosed late
due to the absence of a screening program in the patient’s
country of origin. In late diagnosed patients, as seen in our
case, severe neurological sequelae and developmental delays
are often observed.

In PKU, early diagnosis and appropriate treatment allow for
normal development; however, in cases with poor treatment
adherence, such as this one, severe neurological findings and
developmental delays are common. Within the scope of the
national newborn screening program, phenylketonuria, along
with many other diseases, is screened in Turkey, ensuring early
diagnosis and access to appropriate treatment. This case is
presented to highlight the importance of the screening program
in our country.

Keywords: Autism, Phenylketonuria, Seizure
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Amac: Fenilketondri, fenilalanin hidroksilaz enzimindeki eksiklik
sonucu fenilalanin metabolizmasinin bozulmasina ve bu amino
asidin toksik seviyelerde birikimine neden olan otozomal resesif
gegcisli bir metabolik hastaliktir. Tedavi edilmedigi durumlarda
hastalarda nobetler, zeka geriligi ve davranigsal bozukluklar gibi
ciddi norolojik komplikasyonlar gelisebilmektedir. Erken tani
konulmamig ve tedavi uygulanmamis olgularda bu semptomlar
genellikle geri dontsU olmayan hasarlara yol agmaktadir. Burada
gec tani alan ve tedaviye uyumsuzluk gdsteren bir fenilketonUri
olgusu sunuldu.

Olgu Sunumu: Dogum esnasinda topuk kani alinmamis olan,
10 yil 8 aylik yabanci uyruklu bir erkek hastanin dykustnden
dort yasinda TUrkiye'ye geldigi ve mental retardasyon nedeniyle
gerceklestirilen tetkiklerde fenilketonUri tanisi aldigi égrenildi.
Hastanin kayitlarinin incelenmesi  sonucunda, fenilketon(ri
tedavisi icin diyet dnerildigi, ancak hastanin bu diyet rejimine
uyum gostermedigi ve dizenli takip randevularina katiimadigi
belirlendi. Ayrica, bes yasinda ndbet gecirmeye basladig
ve bu ndbetlerin yonetimi amaciyla levetirasetam tedavisine
baslandigi tespit edildi. Alti yasinda ydrimeye baslayan hasta,
alic ve ifade edici dil gelisiminde gerilik gdstermekte olup
yalnizca iki kelime kullanabilmektedir. Hastada gdzlemlenen
davranis anormalliklerinde artis ve diyet uyumsuzlugu
nedeniyle metabolizma poliklinigine yonlendirildi. Fizik muayene
bulgularinda, hastanin hiperaktif oldugu, g6z temasi kurmadigi
ve orta derecede mental retardasyon belirtileri gosterdigi tespit
edildi. Diger sistem muayeneleri normaldi. Yapilan tetkiklerinde
serum fenilalanin degeri 2486.10 mmol/ml (41.4 mg/dl) olarak
belirlendi. Bu bulgularla hastaya énce bosaltici diyet uygulandi,
ardindan yasina ve kilosuna uygun fenilalanin kisith diyet
programi baglandi.

Tartisma: Otizm belirtilerinin erken dénemde taninmasi, tedavi
sUrecinin etkinligini artirmaktadir. Altta yatan birgok etken mevcut
oldugundan, genetik faktorler, yapisal anormallikler, metabolik
bozukluklar (fenilketondri gibi), prenatal etkilenmeler ve ¢cocukluk
ddéneminde toksik maddelere maruziyet gibi durumlar gdz
onunde bulundurulmalidrr.  Fenilketondri, otizm, zeka geriligi
ve epilepsi gibi bulgularla kendini gosterebilen bir metabolik
hastaliktir; erken tani ve uygun tedavi ile normal gelisim sureci
saglanabilmektedir. FenilketonUri, Turkiye'de yenidogan tarama
programi kapsaminda sistematik olarak degerlendiriimektedir.
Erken tani ve tedavi surecinin yenidogan déneminde baslatimasi,
fenilalanin seviyelerinin yukselmesine bagll semptomlarin ortaya
¢lkma sikigini énemli dlglde azaltmaktadir. Bu olgu yasadig
Ulkede tarama programinin olmamsi nedeniyle geg tani almistir.
Geg tani alan bireylerde, olgumuzda oldugu gibi, ciddi ndrolojik
sekeller ve gelisim geriligi gdzlemlenmektedir.

Fenilketondride erken tani ve uygun tedavi ile normal gelisme
gorultir, ancak bu vakada oldugu gibi tedaviye uyum problem
olan olgularda agir nérolojik bulgular ve gelisme geriligi géralUr.
Ulusal yenidogan tarama programi cercevesinde, Ulkemizde
birgok hastaligin yani sira fenilketondri de taranmakta ve bu
sayede hastalarin erken tani alarak uygun tedaviye erisimleri

saglanmaktadir. Bu olgu, Ulkemizdeki tarama programinin
dnemini vurgulamak amaciyla sunulmustur.

Anahtar Sozciikler: Otizm, FenilketonUri, Nobet
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A Rare Mass in the Brain in a Pediatric Patient: Hydatid Cyst Case

Report

Cocuk Hastada Beyinde Nadir Goérilen Bir Kitle: Kist Hidatik Olgu Sunumu

Furkan GUN, Havva AKMAZ UNLU, Halil lorahim YAKUT,

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Hydatid cyst disease is a parasitic disease caused
by Echinococcus species. The main source is meat-eating
animals such as dogs, wolves and foxes. Humans are infected
by consuming raw or poorly washed food contaminated with
parasite eggs or through an intermediate host. Lung and liver
are the most commonly affected organs. Atypical localisations
such as brain, heart, pelvis and kidneys may be rarely involved.
In the literature, it has been reported that intracranial involvement
constitutes 1-2% of all cases. Intracranial hydatid cyst cases
are mostly intraparenchymal and single localised

Case: A previously healthy 2-year-old male patient presented
with complaints of difficulty in using the left hand, preference
for the right hand, left foot inward stepping and inverted gait for
the last 15 days. The patient was born by caesarean section at
38 weeks 2 days and 3600 g from a 32-year-old mother. She
received phototherapy for one day due to jaundice. A one-year-
old boy had febrile convulsions 3 times in 30 days. EEG was
normal. It was learnt that he did not live in the village, his family
did not breed livestock, did not feed domestic animals, did
not consume raw meat and milk and there was no one in the
family who had hydatid cyst disease before, but he had contact
with stray animals in the playground. It was learnt that there
was Nno consanguineous marriage between her parents and
family history of any neurological disease. TORCH, hepatitis
and basal metabolic tests, ophthalmological examination,
echocardiography, chest radiography and abdominal ultrasound
were normal. Hydatid cyst indirect haemagglutination test was
negative. Non-contrast cranial magnetic resonance imaging
showed a 34 mm diameter, high internal pressure, spherical,
thick-walled cystic lesion in the right cerebral hemisphere. WHO
Classification Ce1 was evaluated in favour of hydatid cyst. Oral
albendazole treatment was started. The patient underwent
control cranial magnetic resonance imaging one month later.
The cyst size in the right cerebral hemisphere reached 40 mm in
diameter. Cranial magnetic resonance spect imaging performed

with the preoperative council decision was compatible with
hydatid cyst. The patient was operated by neurosurgery. During
the operation, a capsule structure with a scolex adjacent to the
ventricle was seen. The contents of the capsule were evacuated
without invasion. The capsule was completely excised and
sent to pathology. Pathology was compatible with hydatid cyst.
Levetiracetam and albendazole treatment was continued. The
patient was scheduled for follow-up imaging 3 months later
and discharged with recommendations.

Conclusion: Although hydatid cyst disease is mostly seen in
the liver and lungs, it may show atypical localisation in many
organs. Therefore, it should be kept in mind that hydatid cyst
disease may be detected in rarely involved organs. Advanced
radiological examinations such as echocardiographic
examination, chest X-ray, abdominal ultrasonography and brain
MR imaging should be performed in patients diagnosed with
hydatid cyst disease in terms of other organ involvement. Early
diagnosis and detection of cysts before they reach giant size
may lead to favourable clinical outcomes.

Keywords: Brain,Child, Hydatid cyst, Echinococcosis

0z

Amagc: Kist hidatik hastaligi Echinococcus turlerinin etken oldugu
paraziter bir hastalktir. Asil kaynak basta kdpekler olmak Uzere
kurt, tilki gibi et yiyen hayvanlardrr. insanlar parazit yumurtalari ile
kontamine olmus ¢ig veya iyi yikanmamis yiyeceklerin tUketilmesi
ile ya da ara konak araciliglyla enfekte olurlar. Akciger ve karaciger
en sk tutulan organlardir. Beyin, kalp, pelvis, bobrekler gibi
atipik yerlesim yerleri de nadir tutulabilir. Literatlrde intrakraniyal
tutulumunun tdm olgularin %1-2'sini olusturdugu bildirilmistir.
intrakraniyal kist hidatik olgular cogunlukla intraparankimal ve
tek yerlesimlidir.

Olgu: Oncesinde saglikl olan 2 yas erkek hasta, son 15 giindir
sol elini kullanmakta zorlanma, sag elini tercih etme, sol ayak
ice basma ve ice donuk yurlime sikayeti ile bagvurdu. Hasta 32
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yasindaki anneden 38 hafta 2 gtinlik ve 3600 gr olarak sezaryen
ile dogmustu. Sarilik nedeniyle bir gin fototerapi dykuisu olan
hasta bir yasinda 30 gun igerisinde 3 kez febril konvUlziyon
gecirmisti. EEG’si normal olan hastanin, kéyde yasamadig,
ailesinin hayvancilik yapmadigi, evcil hayvan beslemedidi, ¢ig
et ve sut tUketmedigi, ailede daha 6nce kist hidatik hastalig
geciren bireyin olmadigi, ancak arada ¢ocuk parkinda sokak
hayvanlari ile temasinin oldugu &grenildi. Anne-babasi arasinda
akraba evliligi ve ailede herhangi bir nérolojik hastalk dykusu
yoktu. Hastanin TORCH, hepatit ve bazal metabolik tetkikleri
g6z muayenesi, ekokardiyografisi, akciger grafisi ve abdomen
ultrasonu normaldi. Kist hidatik indirekt hemaglttinasyon
testi negatif sonuglandi. Cekilen kontrastsiz kranial manyetik
rezonans goruntllemede; sag serebral hemisferde 34 mm
capli, ic basinci yuksek, kuresel sekilli cidar kalin, cevreye basi
yapan kistik lezyon izlendi. WHO Siniflamasi Ce1 Kist Hidatik
lehine degerlendirildi. Hastaya oral albendazol tedavisi baslandi.
Hastaya bir ay sonra kontrol kraniyal manyetik rezonans
goéruntileme yapildi. Sag serebral hemisferdeki kist boyutunun
40 mm c¢apa ulastigl goruldt. Operasyon Oncesi konsey karari
ile yapilan kraniyal manyetik rezonans spect gorinttleme kist
hidatik ile uyumlu goértldi. Hasta beyin cerrahisi tarafindan
opere edildi. Operasyon esnasinda ventriklle komsu Uzerinde
skoleks bulunan kapsul yapisi gortldu. Kapsul icerigi disarlya
invaze olmadan bosaltildi. KapsUl total eksize edildi ve patolojiye
gonderildi. Patoloji kist hidatik ile uyumlu sonuclandi. Hastanin
levetirasetam ve albendazol tedavisine devam edildi. Hasta 3
ay sonra kontrol gorintlleme yapilmasi planlandi ve Onerilerle
taburcu edildi.

Sonug: Kist hidatik hastaligr cogunlukla karaciger ve akcigerlerde
gbrllmesine ragmen bircok organda atipik yerlesim gosterebilir.
Bu nedenle nadir tutulan organlarda da kist hidatik hastalig
saptanabilecegi unutulmamalidir. Kist hidatik hastaligi tanisi alan
hastalarda diger organ tutulumlarn agisindan ekokardiyografik
inceleme, akciger filmi, abdominal ultrasonografi ve beyin MR
géruntlleme gibi ileri radyolojik incelemeler yapilmalidir. Erken
taniyla kistlerin dev boyuta ulasmadan saptanmasiyla daha iyi
klinik sonuglar elde etmek mumkun olabilir.

Anahtar Sézciikler: Beyin, Cocuk, Kist hidatik, Ekinokokkoz
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A Rare Cause of Hepatomegaly: A Case of Mucopolysaccharidosis

Type 2

Hepatomegalinin Nadir Bir Nedeni: Mukopolisakkaridoz Tip 2'li Bir Olgu
Kilbra TARAZAN TURK!', Ekin OZSAYDI AKTASOGLU?, Ali Kansu TEHCI', Emine POLAT!

"Department of Pediatrics, Ankara Dr Sami Ulus Paediatrics Training and Research Hospital, Ankara, Turkiye
?Department of Pediatrics Nutrition and Metabolic Diseases, Ankara Dr Sami Ulus Paediatrics Training and Research Hospital, Ankara, Turkiye

ABSTRACT

Objective: The accumulation of glycosaminoglycans
(GAGS) in intracellular and extracellular compartments due to
enzyme deficiencies in the lysosomal degradation pathway
results in a heterogeneous group of disorders known as
mucopolysaccharidoses (MPS). Depending on the type of
defective enzyme, seven distinct types of MPS have been
identified, comprising a total of 13 subtypes. MPS type Il (Hunter
syndrome, OMIM #309900) is a rare, X-linked genetic disorder
caused by mutations in the IDS gene, leading to a deficiency
of the iduronate-2-sulfatase. This condition is characterized by
the accumulation of dermatan sulfate (DS) and heparan sulfate
(HS), along with associated organ involvement. These patients
are characterized by a variety of symptoms, including coarse
facial features, psychomotor retardation, hepatosplenomegaly,
cardiomegaly, dysostosis multiplex, and hearing loss. Herein,
we presented a case of MPS type Il diagnosed during the
investigation of elevated liver enzymes and hepatomegaly
detected in routine medical evaluations.

Case Reports: A 2-year-10-month-old male patient was
referred to our hospital’s metabolic outpatient clinic for further
evaluation following routine check- ups that revealed elevated
levels of aspartate aminotransferase (AST) and alanine
aminotransferase (ALT) along with hepatosplenomegaly.
The patient had no significant personal or family history, and
there was no consanguinity. On his physical examination,
coarse face, hepatosplenomegaly, umbilical hernia, hirsutism,
short and stubby fingers, a Mongolian spot on the back, and
scoliosis were determined. Echocardiography revealed focal
septal hypertrophy and minimal mitral regurgitation, while
ophthalmologic examination showed no pathological findings
other than astigmatism. In light of the preliminary diagnosis
of mucopolysaccharidosis (MPS), further investigations
were performed, and iduronate-2-sulfatase enzyme levels
in leukocytes of <0.1 nmol/hour/mg (>1.50) and urinary
glycosaminoglycan (GAG) levels of 1071.14 mg/g creatinine

(normal range: 80.40-264.30) were found. These findings were
consistent with MPS type Il, and genetic analysis confirmed
the diagnosis by identifying a hemizygous pathogenic
€.601_602del (p.S201Hfs*2) mutation in the IDS gene. Enzyme
replacement therapy was initiated, and the patient continues to
e monitored.

Discussion: Mucopolysaccharidoses are genetic disorders in
which early diagnosis and treatment can significantly improve
prognosis. Early signs of MPS include non-specific findings such
as coarse facial features, umbilical hernia, hepatosplenomegaly,
and hirsutism. Recognizing these signs during physical
examinations is critical for early diagnosis and timely treatment,
which plays a key role in prognosis and patients’ life quality. In
the presence of hepatomegaly, along with coarse facial features,
dysmorphic findings, cardiac involvement, hearing loss, and
ophthalmologic symptoms, MPS should be considered, and
enzymatic and genetic analyses should be performed to confirm
the diagnosis. This case highlights the importance of considering
mucopolysaccharidoses in the differential diagnosis of patients
presenting with hepatomegaly.

Keywords: Hepatomegaly, Hunter

Mucopolysaccharidosis Type 2

syndrome,
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Amag: Glikozaminoglikanlarin (GAG) lizozomal yikim yolagindaki
enzim defisiti nedeniyle intraselller ve ekstraselUler alanlarda
birikmesi, mukopolisakkaridozlar (MPS) olarak adlandirilan
heterojen bir hastallk grubunu ortaya ¢ikarir. Defektif enzimlerin
tUrlne bagl olarak toplamda on Ug alt tip iceren yedi farki
MPS tipi tanmlanmisti. MPS tip Il (Hunter sendromu, OMIM
#309900), iduronat 2-slifataz enzim eksikligine yol acan IDS
genindeki mutasyonlar sonucu meydana gelir ve bu durum
dermatan stifat (DS) ile heparan stlfat (HS) birikimi ve buna
bagl organ tutulumlar ile karakterize edilen X’e bagl kalitilan
nadir bir genetik hastalktir. Bu hastalar, kaba yiz gérinima,
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psikomotor retardasyon, hepatosplenomegali, kardiyomegali,
dizostozis multipleks ve isitme kaybi gibi gesitli semptomlarla
karakterizedir. Bu galismada rutin kontroller sirasinda karaciger
enzim yuksekligi ve hepatomegali nedeniyle arastiriirken tani
alan mukopolisakkaridoz tip 2’li bir olgu sunuldu.

Olgu Sunumu: Rutin kontroller sirasinda aspartat aminotransferaz
(AST) ve alanin aminotransferaz (ALT) degerlerinde yUkseklik ile
hepatosplenomegali tespit edilen 2 yas 10 aylk erkek hasta, ileri
tetkikler icin hastanemizin  metabolizma poliklinigine basvurdu.
Oz ve soy gecmisinde dzellik olmayan hastanin ailede akrabalik
iliskisi bulunmamaktaydi. Fizik muayenede kaba ylz goérundmda,
hepatosplenomegali, umblikal herni, hirsutizm, kisa ve kint
parmaklar, sirtinda mongol lekesi ve skolyoz gozlemlendi.
Ekokardiyografi sonuglarinda fokal septal hipertrofi  ve
minimal mitral yetmezlik saptanirken, gdz muayenesinde
astigmatizma haricinde patolojik bir bulgu bulunmadi.
Hastada mukopolisakkaridoz (MPS) 6n tanisi dogrultusunda
gergeklestirilen tetkikler sonucunda, |6kositlerdeki iduronat-2
stifataz enzimi <0.1 nmol/saat/mg (>1.50) dUzeyinde ve
idrar glikozaminoglikan (GAG) duzeyi 1071.14 mg/g kreatinin
(normal deger: 80.40-264.30) olarak belirlendi. Elde edilen
bu bulgular, MPS Tip Il ile uyumlu olup, taniyr kesinlestirmek
amaclyla yapilan genetik analizde IDS geninde ¢.601_602del
(p.S201Hfs*2) hemizigot, patojenik tanimli mutasyon tespit
edildi. Enzim replasman tedavisi baslanan hastanin izlemine
devam edilmektedir.

Tartisma: Mukopolisakkaridozlar, erken tani ve tedavi
ile  prognozun lyilestirilebilecedi  genetik  hastaliklardr.
Mukopolisakkaridozlarin erken ddénem belirtileri arasinda kaba
yUz goérindmu, umbilikal herni ve hirsutizm gibi nonspesifik
bulgular bulunmaktadir. Bu bulgularin genel fizik muayene
sirasinda gbzlemlenmesi, hastalarin erken tani alarak zamaninda
tedavi ediimesi agisindan prognozun iyilestirimesinde kritik bir
rol oynamaktadir. Hepatomegali ile birlikte kaba yiz gérinima,
dismorfik bulgular, kardiyak tutulum, isitme kaybi, oftalmolojik
semptomlar varligi durumunda MPS akla gelmeli taniya yonelik
enzimatik ve genetik analiz yapimalidir. Bu olgu nedeniyle
hepatomegali ile gelen hastalarda mukopolisakkaridozlarn da
akla gelmesi vurgulanmak istendi.

Anahtar Sozcikler: Hepatomegali, Hunter sendromu,
Mukopolisakkaridoz Tip 2
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Ornithine Transcarbamylase Deficiency: A Case Report
Ornitin Transkarbamilaz Eksikligi: Olgu Sunumu
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ABSTRACT

Objective: Ornithine transcarbamylase deficiency (OTC
deficiency) is the most common disorder among urea cycle
disorders. Ornithine transcarbamylase, an important enzyme
in the urea cycle, converts carbamoyl phosphate and
ornithine into citrulline. A deficiency in this enzyme disrupts
the functioning of the urea cycle, leading to a rapid increase in
ammonia levels. Patients with OTC deficiency typically present
with symptoms such as headaches, nausea, vomiting, and
behavioral disturbances. In this case, we presented a patient
who exhibited symptoms of slowed speech and aggressive
behavior and was diagnosed with OTC deficiency.

Case: A 4-year and 11-month-old girl presented with vomiting,
slowed speech, and aggressive behavior. Physical examination
revealed no pathological findings. Laboratory investigations
showed that ammonia level was 345 p/dL (reference range 15-
45) and lactate level was 10.4 mmol/L (reference range 1-1.5).
Due to the elevated ammonia levels, a preliminary diagnosis
of urea cycle defect was considered. Urine analysis revealed
orotic acid excretion, elevated glutamine, low citrulline, and low
arginine levels. An EEG was performed to differentiate seizure as
a cause of the speech slowdown, and the results were normal.
Genetic testing confirmed a positive result for OTC deficiency.
The patient’s treatment was planned with Sodium Benzoate
250 mg/kg/day, L-Citrulline 100 mg/kg/day, and L-Arginine 100
mg/kg/day. After starting treatment, a regression in aggression
and speech disorder was noted. The patient was placed on
a regular follow-up program with the pediatric metabolism
department.

Discussion: Ornithine transcarbamylase deficiency is an
X-linked inherited disorder. The diagnosis is made based
on elevated serum ammonia, glutamine, alanine levels, and
increased orotic acid excretion in the urine. In patients with
hyperammonemia, common symptoms include nausea
and vomiting, seizures, and neuropsychiatric changes.

Early recognition of these symptoms significantly affects
the prognosis of patients. Studies have shown that patients
diagnosed with OTC deficiency after the neonatal period often
present primarily with neurodevelopmental and psychiatric
findings. Although seizures are generally the initial presenting
symptom in OTC deficiency, our case presented with slowed
speech and aggressive behavior.

Conclusion: In OTC deficiency, clinical findings vary with age,
and cases diagnosed at older ages often present with vomiting,
seizures, and behavioral changes. Early diagnosis and timely
initiation of treatmentin OTC patients can prevent the development
of potential complications. Therefore, OTC deficiency should be
considered in patients of any age presenting with symptoms
such as altered consciousness, behavioral disorders, growth
retardation, learning difficulties, and vomiting.

Keywords: Ornithine transcarbamylase deficiency, Slowed
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Amac: Ornitin transkarbamilaz eksikligi (OTC eksikligi), Ure
déngusti bozukluklar arasinda en sik gérilen hastaliktir. Ure
ddénglstnin dnemli bir enzimi olan ornitin transkarbamilaz,
karbamoail fosfat ve ornitini, sitriline gevirir. Bu enzimdeki eksiklik,
Ure dongUsundn isleyisini bozarak amonyak seviyelerinin hizla
yUkselmesine sebep olur. OTC eksikligi olan hastalar genellikle
bas agrisi, bulanti, kusma ve davranis bozukluklari gibi bulgularla
basvurur. Burada; konusmada yavaslama ve agresif davranig
bulgulariyla bagvuran ve OTC eksikligi tanisi alan bir olgu
sunuldu.

Olgu: Dort yil onbir aylk kiz hasta kusma, konusmada
yavaglama ve agresif davraniglannin  olmasi nedeni ile
hastanemize basvurdu. Fizik muayenesinde patolojik bulgu
saptanmadi. Yapilan laboratuvar incelemelerinde; amonyak
seviyesinin 345 p/dL (15-45), laktat seviyesinin ise 10.4 mmol/L
(1-1.5) oldugu belirlendi. Amonyak yUksekligi nedeni ile 6n
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tanida Ure siklus defekti diistindldi. idrar tahlili orotik asit atilimi
mevcut, glutamin yUksek, sitrtlin disuk ve arginin distk olarak
sonuglandi. Konusmada yavaglamasi olan hastaya nobet ayirici
tanisi icin EEG cekildi ve normal olarak sonuclandi. Genetik
analiz sonucunda, OTC eksikligi dogrulandi. Hastanin tedavisi
Sodyum Benzoat 250 mg/kg/gin, L-Citruline 100 mg/kg/
gln ve L-Arginin 100 mg/kg/gun olarak planlandi. Tedavi
bagladiktan sonra agresyonu ve konusma bozuklugunun
geriledigi kaydedildi. Pediatrik metabolizma bdlimu tarafindan
dUzenli takip programina alindi.

Tartisma: Ornitin transkarbamilaz eksikligi, X'e bagl kaltilan
bir hastalikti. Tanisi yiksek serum amonyak, glutamin, alanin
dUzeyleri ve idrarda orotik asit atliminin artmasi ile konulur.
Hiperamonyemili hastalarda sikga bulanti-kusma, nobet,
noropsikiyatrik degisiklik gorultr. Bu semptomlarin erken fark
edilmesi, hastalarin prognozunu 6énemli dlgtde etkiler. Yenidogan
ddéneminden sonraki ddbnemde tanialan OTC eksikligi hastalarinda
klinik olarak ndrogelisimsel ve psikiyatrik bulgularin én planda
oldugunu gosteren calismalar mevcuttur. OTC eksikliginde ndbet
genellikle ilk basvuru semptomu olmasina ragmen olgumuz
konusmada yavaslama ve agresif davranislarla basvurdu.

Sonugc: Ornitin transkarbamilaz eksikliginde klinik bulgular yasa
gbre degisiklik gdstermekte olup ileri yasta tani alan vakalarda
kusma, ndbet ve davranis degisikleri olmaktadrr. Erken tani
konan OTC hastalarinda tedavinin de erken baglamasi ile olasi
komplikasyonlarin gelismesi dnlenebilir. Bu nedenle hangi yasta
olursa olsun biling degisiklikleri, davranis bozukluklar, blylime
geriligi, 6grenme gucligu, kusma gibi bulgularla bagvuran
olgularda OTC eksikligi akla gelmelidir.

Anahtar Soézciikler: Ornitin  transkarbamilaz  eksikligi,
Konusmada yavaslama, Agresif davraniglar
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Hepatic Veno-Occlusive Disease Developing in a Patient with Wilms

Tumor

Wilms Tumorll Bir Hastada Gelisen Hepatik Veno-Okluziv Hastalik

Sidika Gizem ERDAL ALTUNYURT', Gulseren SAHIN?, Ferda OZBAY HOSNUT?, Sule YESIL?, Glirses SAHINS
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ABSTRACT

Objective: Hepatic veno-occlusive disease, also known
as hepatic sinusoidal obstruction syndrome, is a disease
characterized by painful hepatomegaly, hyperbilirubinemia and
ascites. It develops as a result of obstruction and subendothelial
sclerosis in small intrahepatic veins. Stem cell transplantation is
frequently seen as the etiology and rarely as a complication of
chemotherapy. This study presented a case of Wilms tumour
with hepatic veno-occlusive disease.

Case Reports: A fifteen-month-old male patient applied to
us with complaints of vomiting, weakness, and abdominal
swelling. On physical examination, blood pressure was 145/10
mmHg and other vital signs were within normal limits. During
abdominal examination, a mass extending to the inguinal
was palpated in the right lower quadrant, and the traube
was closed. The laboratory results indicated a hemoglobin
concentration of 8.6 g/dL, a white blood cell count of 23920/
uL, a platelet count of 398000/uL, a mean corpuscular volume
of 82.2 fL, and a red blood cell distribution width of 14.8
%. The patient exhibited an uric acid level of 6.8 mg/dL, a
C-reactive protein level of 12 mg/L, an alkaline phosphatase
level of 92 IU/L, a ferritin level of 2951.7 ng/mL, and an lactate
dehydrogenase level of 1511 IU/L. Abdominal USG revealed a
heterogeneous mass with a size of 112x75x114 mm, whose
borders could not be distinguished from the right kidney, and
extending to the pelvis and midline. Abdominal CT revealed a
heterogeneous mass with unclear borders, located in the right
upper quadrant, originating from the right kidney, extending
exophytically to the midline and pelvis, measuring 104x90x140
mm, containing cystic-necrotic areas (picture 1-2). Abdominal
MRI showed a well-circumscribed mass with cystic-necrotic
areas, approximately 13x12x14cm in size, originating from the
right kidney (pictures 3-4). In Doppler USG, it was determined
that the inferior vena cava was compressed adjacent to the

mass, its calibration decreased, and no obvious thrombosed
segment was detected in the lumen. In the biopsy, stromal and
mesenchymal components of Wilms tumor were observed.
The patient was diagnosed with Wilm’s tumor and a treatment
protocol including vincristine, actinomycin D and radiotherapy
was started. On the 3¢ day of treatment, the patient developed
tachycardia, increased abdominal distension, and massive
gastrointestinal bleeding. The patient’s body weight increased by
2 kg. In the control laboratory results indicated a WBC count of
4020 /ul, Hb concantration of 6.8 gr/d, Pt level of 2600 /ul, AST
level of 3727 U/L, ALT level of 1249 U/L, T/DB ratio of 1.3/1 mg/d|,
LLDH level of 2349 1w/, PT level of 16.6 sec, aPTT level of 75.6 sec,
Fibrinogen level of 160 mg/dl and D- dimer level of 1030 pg/L were
observed. Control USGs revealed the presence of pleural effusion,
ascites and hepatomegaly. Portal Doppler USG showed that the
flow was reversed and the patient was diagnosed with Hepatic
Veno-occlusive Disease and received oxygen, anti-ulcer treatment,
antibiotics, vitamin K, FFP, platelet and erythrocyte suspension,
spironolactone, NAC infusion, somatostatin, ursofalk, PPl and
paracentesis treatments. Clinical and laboratory findings improved
in the second week of follow-up.

Discussion: The diagnosis of Hepatic Veno-occlusive Disease
is a clinical diagnosis and should be considered in patients with
painful hepatomegaly, hyper bilirubinemia and ascites. In the
diagnosis of this disease, which can lead to high morbidity and
mortality, it is extremely important to recognize clinical findings
early and start treatment early.

Keywords: Chemotherapy, Hepatic veno-occlusive disease,
Wilms tumor
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Amagc: Hepatik veno-okluziv hastalk, hepatik sintzoidal
obstriksiyon sendromu olarak da bilinen agrii hepatomegali,
hiperbilirubinemi ve asit tablosuyla giden bir hastaliktir. Kigtk
intrahepatik venlerde obstriksiyon ve subendotelyal skleroz
sonucunda gelisir. Siklikla etiyolojide kdk hiicre transplantasyonu
nadiren de kemoterapi komplikasyonu olarak gortimektedir. Bu
calismada hepatik veno-okluziv hastaligi gelisen Wilms Tumaorlu
bir vaka sunulmustur.

Olgu Sunumu: On bes aylk erkek hasta kusma, halsizlik,
karinda sislik yakinmasi ile tarafimiza basvurdu. Fizik
muayenesinde kan basinci 145/10 mmHg olup diger vital
bulgulari normal sinrlardaydi. Karin  muayenesinde sag alt
kadranda inguinale uzanan kitle palpe edildi, traube kapaliydi.
Laboratuvar incelemelerinde Hb degeri 8.6 gr/dl, WBC sayisi
23920 /ul Plt degeri 398000 /ul, MCV degeri 82.2 fL, RDW
degeri 14.8%, Urik asit seviyesi 6.8 mg/dl, CRP seviyesi 12
mg/L, ALP degri 921 U/L, Ferritin seviyesi 2951.7 ng/mL ve
LDH degeri 1511 IU/L olarak tespit edildi. Abdomen USG
de sag bdbrekten sinirlan ayirt edilemeyen 112x75x114 mm
boyutunda, pelvise ve orta hatta uzanim gosteren heterojen kitle
lezyonu saptandi. Abdomen BT de sag Ust kadran yerlesimli
ve sag bobrekten kdken alan, orta hatta ve pelvise kadar
ekzofitik uzanim gosteren 104x90x140 mm boyutlarinda, kistik-
nekrotik alanlar iceren, sinirlar belirsiz heterojen kitle lezyonu
izlendi. Abdomen MR da ise sag bdbrekten orijin alan yaklasik
13x12x14 cm boyutlarinda, kistik-nekrotik alanlari olan dizgin
sinirl kitle goraldt. Doppler USG de kitle komsulugunda vena
kava inferior basilanmis olup kalibrasyonunun azaldidi, Ilimende
ise belirgin tromboze segment saptanmadigi tespit edildi.
Yapilan biyopside ise Wilms timorinin stromal ve mezankimal
komponenti izlendi. Hastaya Wilm’s timora tanisi ile vinkristin,
actinomisin D ve radyoterapi iceren tedavi protokoll baslandi.
Tedavinin 3. gintnde hastada tasikardi, karin distansiyonunda
artis, masif GIS kanama gelisti. Hastanin viicut agiriginda 2 kg
artis géruldu. Kontrol tetkiklerinde WBC seviyesi 4020 /ul, Hb
degeri 6.8 gr/d, Plt seviyesi 2600 /ul, AST degeri 3727 U/L, ALT
degeri 1249 U/L, T/DB orani 1.3/1 mg/dl, LDH seviyesi 2349
w/l, PT deg@eri 16.6 sn, aPTT degeri 75.6 sn, Fibrinojen seviyesi
160 mg/dl ve D-dimer degeri 1030 pg/L olarak saptandi.
Yapilan kontrol USG’lerde plevral eflizyon, asit, hepatomegali
goruldu. Portal doppler USG de ise akimin ters ddéndugu
gortlip Hepatik Veno-okluziv Hastalik tanisi ile oksijen, anti-
Ulser tedavi, antibiyotik, K vitamini, TDP, trombosit ve eritrosit
stispansiyonu, spironolakton, NAC inflizyonu, somatostatin,
ursofalk, PP, parasentez tedavileri uygulanan hastanin izleminin
ikinci haftasinda klinik ve laboratuvar bulgular dtizeldi.

Tartisma: Hepatik Veno-okluziv Hastallk tanisi Klinik bir tanidir,
agrili hepatomegali, hiper biluribinemi ve asiti olan hastalarda
dustnudlmelidir. YUksek morbidite ve mortaliteye yol acabilen bu
hastalik tanisinda klinik bulgularin erken fark ediimesi ve tedavinin
erken baglaniimasi son derece énemlidir.

Anahtar Sézciikler: Kemoterapi, Hepatik veno-okluziv hastalik,
Wilms tUmor
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A Rare Complication of Ocular Toxoplasmosis: Vitreous Hemorrhage
Okduler Toksoplazmozisin Nadir Bir Komplikasyonu: Vitreus Hemorajisi
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ABSTRACT

Objective: Toxoplasmosis is a global public health issue that
threatens human health through contamination of food with
Toxoplasma gondii. In addition to being transmitted through
contaminated food, it is particularly important because of its
ability to cross the placenta and affect the fetus. Therefore,
its effects on the fetus can lead to different clinical situations
postnatally. Ocular involvement is one of these situations. The
most common ocular finding in pediatric cases is chorioretinitis,
however vitreous hemorrhage has been rarely reported.
This case presentation highlights a pediatric case of ocular
toxoplasmosis diagnosed with vitreous hemorrhages. Our aim
was to draw attention to theimportance of early ophthalmological
evaluation in suspected cases of toxoplasmosis, emphasize the
significance of early diagnosis and treatment, and contribute to
the literature due to the limited number of reported cases.

Case Reports: A full-term, previously healthy 2-month-old
male patient was referred to the ophthalmology department
after an opacity was noted in the right cornea during a hearing
test on the 7" day postnatally. Ophthalmological examination
revealed vitreous opacities and significant vitreous hemorrhage,
leading to further investigation and treatment. Upon admission,
the maternal history revealed that the mother had experienced
toxoplasmosis during the 2™ and 3 trimesters of pregnancy
and had been treated with spiramycin. Physical examination
showed no pathological findings except for cortical fistula.
Laboratory tests including complete blood count, renal function
tests, liver function tests, and acute phase reactants were
within normal limits. Serum Toxoplasma gondii IgM and IgG
were positive. Toxoplasma gondii DNA PCR was also positive.
Cerebrospinal fluid (CSF) collected via lumbar puncture tested
negative for Toxoplasma gondii PCR. Ocular fluid taken during
surgery confirmed the diagnosis through the Sabin-Feldman
test. Brain CT showed focal millimetric calcified lesions in the

caudate nuclei, both temporals, parieto-occipital regions, and
left frontal subcortical areas. The patient was started on a
one- year treatment plan with pyrimethamine, sulfadiazine, and
folinic acid.

Discussion: Vitreous hemorrhage is a rare complication in
pediatric ocular toxoplasmosis that can lead to permanent vision
loss. Early diagnosis and treatment are vital to prevent irreversible
vision impairment. This case underscores the need for increased
awareness of atypical presentations of ocular toxoplasmosis in
the pediatric population.

Keywords: Toxoplasmosis,
hemorrhage

Ocular toxoplasma, Vitreous
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Amac: Toksoplazmozis, Toxoplasma gondii ile kontamine
yiyecekler araciligyla bulasan, hem akut hem de kronik
dénemde insan saghgini tehdit eden global bir halk saghg
problemidir. Kontamine vyiyecekler araciligiyla bulasmasinin
yaninda, fetlse transplasental yolla gegcmesi nedeniyle de 6nem
arz etmektedir. Bu nedenle fetUs Uzerinde olusturdugu etkiler,
dogum sonrasi ¢esitli klinik durumlara yol acabilir. G6z tutulumu
da bunlardan biridir. Pediatrik vakalarda en sik goérilen gdz
bulgusu koryoretinit olmakla birlikte, vitreus hemorajisi nadiren
bildirilmistir. Bu olgu sunumunda, vitreus kanamalaryla tani
alan pediatrik bir okUler toksoplazmozis vakasi sunulmustur.
Amacimiz, toksoplazmozisten suphelenilen vakalarda erken
oftalmolojik degerlendirmeye dikkat ¢ekmek, erken teshis ve
tedavinin énemini vurgulamak ve bu konuda bildirilmig vakalarin
sayill olmasi nedeniyle literatlre katki saglamaktir.

Olgu Sunumu: Zamaninda dogan, yogun bakim o&ykUusU
olmayan 2 aylk erkek hasta, postnatal 7. ginde isitme testine
gittigi sirada sag korneasinda opasite fark edilmesi Uzerine
gdz bolimune yodnlendirildi. Oftalmolojik muayenede vitreus
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opasiteleri ve belirgin vitreus kanamasi tespit edilen hasta ileri
tetkik ve tedavi amaciyla pediatri klinigine ydnlendirildi. Hastanin
yatigi sonrasi alinan anamnezde annenin gebelik sirasinda 2.
ve 3. trimesterda toxoplazmozis gegirdigi ve spiramisin tedavisi
kullandigr 6grenildi. Fizik muayenesinde kortikal fisting disinda
patolojik bir muayene bulgusu yoktu. Yapilan kan tetkiklerinde
hemogram, bdbrek fonksiyon testleri, karaciger fonksiyon
testleri ve akut faz reaktan degerleri normal sinirlardaydi. Kanda
Toxoplasma gondii IgM ve IgG pozitif bulundu. Toxoplasma
gondii DNA PCR pozitif saptandi. Lomber ponksiyonla alinan
beyin omurilik sivisinda (BOS) Toxoplasma gondii PCR negatifti.
Operasyon sirasinda alinan okUler sivida yapilan incelemede
Sabin-Feldman testi ile tani dogrulandi. Cekilen beyin bilgisayarli
tomografisinde her iki kaudatalamik olukta, her iki temporalde,
her iki parietooksipitalde, sol frontalde subkortikal alanlarda
fokal milimetrik kalsifiye odaklar izlendi. Hastaya primetamin,
sUlfadiazin ve folinik asit bir yillik tedavi plani ile baglandi.

Tartisma: Vitreus hemorajisi, pediatrik okuler toksoplazmoziste
nadir gérllen bir komplikasyondur. Bu komplikasyon ilerleyen
dénemde kalici gérme kayiplarina neden olabilir. Erken teghis
ve tedavi, geri donust olmayan goérme kaybini dnlemek igin
hayati dnem tasir. Bu vaka, pediatrik populasyonda okuler
toksoplazmozisin atipik sunumlarina karsi farkindaligin artinlmasi
gerektigini vurgulamaktadir.

Anahtar Sézciikler: Toksoplazmozis, Okuler toksoplazma,
Vitreus hemoraji
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A Rare Rash Limited to the Unilateral Upper Extremity: Unilateral

Laterothracic Exanethema

Tek Tarafli Ust Ekstremitede Sinirli Nadir Dékiintl: Unilateral Laterotorasik

Ekzantem

Tevfik CEVIRICI, Hasan Tahsin CAKIR, Eren BIRINCI OZCAN

Department of Pediatrics, Etimesgut Sehit Sait Ertirk State Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Unilateral laterothoracic exanthema (asymmetric
periflexural exanthema of childhood) is a rare dermatological
disease in children. It usually occurs after viral infections and
is mostly characterized by erythematous, urticaria-like itchy
rashes. Lesions often start from the unilateral axilla or groin and
extend along the same extremity. It is usually seen in children
between the ages of 1 and 5 years. In this study, we aimed to
present a 3-year-old girl with a localized rash on one extremity.

Case Reports: A 3-year-old girl applied to the pediatric
outpatient clinic with complaints of rash and itching localized
on the right arm. In the anamnesis, the patient does not report
any symptoms of a recent upper respiratory tract infection
and has no allergic history or medication use. In the physical

Figure 1: Erythematous rashes

examination, erythematous rashes that started from the right
armpit and extended to the wrist, tended to merge in places,
were raised from the skin, and faded with pressure. There
were no rashes on other parts of the body. In laboratory tests,
white blood cell count was 6560, neutrophil count was 4900,
lymphocyte count was 1100, eosinophil count was 0O, and
CRP was 14 mg/dL. Liver enzymes, urea and creatinine values
were within normal limits. Moreover, TORCH, EBYV tests, throat
culture and rapid respiratory tract test were negative. Complete
urine test and urine culture were normal. Local moisturizing care
and antihistamine treatment (ketotifen) were recommended to
the patient who had no additional findings, and the rash healed
without scarring within eight days. These findings are consistent
with similar cases in the literature. For example, in another case
in the literature, it was emphasised that similar rashes occur
mostly after viral agents and usually heal spontaneously.

Discussion: This case demonstrates that unilateral laterothoracic
exanthema is a rare but noteworthy condition in children. These
cases, which mostly present to pediatric clinics, occur in
association with viral infections and these rashes usually follow
a benign course. Early diagnosis facilitates clinical management
by avoiding unnecessary invasive procedures and reduces
parental concerns. Increasing the number of such cases in the
literature will contribute to the development of diagnostic and
treatment processes and fill the gaps in knowledge in pediatric
dermatology. In addition, systematic examination of this condition
will provide more information about its pathogenesis and help
improve practices in pediatric dermatology. The specific feature
of our case is that the findings are not associated with any viral
prodromal period and that it is a rare disease.

Keywords: Unilateral rash, Rare disease

0000-0003-3841-6020 : GEVIRICI T 0009-0001-0219-9338 : BIRINCI OZCAN E

0009-0007-9225-0486 : CAKIR HT




198 Cevirici T et al.
0z

Amag: Unilateral laterotorasik ekzantem (gocukluk caginin
asimetrik perifleksural ekzantemi), cocuklarda nadir gérllen
dermatolojik bir hastaliktir. Genellikle viral enfeksiyonlar sonrasi
ortaya cikar ve gogunlukla eritemat6z, Urtiker benzeri kasgintili
dokintulerle karakterizedir . Siklikla lezyonlar tek tarafli aksilla ya
da kasiktan baslar, ayni ekstremite boyunca uzanir. Genellikle
1-5 yas arasl gocuklarda gérullr. Bu ¢alismada, 3 yasinda tek
ekstremitede lokalize dokdntisu olan kiz hasta sunulmustur.

Olgu Sunumu: Uc yasinda kiz hasta, sag kola lokalize
doékintd ve kasinti sikayeti ile cocuk poliklinigine basvurdu.
Anamnezde, hastanin son zamanlarda herhangi bir Ust
solunum yolu enfeksiyonu semptomu gdstermedigi, alerji ve
ila¢ kullanim dykusu olmadigi 6grenildi. Fizik muayenede, sag
koltuk altindan baglayan ve el bilegine kadar uzanan, yer yer
birlesme egiliminde, deriden kabarik ve basmakla solan eritemli
dékuntdler gézlemlendi. Vicudun diger bolgelerinde dokuntu
mevcut degildi. Laboratuvar testlerinde beyaz kan hucresi
sayisli 6560, notrofil sayisi 4900, lenfosit sayisi 1100, eozinofil
sayisi 0 ve CRP 14 mg/dL olarak saptandi. Karaciger enzimleri,
Ure ve kreatinin degerleri normal sinirlar icindeydi Ayrica
TORCH, EBV testleri ,bogaz kultirt ve hizli solunum yolu testi
negatifdi. Tam idrar tetkiki ve idrar kaltdrd normaldi. EK bulgusu
olmayan hastaya lokal nemlendirici bakim ve antihistaminik
tedavi (ketotifen) Gnerildi ve dokintiler sekiz guin icinde skar
birakmadan iyilesti. Bu bulgular, literatlrdeki benzer vakalarla
uyum gostermektedir. Ornegin, daha énce literatiirde bildirilen
bir vakada da, benzer dokuntulerin cogunlukla viral etkenlerden
sonra gelistigi ve genellikle kendiliginden iyilestigi vurgulanmistir.

Tartisma: Bu olgu, unilateral laterotorasik ekzantemin
¢ocuklarda nadir fakat dikkat edilmesi gereken bir durum
oldugunu ortaya koymaktadir. Cogunlukla pediatri Klinigine
basvuran bu vakalar viral enfeksiyonlarla iligkili olarak ortaya ¢ikar

Figure 1: Eritemat®z dokuintiler

ve bu dokintuler genellikle iyi bir seyir izler. Erken tani, gereksiz
invaziv islemlerden kacinarak klinik yonetimi kolaylastirmakta
ve ebeveynlerin endiselerini azaltmaktadir. Bu tdr vakalarin
literatirde daha fazla yer almasi, tani ve tedavi streclerinin
gelistirimesine katkida bulunacak, pediatrik dermatolojideki
bilgi bosluklarini dolduracaktir. Ayrica, bu durumun sistematik
olarak incelenmesi, patogenezine dair daha fazla bilgi saglayarak
pediatrik dermatolojideki uygulamalarin iyilestirimesine yardimel
olacaktir. Bizim vakamizi spesifik kilan 6zellik, bulgularin herhangi
bir viral prodromal dénem ile iligkisinin olmamasi ve nadir gorulen
bir hastalik olmasidir.

Anahtar Sozciikler: Tek tarafli dokintl, Nadir hastalik
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Use of Diabetes Technologies in Persistent Neonatal Diabetes Case
Kalici Neonatal Diyabet Olgusunda Diyabet Teknolojilerinin Kullanimi

Dila GUNAY, Sinem AKBAY AK, Ozge KOPRULU, Behzat OZKAN

Department of Pediatrics, Behget Uz Pediatrics and Surgery Training and Research Hospital, izmir, Tlrkiye

ABSTRACT

Objective: Neonatal Diabetes is a rare cause of hyperglycemia
seen in the neonatal period. It occurs in the first 6 months of life
and requires insulin use for more than two weeks. It is mostly
caused by mutations in genes coding for proteins that provide
the normal function of pancreatic beta cells. Blood sugar
management in cases with neonatal diabetes is more difficult
than in cases with Type 1 diabetes, and the role of diabetes
technologies (such as continuous glucose monitoring, insulin
infusion pump) in the management is very important. In this
study, we aimed to present a case diagnosed with permanent
neonatal diabetes and used diabetes technologies in its
treatment.

Case: A male born at 37+1 weeks’ gestation by caesarean
section, weighing 2145 g, of a 32-year-old mother who took
insulin and levothyroxine during pregnancy for diabetes and
hypothyroidism, was admitted to the neonatal intensive care
unit because of hyperglycaemia, which started on day 2 of life.
The parents were first-degree cousins. In physical examination;
he was active, newborn reflexes were complete, and it was
compatible with asymmetric IUGR according to the ponderal
index. Insulin infusion (0.01 1U/kg/h) was started for the case
in which hyperglycemia (venous blood glucose=364) was
detected during hospitalization. Sulfanilurea (glibenclamide)
treatment was started on the 12" postnatal day of the case
whose insulin requirement was low during follow-up. However,
the case, whose insulin infusion requirement continued despite
7 days of sulfanilurea treatment, was accepted as unresponsive
to sulfanilurea. Blood sugar monitoring was started with
continuous glucose monitoring on the 13" postnatal day.
Insulin treatment was started with an infusion pump on the 20"
postnatal day. In the genetic analysis of the case, a homozygous
variant was detected in the GCK gene.

Conclusion: Permanent neonatal diabetes is a rare type of
diabetes and its management is quite difficult. With the use and

widespread use of diabetes technologies, blood sugar is tried
to be kept in the ideal range in these cases. Genetic subtyping
by molecular diagnostics allows prediction of prognosis and
the risk of developing possible non-pancreatic features, as well
as the risk of subsequent siblings and generations developing
diabetes.

Keywords: Diabetes, Neonatalogy, Persistant

0z

Amac: Neonatal Diyabet, yenidogan ddneminde gdrulen
hipergliseminin nadir birnedenidir. Yasaminilk 6 ayinda ortaya gikar
ve iki haftadan uzun stre insulin kullanimi gerektirir. Cogunlukla
pankreas beta hucrelerinin olagan iglevini saglayan proteinleri
kodlayan genlerdeki mutasyonlardan  kaynaklanmaktadir.
Neonatal diyabetli olgularda kan sekeri yonetimi Tip 1 diyabetli
olgulara gore daha zor olup diyabet teknolojilerinin (strekli glukoz
monitorizasyonu, instlin inflzyon pompasi gibi) kullaniminin
bu olgularin yénetiminde roll ¢ok 6nemlidir. Bu calismamizda
tedavisinde diyabet teknolojileri kullanilan kalici neonatal diyabet
tanill olguyu sunmayi amagladik.

Olgu: Diyabet ve hipotiroidi nedeni ile gebelik dncesi takipli
gebelik stresince insulin ve levotiroksin kullanan 32 yasindaki
anneden, sezeryan ile 37+1 gestasyon haftasinda, 2145 gr
agiriginda dogan erkek olgu, postnatal 2. gintnde baglayan
hiperglisemi nedeniyle yenidogan yogun bakim Unitesine kabul
edildi. Anne baba birinci derecen kuzendi. Fizik muayenesinde;
aktif, canliydi ve yendidogan refleksleri tamdi. Ponderel indekse
gdre asimetrik IUGR ile uyumluydu. Yatisinda hiperglisemi (ventz
kan glukozu=364) saptanan olguya insulin inflzyonu (0.01 1U/
kg/s) baglandi. izleminde instilin ihtiyaci diisiik olan olgunun
postnatal 12. gUnUnde stlfanilire (glibenklamid) tedavisi
baslandi. Ancak 7 gunlik Sulfanilire tedavisine ragmen insulin
infGzyon ihtiyaci devam eden olgu, sulfanillreye yanitsiz olarak
kabul edildi. Postnatal 13. giinde strekli glukoz monitorizasyonu
ile kan sekeri izlemine gegildi. Postanatal 20. gintnde insulin
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tedavisi inflzyon pompasi ile verimeye baglandi. Olgunun
genetik analizinde GCK geninde homozigot varyant saptandi.

Sonug: Kalici neonatal diyabet, nadir gérilen bir diyabet tipidir
ve yodnetimi olduk¢a zordur. Diyabet teknolojilerinin kullanimi
ve vyayginlasmasl ile bu olgularda kan sekeri ideal aralikta
tutulmaya calisimaktadir. MolekUler tanilama yapilarak genetik
alt tip belilenmeside, prognozu ve olasi pankreas digi dzelliklerin
gelisme riskini tahmin etmeyi ve sonraki kardeslerin ve kusaklarin
diyabet gelistirme riskini ortaya koymayi saglamaktadir.

Anahtar Sézciikler: Diyabet, Yenidogan, Kalici
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Ataxia Symptoms and MERS: Awareness and Diagnostic Process
Ataksi Semptomlari ile MERS: Farkindalik ve Tani Sireci

Mehmet YILMAZ', Busra Filiz GENG?, Meryem Hilal ALTAS?, Mustafa Oguz KAYNAKS, Aysegll Nese CITAK KURT?

"Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

?Department of Pediatric Neurology, Ankara Bilkent City Hospital, Ankara, Turkiye
3Department of Pediatric Emergency, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Ataxia is a neurological symptom characterized by a
lack of coordination and balance, often observed in children. A
comprehensive diagnostic approach includes detailed medical
history, physical examination, laboratory tests, and imaging
methods. The etiology encompasses a broad spectrum,
including genetic, metabolic, infectious, and immunological
diseases. Mild encephalitis/fencephalopathy with a reversible
splenium lesion (MERS) was first described in 2004 as a rare
clinical-radiological syndrome presenting with central nervous
system symptoms. MERS type | is limited to the splenium of the
corpus callosum, while type Il can extend to surrounding white
matter. We presented a case of a child diagnosed with MERS
Type Il who presented to the pediatric emergency department
with ataxia.

Case Reports: A 6-year-old girl presented to the pediatric
emergency department with walking difficulties that began a few
hours prior, alongside diarrhea and abdominal pain persisting
for three days. The patient had a history of epilepsy diagnosed
at 10 months, treated with phenobarbital for two and a half
years, with no treatment in the past three years. There was no
family history of neurological disease, and the parents were not
blood relatives. Physical examination was normal except for
hyperactive bowel sounds, absent deep tendon reflexes, and a
positive Romberg test. To investigate the acute ataxia etiology,
tests including biochemistry, complete blood count, blood
gas analysis, diffusion MRI, lumbar puncture (LP), respiratory
viral panel, cardiac markers, and stool PCR were performed.
Biochemistry and cardiac markers were normal. Blood gas
analysis indicated dehydration from diarrhea (pH 7.437, pCO2
27.2,HCO3 17.9, BE -4.8, lactate 1.35). Diffusion MRI showed
restricted diffusion in the splenium of the corpus callosum
and right basal ganglia. LP revealed 40 cells/mm?3 leukocytes
and 80 cells/mm3 erythrocytes, with no thrombocytopenia or
herniation risk factors. The patient received maintenance fluids
and antibiotics (azithromycin and ceftriaxone) due to persistent

diarrhea. Stool PCR tested positive for adenovirus. On follow-
up, ataxic gait improved but persisted, with normoactive deep
tendon reflexes and better neurological examination compared
to the initial assessment. The pediatric neurology planned
hospitalization with a diagnosis of MERS Type Il based on the
rapid resolution of ataxia and diffusion MRI findings. A contrast-
enhanced cranial MRI, EEG, and 0.4 g/kg/day IVIG treatment
for five days were initiated. No epileptic activity was detected
on EEG, and the MRI showed T2A-FLAIR signal increases
and restricted diffusion in relevant areas. Findings were
consistent with MERS Type Il due to an infectious process with
accompanying cerebellitis. The patient improved clinically after
five days of IVIG treatment.

Discussion: The etiology of acute ataxia encompasses a range
of conditions with the potential to be life-threatening, including
mass lesions, central nervous system infections, Gullien-Barre
syndrome and drug intoxications. Our case highlights the
importance of considering rare diagnoses like MERS, which
can occur post-infectiously and be diagnosed via MRI imaging,
ultimately leading to favorable clinical outcomes.

Keywords: Adenovirus, Ataxia, Magnetic resonance
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Amagc: Ataksi, koordinasyon eksikligi ve denge sorunlaryla
karakterize skklikla gocukluk ¢aginda gorilen ndrolojik
semptomdur. Tanisal yaklasimda detayll anamnez ve fizik
muayene yani sira laboratuvar testleri ve gortntileme yontemleri
onemlidir. Etiyolojisi genetik, metabolik, enfeksiydz ve immunolojik
hastaliklari iceren genis bir yelpazede ele alinmaktadir. Gegici
splenium lezyonuyla iliskili hafif ensefalit/ensefalopati (MERS), ilk
kez 2004 yilinda nadir gérulen bir klinik-radyolojik sendrom olarak
tanmlanmisti. MERS merkezi sinir sistemine ait semptomlarla
karsimiza gikmaktadir. Lezyonlar MERS tip 1’de sadece korpus
kallozumun splenium bolgesinde sinirl kalirken, tip 2’de korpus
kallozumun spleniumundan baslayarak korpusun tamamina
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veya merkezi sulkus gevresindeki subkortikal beyaz cevhere
uzanabilir. Burada gocuk acile ataksi yakinmasiyla basvurusunda
MERS Tip Il tanisi almis bir olgu sunulmustur.

Olgu Sunumu: Altl yasinda kiz hasta, basvurusundan Ug
gun 6nce baglayan ishal, karin agrisi sikayetlerine ek olarak
birkag saat 6ncesinde gelisen yirime bozuklugu sikayetiyle
cocuk acil poliklinigine basvurdu. On ayliktan itibaren epilepsi
tanisiyla iki buguk sene boyunca fenobarbital tedavisi aldigi
ve son U¢ senedir tedavisiz izlendigi dgrenildi. Ailede bilinen
norolojik hastalk Oykislt ve anne-baba arasinda akrabalik
yoktu. Diger sistem muayeneleri normal olan hastanin bagirsak
sesleri hiperaktifti, derin tendon refleksleri bilateral alinamadi ve
romberg testi pozitifti. Akut ataksi etyolojisine yonelik biyokimya,
tam kan saymi, kan gaz, difftzyon MRI gorintilemesi,
lomber ponksiyon (LP), solunum yolu viral paneli, kardiyak
markerlar ve gaita PCR paneli tetkikleri planlandi. Biyokimyasi
ve kardiyak markerlari normal sonuglandi. Kan gazi sonuglari
(pH:7.437, pCO2:27.2, HCOGact:17.9, BE:-4.8, laktat 1.35)
ishale sekonder dehidratasyona bagl oldugu dustnaldu.
Difftzyon MRI gdrunttlemesinde korpus kallosum spleniumda
ve sag tarafta bazal gangliyon diffizyon kisitlamasi mevcuttu.
Trombositopenisi ve herniasyon icin risk faktorl olmayan
hastaya yapilan LP’de lokosit sayisi 40 hlcre/mm?, erirosit
sayisi 80 hiicre/mm? olarak sonuclandi. Ishal sikayeti devam
eden hastaya baglanilan idame mayiye ilaveten etyolojiye
yonelik azitromisin ve seftriakson antibiyoterapisi baglanildi.
Hastanin gaita PCR paneli adenovirus pozitif olarak sonuclandi.
Bir sonraki vizitte muayenesinde ataksik yUrtylUstu azalmakla
beraber devam ettigi, derin tendon refleksleri normoakiif,
ndrolojik muayenenin basvuru anindaki muayenesine kiyasla
dizelme gosterdigi gdzlemlendi. Cocuk norolojisi Klinigi
tarafindan hastanin ataksisinin saatler igerisinde duzelmesi
ve diffizyon MRI'da korpus kallosum spleniumunda ve bazal
ganglion duzeyinde diffizyon kisitliigi gortimesi nedeniyle
Spleniumda Gegici Lezyonla Birlikte Hafif Ensefalit/Ensefalopati
Tip Il 6n tanisiyla kontrasth kraniyal MR, elektroensefalografi
(EEG) ve 0.4 gr/kg/gun dozundan 5 gun IVIG tedavisi plani
ile yatisi yapildi. EEG’de epileptik aktiviteye rastlanimayan
hastanin, kontrastll kraniyal MR g&rintilemesinde korpus
kallosum spleniumda ve bilateral posterior periventrikller beyaz
cevherde T2A-FLAIR sinyal artiglan ve diffizyon kisitlanmasi
raporlanmis olup hastanin 6yklist g6z ondne alindiginda
bulgularin enfeksiyoz streclere sekonder gelismis MERS tip 2
ve eslik eden serebellit ile uyumlu oldugu goraldu. Hastanin bes
gun IVIG tedavisi sonrasinda kliniginin dtizeldigi gdzlemlendi.

Tartisma: Akut ataksi etyolojisinde kitle lezyonlar, merkezi
sinir - sistemi  enfeksiyonlar, Guillaen-Barre sendromu, ilag
intoksikasyonlari gibi yagsami tehdit eden durumlar yer almaktadrr.
Hastamizda oldugu gibi MR goérinttlemeleri ile taninin klinik-
radyolojik degerlendirme sonucu koyulabildigi post enfeksiydz
sUreclere sekonder gelisen spleniumda gegici lezyonla birlikte
hafif ensefalit/ensefalopati (MERS) gibi ylz guldiren Klinik
sonuglari olan nadir tanilarin da gorulebilecedi unutulmamalidir.

Anahtar Sozciikler: Adenovirts, Ataksi, Manyetik rezonans
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A Rare Cause in the Differential Diagnosis of Ataxia: GRIN-1 Mutation
Ataksi Ayirici Tanisinda Nadir Bir Neden: GRIN-1 Mutasyonu

Enes Furkan ARICA", Ozge DEDEOGLU?, Ahmet Cevdet CEYLAN®

"Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

2Department of Pediatric Neurology, Ankara Bilkent City Hospital, Ankara, TuUrkiye
3Department of Medical Genetics, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Ataxia is defined as impairment in posture and
balance, and the inability to perform movements correctly and
in coordination. Infection/inflammation, toxication, neoplasms
and cerebrovascular accidents are among the main causes in
children. In cases of ataxia that occur in older ages, genetic,
degenerative and metabolic causes should be excluded. In
this case, we aimed to draw attention to the rare causes in the
differential diagnosis of ataxia in our patient who presented with
GRIN1 gene mutation related ataxia.

Case Reports: A 16-year-old male patient applied due to
complaints of gait instability and difficulty speaking after covid
infection. On neurological examination, his speech was slow
and fluency impaired. The patient had dysdiadochokinesia
and dysmetria in the upper extremity with a wide base and
ataxic gait. His birth history was normal but his developmental
stages were retarded. Cerebral atrophy was detected on brain
magnetic resonance imaging (MRI). No significant findings were
found in spinal MRI and cerebrospinal fluid (CSF) examination.
Vitamin values (A, E, B12), alpha feto protein, serum copper
level, fasting lipids were found normal. No diagnostic changes
were detected in metabolic tests (tandem blood amino acids,
urine organic acids, urine amino acids). Genetic causes of ataxia
were investigated as the patient’s ataxia became more evident
during follow-up. As a result of the whole exome sequencing
panel, NM_007327.4:¢.1354C>T in the 10" exon of the GRIN1
gene; p.Pro452Ser heterozygous variant was detected.

Discussion: The range of differential diagnosis in childhood
ataxia is wide range. Mitochondrial dysfunction, oxidative stress,
disruption of DNA repair mechanisms, misfolding of proteins
and abnormalities in cytoskeletal proteins are among the genetic
reasons. GRIN-related disorders, called grinpathies, are a
group caused by mutations affecting the GRIN genes (GRINT,
GRIN2A, GRIN2B), which encode the GluN subunit of N-methyl
D-aspartate (NMDA)-type ionotropic glutamate receptors. With
an increasing number of functional and clinical studies, patients

with variants associated with GRIN1 disease with impairment in
mental functions, autism, epilepsy, developmental delay, ataxia.
In a cohort with patients were examined for motor phenotypic
changes, 10 patients were reported with stereotypies, dystonia,
akinetic rigid syndrome, hyperkinesia, oculogical crisis, dyskinetic/
hypokinetic movement disorders. Our patient is considered
to be one of the rare causes of genetic ataxia diagnosed with
progressive neurological examination findings after infection.
This variant, whose clinical significance is unknown, requires
caution in differential diagnosis because the phenotypic findings
are consistent. Seizures, changes in consciousness, and autism
findings are absent in our patient. Movement disorder, which
becomes evident as a result of the triggering of the infection
suggests that the clinic is variable.

Keywords: Ataxia, Differential diagnosis, Genetic etiology
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Amac: Ataksi, durus ve dengede bozukluk, hareketlerin
dogru ve esgudimll olarak yapilamamasi olarak tanimlanir.
Cocuklarda enfeksiyon/inflamasyon, zehirlenmeler, neoplazmlar
ve serebrovaskiler olaylar baglica nedenleri arasinda yer alrr. lleri
yaslarda ortaya ¢ikan ataksi bulgularinda bu nedenlerin yanisira
genetik, dejenaratif ve metabolik nedenlerin timu ekarte edilerek
taniya gidiimelidir. Bu olguda ataksi klinigiyle basvuran ve GRIN1
gen mutasyonu saptanan hastamizda ataksi ayirici tanisindaki
nadir nedenlere dikkat cekmeyi hedefledik.

Olgu Sunumu: Onalti yasinda erkek hasta, covid enfeksiyonu
sonrasi gelisen yurimede dengesizlik ve konusmada zorlanma
sikayetleri nedeniyle basvurdu. Norolojk muayenesinde
konusmas! yavas ve akiciigi bozulmustu. Ust ekstremitede
disdiadokokinezi, dismetri saptanan hasta genis tabanl ve
ataksik yurGyordu. Dogum Oykust normal olan hastanin
gelisim basamaklarinda gecikmeyle beraber bes yasindan beri
dengesiz yurime, sakarlik ve yavas konusma tariflenmekteydi.
Beyin manyetik rezonans (MRG) gérintlilemesinde serebral

0009-0004-5716-7669 : ARICA EF
0000-0002-7492-5255 : DEDEOGLU O

0000-0003-4938-3420 : CEYLAN AC




204 Arica EF et al.

atrofi saptandi. Spinal MRG ve beyin omurilik sivisi (BOS)
incelemesinde anlamli  bir bulguya rastlanmadi. Vitamin
degerleri (vitamin A, E, B12), alfa feto protein, serum bakir
dUzeyi, aclik lipitleri yasina gére normal saptandi. Metabolik
tetkiklerinde (tandem kan aminoasitleri, idrar organik asitleri,
idrar aminoasitleri) tanisal anlamda degisiklik saptanmadi.
Hastanin takibinde ataksisinde belirginlesme ve konusmasinda
dizelme olmamasi nedeniyle genetik ataksi nedenleri
arastirldi. Tim ekzom sekanslama paneli sonucunda GRIN1
geninde 10.ekzonda NM_007327.4:¢.1354C>T; p.Pro452Ser
heterozigot varyanti saptand..

Tartisma: Cocukluk c¢aginda gortlen ataksilerde ayirci
tani yelpazesi oldukga genistir. Genetik nedenler icerisinde;
mitokondriyal disfonksiyon, oksidatif stres, DNA onarm
mekanizmalarinin bozulmasi, proteinlerin yanlis katlanmasi ve
hicre iskeleti proteinlerindeki anormallikleri bulunur. Grinpatiler
olarak adlandinlan GRIN ile iliskili bozukluklar, N-metil D-aspartat
(NMDA) tipi iyonotropik glutamat reseptorlerinin GIuN alt birimini
kodlayan GRIN genlerini (GRIN1, GRIN2A ve GRIN2B) etkileyen
mutasyonlarin neden oldugu bir gruptur. Giderek artan sayida
fonksiyonel ve klinik calismayla GRIN1 hastalidi ile iligkili varyantlari
barindiran degisen siddette zihinsel islevlierde bozulma, otizm,
epilepsi, gelisim geriligi, ataksi ve hipotoniyle seyreden hastalar
tanmlanmistir. Motor fenotipik degisiklikler acisindan hastalarin
incelendigi bir kohortta, 15 hastadan 10’unda stereotipiler, distoni,
akinetik rijit sendrom, hiperkinezi, okulojik kriz ve/veya diskinetik/
hipokinetik hareket bozukluklar bildirilmistir. Bizim hastamiz
enfeksiyon sonrasi ilerleyici norolojik muayene bulgularyla tan
alan genetik ataksinin nadir nedenlerinden biri olarak kabul
edilmigtir. Klinik 6nemi bilinmeyen bu variant icin fenotipik
bulgularin uyumlu olmasi nedeniyle ayinci tanida dikkat edilmesi
gereklidir. Hastamizda nébet, biling degisikligi ve otizm bulgular
olmamasi ve on planda enfeksiyon durumunun tetiklenmesi
sonucu belirginlesen hareket bozuklugunun 6n planda yer almasi
klinigin degisken oldugunu dustndirmektedir.

Anahtar Sézciikler: Ataksi, Ayirici tani, Genetik etyoloji
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Xanthine Stones: A New Perspective in a Patient with Molybdenum

Cofactor Deficiency

Ksantin Taslar: Molibden Kofaktor Eksikligi Olan Bir Hastada Yeni Bir Bakis
Gamze Nur CELAL VERGILI, Merve KUCUKOGLU KESER, Halil Iorahim YAKUT

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Molybdenum cofactor deficiency (MoCD) is a rare
metabolic disorder that leads to xanthinuria. In this condition,
xanthine cannot be converted to uric acid due to the malfunction
of the xanthine dehydrogenase enzyme, resulting in elevated
xanthine levels in the blood. Increased urinary excretion leads
to xanthine accumulation in the urinary system, causing stone
formation. This study aimed to highlight the occurrence of stone
formation in patients with MoCD and the clinical implications of
stone presence.

Case Reports: A 1-year 8-month-old male patient initially
presented with respiratory distress, post-feeding vomiting, and
pedal-like convulsions starting at 24-48 hours postnatally. He
was admitted to the neonatal intensive care unit. Blood tests
revealed uric acid levels of 0.1 umol/L, and brain MRI showed
hyperintense areas in the bilateral frontotemporoparietal regions,
consistent with cortical laminar necrosis. A comparison with a
previous MRI from an outside facility showed rapid progression
of these findings, which were interpreted as changes potentially
associated with a neurometabolic disorder. Genetic testing
identified a homozygous mutation in the MOCS1 gene, leading
to a diagnosis of MoCD Type A. The patient presented to our
clinic with signs of an upper respiratory tract infection and
increased seizure frequency. He was admitted to the intensive
care unit with a diagnosis of pneumonia. On the 12" day of
hospitalization, he was transferred to the pediatric ward. During
follow-up, hematuria was observed. Renal ultrasonography
revealed grade 1 dilation of the right renal pelvicalyceal
structures and grade 2 dilation on the left. Multiple stones were
observed, the largest measuring 6.5 mm on the right and 12
mm on the left lower renal poles. A literature review indicated
that xanthine stones could be associated with this condition,
and the stones were presumed to be xanthine stones. Once
the patient’s condition improved following the lower respiratory
tract infection, surgical removal of the stones was planned by
the urology department.

Discussion: Xanthine stones can develop in patients with MoCD.
Literature suggests that urinary alkalinization, a low-purine diet,
and pyridoxine supplementation may prevent stone formation.
Although rare, these cases can be encountered in tertiary care
centers. Therefore, clinicians should be aware of the potential
for stone formation in MoCD patients and apply appropriate
preventive measures when managing these cases.

Keywords: Kidney stone, Molybdenum cofactor deficiency,
Xanthinuria
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Amac: Molibden kofaktor eksikligi (MoCD), nadir bir metabolik
hastallk olup, ksantlrinin de sebebidir. Ksantin, ksantin
dehidrogenaz enziminin  ¢alsmamasina bagl  Urk asite
déniisemez ve kan dizeyi yikselir. idrarla atilimi da artarken
Uriner sistemde birikerek tas olusumuna yol acar. Calismamizin
amaci bu hastalarda tas olusumuna ve tas varliginin hastaya
etkilerine dikkat cekmektir.

Olgu Sunumu: Bir yas sekiz aylik erkek hasta, ilk sikayetleri;
yenidogan doéneminde gorulen solunum sikintisi, beslenme
sonrasi kusma, postnatal 24-48. saatinde baglayan pedal ¢evirir
tarzda konvdlsiyon olarak baglamis ve yenidogan yogun bakim
Unitesine yatinimisti. Yapilan kan tetkiklerinde Urik asit 0,1umol/|
oldugu ve beyin manyetik rezonans gortntilemesinde bilateral
frontotemperoparietal alanda hiperintens alanlar mevcut
olup Kkortikal laminar nekroz ile uyumlu oldugu tespit edildi.
Dis merkezde daha énce cekilen MRG ile karsilastiridiginda
bulgularin hizll progresyon gdsterdigi saptandi ve nérometabolik
hastaliga eslik edebilecek degisiklikler olarak yorumlandi.
Hastanin genetik testinde MOCS1 geni homozigot mutasyonu
saptanmasi lzerine MoCD Tip A tanisi aldi. Hasta, st solunum
yolu enfeksiyonu bulgular ve ndbet sikliginda artis sikayetiyle
tarafimiza basvurdu. Pnédmoni tanisiyla yogun bakim Unitesine
yatirildi. Yatisinin 12. giniinde pediatri servisine alindi. izlemi
sirasinda hemattri gdzlendi. Yapilan Uriner ultrasonografisinde
her iki bobrek pelvikaliksiyel yapilarinda sagda grade 1 solda
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grade 2 dilatasyon saptandi. Her iki bdbrek alt polde bluyigu
sagda 6.5 mm, solda en blyugld 12 mm olan birka¢ adet tas
ekosu izlendi. LiteratUr incelendiginde hastaliga ksantin tasinin
eslik edebilecegi goruldl ve mevcut tasin ksantin tasi oldugu
disundldd. Alt solunum yolu enfeksiyonu gecgiren hastanin
klinigi duzeldiginde droloji bélumu tarafindan tagin ameliyat ile
cikariimasi planlandi.

Tartisma: MoCD’de ksantin taglar olusabilir. Literattire gore idrar
alkalizasyonu, dusuk purinli diyet ve piridoksin gibi destekleyici
uygulamalarin tasin olusumunu engelledigi ortaya konulmustur.
Bu vakalarn nadir gortldtgu bilinmesine ragmen, hastanemiz
gibi 3. basamak tedavi merkezlerinde karsilasilabilen vakalar
oldugu unutulmamali ve bu hastalarda tas olusabilecedi ve uygun
yaklagimlarla olusumunun 6ndne gecilebilecedi géz ontnde
bulundurulmalidrr.

Anahtar Sézciikler: Bobrek tasi, Ksanturi, Molibden kofaktor
eksikligi
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Wolff-Parkinson-White Syndrome and Hypertrophic Cardiomyopathy
in a Pediatric Patient: Interventional Thrombectomy Following Acute

Cerebrovascular Accident

Wolff-Parkinson-White Sendromu ve Hipertrofik Kardiyomiyopati Tanili
Pediatrik Hastada Akut Serebrovaskuler Inme Sonrasi Girisimsel Trombektomi
Meltem CETIN', Hande YIGIT", Mazlum DEMIR?, Elif YILMAZ2, Halise AKCA', Biisra FiLiZ2, Emel UYAR?, Berna ARLI",

Naci YILMAZ?

"Department of Pediatric Emergency, Ankara Bilkent City Hospital, Ankara, TUrkiye

°Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

3Department of Pediatric Neurology, Ankara Bilkent City Hospital, Ankara, Turkiye
“Department of Pediatric Intensive Care, Ankara Bilkent City Hospital, Ankara, TUrkiye

SDepartment of Neurology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Stroke is a significant cause of neurological
morbidity in children, leading to permanent neurological deficits
that can affect the quality of life. Strokes are categorized into
ischemic and hemorrhagic. The causes of childhood stroke
differ from those in adults, with a significant portion of ischemic
strokes being cardioembolic. These events generally occur due
to a combination of inherited and acquired risk factors that can
trigger an event. More than one-fifth of children with ventricular
assist devices experience ischemic and hemorrhagic strokes.
We presented a case of a 14-year-old girl who underwent
thrombectomy for a cardioembolic stroke.

Case Reports: The 14-year-old gl with hypertrophic
cardiomyopathy and Wolff-Parkinson-White (WPW) syndrome was
brought to pediatric emergency department by ambulance due to
altered consciousness, speech disturbances, loss of movement
in the left leg, and drooping of the mouth. She had woken up
three hours earlier with twitching and numbness in her left arm,
followed by confusion, drowsiness, drooping of the mouth and
loss of movement in the left leg. She was diagnosed with WPW
syndrome at age 9 after experiencing syncope, for which she
underwent ablation. Seven months prior, she had been diagnosed
with hypertrophic cardiomyopathy. She was on lisinopril dihydrate,
bisoprolol, spironolactone, acetylsalicylic acid (ASA), and metformin.
On physical examination, she was confused and exhibited aphasia.
There was a rightward deviation of her mouth, and muscle
strength in the left upper and lower extremities was 1/5, with
a hypoactive left patellar reflex. Other system findings were
unremarkable. A brain computed tomography (CT) scan and CT
angiography revealed no opacification in approximately a 1 cm

segment of the right middle cerebral artery (MCA) M1 segment,
indicating occlusion. Diffusion-weighted magnetic resonance
imaging showed an acute infarct at the right globus pallidus
and caudate nucleus. Laboratory tests were normal. Within the
first four hours, diagnosis of ischemic cerebrovascular stroke
was confirmed. The patient underwent urgent angiography,
where mechanical thrombectomy was performed. She was
then admitted to the pediatric intensive care unit (PICU).
Prophylactic hypertonic saline intravenous infusion, enoxaparin
and ASA were initiated. In PICU, CT angiography performed
24 hours postoperatively showed a hypodense ischemic area
extending from the right periventricular white matter to the
internal capsule, with no significant shift noted and a 5 mm
subcortical hemorrhage. Previously noted occlusion of the right
MCA M1 was no longer detected. An echocardiogram showed
an ejection fraction (EF) of 45%, with hypertrophy of the left
ventricular walls and reduced contraction, but no intracardiac
thrombus was detected. Carotid doppler ultrasound showed
no intimal thickening, atheromatous plaque, or thrombus. After
four days in PICU, and ten days of inpatient care, the patient
was discharged with 3/5 to 4/5 muscle strength in the left
upper and lower extremities, with ongoing left facial asymmetry
but improved aphasia. She was scheduled for the pediatric
cardiology clinic for ICD placement.

Discussion: FEarly diagnosis and treatment of acute
cerebrovascular events, which are rare but significant causes of
mortality and morbidity in children, can help prevent complications
that may have lasting effects on the patient’s life.

Keywords: Acute cerebrovascular event , Child, Thrombectomy

0000-0002-9652-900X : GETIN M
0000-0001-5891-724X : YIGIT H
0009-0000-4796-506X : DEMIR M

0009-0006-7562-627X : YILMAZ E
0000-0003-4990-5735 : AKCA H

0009-0004-0148-9159 : FILIZ B
0000-0002-8265-0618 : UYAR E

0000-0003-3807-3558 : ARLI B
0000-0001-7457-9447 : YILMAZ N




208 Cetin M et al.

0z

Amag: inme, cocuklarda nérolojik morbiditenin dnemli bir
nedenidir; hayatta kalan hastalarin ¢ogunda, yasamlarinin geri
kalanini etkileyen kalici ndrolojik defisitlere neden olmaktadir. inme,
iskemik ve hemorajik olarak ikiye ayrilir. Cocukluk gagr inmesinin
nedenleri, vetigkinlerden farklidir. Iskemik inme vakalarinin
onemli bir kismini kardiyoembolik vakalar olusturmaktadir.
Genellikle inme duyarliigini artiran kalitsal risk faktorleri ile inmeyi
tetikleyebilen edinilmis risk faktdrlerinin birlesimi  sonucunda
gorulmektedir. Ayrica ventrikUler destek cihazlar kullanan
cocuklarin beste birinden fazlasinda iskemik ve hemorajik inme
meydana geldigi bilinmektedir. Burada kardiyoembolik inme
saptanarak girisimsel trombektomi uygulanan 14 yasinda bir
vaka sunulmustur.

Olgu Sunumu: Ondért yasinda bilinen hipertrofik kardiyomiyopati
ve Wolff-Parkinson-White (WPW) Sendromu tanilan ile takipli kiz
hasta, cocuk acil servisimize biling degisikligi, konusmasinda
bozulma, sol bacakta hareket kaybi ve agizda kayma sikayetleriyle
ambulans ile getirildi. Oykistinde 3 saat énce uykudan sol kolda
kasllma, uyusma sikayeti ile uyandidi, takibinde biling bulaniklidi,
uyuklama hali gelistigi, agizda kayma ve sol bacakta hareket
kaybinin da eklenmesi Uzerine annesinin 112’yi aradigi 6grenildi.
Ozgecmisinde 9 yasinda senkop sonrasinda tetkik edilerek WPW
Sendromu tanisi aldigi ve ablasyon yapildigl, 7 ay énce ¢abuk
yorulma sikayeti olmasi Uzerine yapilan tetkikler sonrasi hipertrofik
kardiyomiyopati saptandigi ve mevcut hastalklan nedeniyle
lizinopril dihidrat, bisoprolol, aldakton, asetilsalisilik asit (ASA),
metformin kullandigi 6grenildi. Basvuru fizik muayenesinde genel
durumu orta, bilinci konfl, konugmasi afazik olan hastanin sol
sulkus silikligi, agizda saga kayma, sol Ust ve alt ekstremite kas
guict 1/5, sol patellar refleksi hipoaktif, diger sistem bulgulari
dogaldi. Vital bulgularn stabil olan hasta sol hemiplejik olarak
degerlendirildi. Akut serebrovaskller olay stphesiyle acilen
¢ekilen beyin bilgisayarl tomografisi (BBT) ve BBT anjiografisinde
sag orta serebral arter (MCA) M1 segmentte yaklasik 1 cm’lik
limende opakla dolum izlenmedigi saptandi. Acil ¢ekilen
beyin Manyetik Rezonans (MRG) diffizyon goértntilemesinde
ise sag globus pallidus ve nucleus kaudatus dizeyinde akut
infarkt ile uyumlu diftzyon kisitlamasi saptandi. Koagulasyon
parametreleri ve tam kan sayimi normaldi. Hastanin ik 4 saat
icerisinde iskemik serebrovaskuler inme tanisi netlestirildi. Sol
MCA'nin tromboze saptanmasi Uzerine girisimsel trombektomi
acisindan girisimsel radyoloji ve ndroloji boltimlerine danisilarak
acil anjiografiye alinan hastanin okltide sol MCA M1 segmentine
mekanik trombektomi yapildi ve takibi amaciyla cocuk yogun
bakim servisine yatirildi. Profilaktik hipertonik salin intravendz
inflzyon ve gocuk hematoloji baIumUntn dnerisiyle enoksaparin
ve ASA baslandi. Cocuk yogun bakim servisinde postoperatif
24. saatinde c¢ekilen BBT anjiografisinde sag periventrikUler
beyaz cevherden internal kapsule uzanan hipodens iskemi
alani oldugu, belirgin sift izlienmedigi ve subkortikal 5 mm
kanama alani oldugu, sag MCA M1 segmentte 6nceden izlenen
okluzyonun mevcut incelemede saptanmadigdl, Iimenin acildig
goruldu. Hastanin ekokardiyografisinde ejeksiyon fraksiyonu (EF)
%45, sol ventrikll duvarlar hipertrofik ve kasiimasinin azalmig

oldugu saptandi ancak intrakardiyak trombUls saptanmadi.
Karotis doppler ultrasonografisinde intimal kalinlasma, aterom
plagi ve tromblUs saptanmadi. Hasta, ¢cocuk yogun bakim
servisindeki 4 gunlik izleminin ardindan ¢ocuk noéroloji servisine
devredildi. 10 gunltk izleminin ardindan sol Ust-alt ekstremite
kas gucl 3/5-4/5, sol fasiyal asimetrisi devam eden, afazisi
dlzelen hasta, enoksoparin ve ASA tedavilerine devam edilerek
taburcu edildi. Taburculuk sonrasi ¢cocuk kardiyoloji poliklinik
degerlendirmesinde ICD takimasi planlandi.

Tartisma: Cocuklarda nadir ama dnemli bir mortalite ve morbidite
nedeni olan akut serebrovaskller olaylarda erken tani ve tedavi
ile kalici olabilecek ve hastanin hayatini tamamen etkileyebilecek
komplikasyonlarin éntine gegilebilmesi mumkindur.

Anahtar Sozciikler:
Trombektomi

Akut serebrovaskiler olay, Cocuk,
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Combination Treatment of Risperidone and Valproate in a Patient with
Bipolar Disorder Onset During Adolescence: The Role of Combination

Therapy

Ergenlikte Baslayan Bipolar Bozuklugu Olan Hastada Risperidon ve Valproat
Kombinasyon Tedavisi: Kombinasyon Tedavisinin Yeri

Ceylin KOKSAL, Elif AKCAY , Merve ONAT, Esra COP

Department of Child and Adolescent Mental Health, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Bipolar Disorder (BD) is a serious psychopathology
with high morbidity and mortality during adolescence, leading to
significant psychosocial dysfunction. The onset of BD symptoms
typically occurs between the ages of 15 and 19. Adolescent-
onset BD is often linked to a chronic course, extended treatment
duration, and increased comorbidity. The aim of this case report
was to discuss the treatment of a patient diagnosed with BD
beginning in adolescence.

Case Reports: A 14-year-old male patient was referred to the
Ankara Bilkent City Hospital Child Psychiatry Department after
being evaluated for suspected acute manic episode due to
increased energy, excessive talking, and aggression toward family
members. Family history indicated that the patient’s first psychiatric
symptoms emerged two years prior, characterized by unhappiness,
feelings of worthlessness, and apathy towards previously enjoyed
activities. He reported fatigue and prolonged sleep. In March 2024,
he exhibited restlessness, increased energy, and rapid, nonsensical
speech, leading to another emergency room visit. The family noted
that these symptoms appeared suddenly, with the patient sleeping
only 4 hours per day. Initially, he was prescribed risperidone at
2.5 mg. Despite adherence to treatment, symptoms of increased
energy and nonsensical speech re-emerged acutely after three
weeks, culminating in an attempt to run away from home, where
he was saved from traffic by his father. The patient had no chronic
physical or psychiatric illnesses in his personal or family history. His
developmental milestones were normal, and both physical and
neurological examinations upon admission were unremarkable.
Mental status examination revealed defensiveness, hostility,
increased speech rate, irritability, impaired orientation, decreased
attention, lack of insight, and impaired judgment. The thought
process was scattered, with religious themes dominating the
content. The Young Mania Rating Scale (YMRS) score was 32.

The patient was diagnosed with a manic episode of BD and
was admitted for treatment. Risperidone dosage was gradually
increased to 4 mg/day. Due to persistent aggression, valproic acid
was added at 500 mg/day during the second week, increasing
to 1000 mg/day after three days. Risperidone was reduced to
2 mg/day. One week after starting valproate, the patient had no
manic symptoms. The mental status examination at discharge
showed no pathological findings, and the YMRS score was 4.

Discussion: The patient was diagnosed with BD | according
to DSM-5. Initially, risperidone was prescribed, and due to
ongoing symptoms, combination therapy with valproate was
considered. Adolescents with BD often show more complex and
rapid cycles compared to adults. Atypical antipsychotics (AAP)
are the first-line treatment. Recent studies suggest that atypical
antipsychotics may be more effective than first-generation
mood stabilizers in treating manic episodes, with approximately
70% of BD patients responding to risperidone monotherapy.
Combination therapy is often necessary due to partial responses,
and the risperidone-valproate combination has proven effective
in reducing symptoms in adolescents.

Keywords: Bipolar Disorder, Risperidone, Valproate
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Amag: Bipolar Bozukluk (BB) ergenlikte psikososyal iglev
bozukluguna yol agan morbidite ve mortalitesi yuksek ciddi bir
psikopatolojidir. BB i¢in bir¢ok arastirmaci belirtilerin ortaya ¢ikis
yasinin 15-19 oldugunu sdylemektedir. Ergenlikte baslayan BB
sikiikla kronik gidis, uzamig tedavi sUresi ve artmig komorbidite
ile iligkilidir. Bu vaka sunumunun amaci ergenlikte baslayan BB
olan hastanin tedavi surecini tartismaktir.

Olgu Sunumu: Ondort yasindaki erkek hasta, enerji artisi,
cok konusma, ailesine karsi saldirgan davraniglar nedeniyle
dis merkezde acil servise basvurusunda akut manik atak
dUsUnulmesi nedeniyle Ankara Bilkent Sehir Hastanesi Cocuk
Psikiyatri Servisine sevki yapilarak yatiridi. Aileden alinan hikayeye
gore; hastanin ik psikiyatrik sikayetleri 2 yil dnce mutsuzluk,
degersizlik hissi, eskiden yaptigi seylere karsi isteksizlik seklinde
baglamisti. Cok halsiz hissediyor, uzun sUre uyuyordu. Hastanin
Mart 2024'te yerinde duramama, enerji artisi, mantksiz ve ¢ok
hizll konusma sikayetleri olmasi nedeniyle dis merkezde acil servis
basvurusu olmustu. Allesi bu sikayetlerin ani olarak basladigini
bildirmis, glinde 4 saat uyudugunu ifade etmisti. Hastaya risperidon
2.5 mg, tedavisi baslanmisti. Sonrasinda tedaviye uyumlu devam
ederken enerji artisl, mantiksiz konusma sikayetleri akut bir sekilde
3 hafta sonra tekrar alevlienmisti. Hasta evden kagma girisiminde
bulunmus, babasinin midahalesi ile akan trafikten kurtulabilmisti.
Hastanin 6zge¢misinde ve soygecmisinde fiziksel ya da ruhsal
kronik bir hastalik yoktu. Gelisim basamaklar zamaninda olan
hastanin yatisindaki fizik muayenesi ve norolojik muayenesi
dogaldi. Hastanin ruhsal durum muayenesindeki bulgular
sunlardi; gorlsmeciye karsi savunucuydu, hostil davraniglar
sergiliyordu, konusma hizi artmisti, duygu durumu irritabldi,
yer oryantasyonu bozuktu, dikkat azalmisti, i¢c gérisu yoktu,
yargllama bozuktu, duUsince surecinde cagrisimlar daginikti
ve dusunce igerigine dini temalar hakimdi. Degerlendirilen
Young Mani Olgek puani 32'ydi. izZlem Hastanin BB manik
atak tanisiyla servisimize vyatisi yapildi. Hastaya verilen
risperidon kademeli olarak arttirlarak 4mg/g’e ¢ikildi. Hastanin
agresyonunun devam etmesi Uzerine yatisinin ikinci haftasinda
tedavisine valproik asit 500 mg/g eklenerek U¢ gun sonra 1000
mg/e cikarildi. Risperidon dozu 2 mg/e dusuraldu. Takiplerinde
valproat baglandiktan bir hafta sonra hastanin manik sikayetleri
kalmamisti. Taburculuk Ruhsal Durum Muayenesinde patolojik
bir bulgu gériilmedi. Taburculugundaki Young Mani Olgek puani
310.

Tartisma: Hastamiza DSM-5 "e gore BB 1 tanisi konuldu. Hastanin
tedavisinde ilk risperidon baglandi. Devam eden belirtiler nedeniyle
hastada valproik asitle kombine tedavi gerekliligi disUundimUstd.
BB olan ergenler, yetiskinlere gore daha karma ve hizl dénguler
gosterirler. BB tedavisinde ilk sirada Atipik Antipsikotikler (AAP)
kullanili. Son ¢alismalar manik ataklarin tedavisinde risperidon,
olanzapin, aripiprazol ve ketiapin gibi atipik antipsikotiklerin 1. kusak
duygudurum duzenleyicilerden daha etkili olabilecegini, daha hizli
etki ettigi ancak fazla yan etkiye sebep oldugunu gdstermektedir.
BB hastalarinin %70’i Risperidon monoterapisiyle yanit vermistir.
Her ne kadar pediatrik BB’nin tedavisinde genellikle monoterapi

Onerilse de, bir ajanla tedaviye kismi yanit/yanitsiziik nedeniyle
siklikla kombinasyon tedavisi uygulanir. Risperidon ve valproat
kombinasyonunun genglerde semptomlar azaltmada etkili
oldugu gérulmustdr.

Anahtar Sozciikler: Bipolar Bozukluk, Risperidon, Vaproat
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Microdeletion 9922.3 Detected by Prenatal Molecular Karyotyping:

Case Report

Prenatal MolekUller Karyotipleme ile Tespit Edilen 9922.3 Mikrodelesyonu:

Vaka Sunumu

Melike YILMAZ, Halil ibrahim YAKUT

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: The 9922.3 microdeletion is a rare chromosomal
alteration associated with developmental delay, learning
difficulties, physical abnormalities, and features of Gorlin
syndrome, asitincludesgenesthataffectthe neurodevelopmental
stage and is inherited in an autosomal dominant manner. This
deletion can present with craniosynostosis, hydrocephalus, and
distinct facial features such as a broad forehead, hypertelorism,
a flat nose, and a wide philtrum. Seizures have been reported
in individuals with 9922.3 microdeletion. The findings are likely
due to the loss of multiple genes in the g22.3 region. Studies
are being conducted to determine the clinical implications of
the missing genes. This study presented a case of a subject
with a 9g22.3 microdeletion and the presence of accessory
digits on both hands and the lateral right foot.

Case Reports: A 10-month-old male infant, the second
liveborn from the mother’s third pregnancy, born at 38+5
weeks by cesarean section, was hospitalized for 145 days
in the neonatal intensive care unit. Detailed ultrasonography
had revealed a single umbilical artery, echogenic appearance
in the intestines, bilateral renal system dilation, choroid plexus
cyst, hypertelorism, absence of nasal bone, pulmonary
valve dysplasia, and stenosis. Molecular karyotyping from
amniocentesis showed a deletion in the 9922.31g31.3 region.
During the hospitalization, after experiencing seizures, EEG and
cranial MRI were performed, and antiepileptic treatment was
initiated. The EEG was consistent with paroxysmal disorder.
The cranial MRI report revealed suspicious subependymal
millimetric nodularities in the ventricles. Genetic testing for
tuberous sclerosis was negative. Echocardiography showed
aortic and pulmonary valve dysplasia, pulmonary stenosis, and
hypoplasia of the transverse arch. Balloon valvuloplasty was
performed. The patient, who could not tolerate extubation, was
found to have severe tracheomalacia and malacic appearance
in the bronchi on bronchoscopy, leading to the decision to

perform a tracheostomy. He was transferred to the palliative
care unit for family education and was followed with a T-tube,
which he tolerated. The patient’s swallowing function was
assessed, and delayed swallowing was detected. Follow-up
continued with a permanent nasogastric tube. After discharge,
the patient was hospitalized twice for pneumonia, and due to
recurrent admissions, a Nissen fundoplication with gastrostomy
was planned and performed at 9 months of age. He was
discharged after postoperative follow-up.

Discussion: The 9g22.3 microdeletion leads to physical
abnormalities, developmental delay, and learning difficulties
depending on the affected gene region. In our case, pathologies
detected during detailed prenatal ultrasonography led to the
discovery of a 9922.31931.3 deletion via amniocentesis, and the
patient was closely monitored postnatally. Close follow-up of the
patient, respiratory support, treatment of cardiac pathologies, and
management of feeding with swallowing dysfunction contributed
to a reduction in hospital stays and improved quality of life. Close
monitoring, detection, and treatment of associated pathologies,
neurodevelopmental support, and family guidance are important
in 9922.3 microdeletion cases. The symptoms associated with
9g22.3 microdeletion arise from the loss of multiple genes
in the g22.3 region. Ongoing studies provide insights into the
pathological conditions caused by these deleted genes.x

Keywords: Amniocentesis, Developmental delay, Microdeletion
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Amac: 9922.3 mikrodelesyonu, otozomal dominant aktarilan,
norogelisimsel evrede etkili olan genleri igerdiginden gelisimsel
gecikme, 6grenme sorunlar, fiziksel anormallikler ve gorlin
sendromunun  6zellikleriyle iligkili olan nadir kromozomal bir
degisikliktir. Bu delesyonda kraniyosinostoz, hidrosefali, genis
alin, hipertelorizm, basik burun, genis filtrum gibi belirgin yiz
ozellikleri olabilir. Ayrica, bu mikrodelesyonu tasiyan kisilerde
ndbetler bildirilmistir. Bulgular muhtemelen g22.3 bdlgesindeki
bircok genin kaybindan kaynaklanmaktadir. Calismalar, eksik
genlerin Klinik yansimasini belirlemeye yonelik yapiimaktadir. Bu
calismada 9922.3 mikrodelesyonu taslyan ve bilateral ellerde ve
sag ayak lateralinde aksesuar parmaklari mevcut olan bir olgu
sunulmustur.

Olgu Sunumu: Otuziki yasindaki annenin Ggtincl gebeliginden
ikinci yasayan olarak 38+5 hafta c/s ile dogan 10 aylik erkek
hasta, ayrnintili ultrasonografide tek umblikal arter, barsaklarda
ekojen goérinum, bilateral bébrek toplayici sisteminde dilatasyon,
koroid pleksusta kist, hipertelorizm, nazal kemigin gértimemesi,
pulmoner kapak displazisi ve stenoz olmasi nedeniyle yapilan
amniyosentezde molekiler karyotipleme ile 9g22.31931.3
bdlgesinde delesyon saptanmis olup 145 gin yenidogan
yogunbakim tnitesinde yatisi oldu. Yatisi sirasinda ndbeti olmasi
Uzerine EEG ve kranial MRI cekilerek antiepileptik tedavisi
baslandi. EEGsi paroksismal bozukluk ile uyumlu sonuglandi.
Kranial MRI raporunda ventrikilde subependimal stpheli
milimetrik nodulariteler mevcuttu. Tuberoskleroz agisindan
genetik tetkiki negatif olarak sonuclandi. Ekokardiyografide
aort ve pulmoner kapak displazisi, pulmoner stenoz, transvers
arkus hipoplazisi saptanan hastaya balon valviloplasti yapildi.
takibinde ekstlbasyonu tolere edemeyen, bronkoskopide;
agir trakeomalazi, bronslarda malazik goérinim tespit edilen
hastaya trakeostomi agildi. Anne egitimi igin palyatif servisine
devredildi. Serviste izlemine t tUp ile devam edildi, tolere
ettigi goruldid. Hastanin yutma fonksiyonlar degerlendirildi.
Yutmanin geg tetiklendigi tespit edildi. Kalici nazogastrik sonda
ile izlemine devam edildi. Hastanin taburculuk sonrasi 2 kez
pndmoni nedeniyle hastane yatigsi oldu. Pndmoni nedeni ile
tekrarlayan yatiglan olan hastaya ¢ocuk cerrahisi tarafindan
nissen+gastrostomi operasyonu planlandi ve 9 aylkken
operasyonu yapildi. Post op takibinin ardindan taburcu edildi.

Tartisma: 9g22.3 mikrodelesyonu, etkilenen gen bdlgesine
gore fiziksel anormallikler, gelisimsel gecikme, 6grenme sorunlari
gibi durumlarla giden bir degisikliktir. Olgumuzda intrauterin
dénemde ayrintil usgde tespit edilen patolojiler Uzerine yapilan
amniyosentezde 9022.31931.3 delesyonu saptanmig olup
dogum sonrasi yakin takip ediimistir. Olgunun yakin takibi, gerekli
solunumsal desteklerin verilmesi, kardiyak patolojilerinin tedavisi
ve eslik eden yutma disfonksiyonuna yonelik beslenme yénteminin
dUzenlenmesi hastanin hastane yatisinin azalmasina ve hayat
kalitesinin artmasina fayda saglamistir. Bu delesyonda hastanin
yakin takibi, eglik edebilecek patolojilerin tespiti ve tedavisi,
norogelisimsel desteklerinin  verimesi, ailelerin  ydnlendirilmesi
Onem arz etmektedir. 9922.3 mikrodelesyonlariyla iliskili bulgular

g22.3 bdlgesindeki birgok genin kaybindan kaynaklanmaktadir.
Yapilan calismalar, delesyona ugrayan genlerin neden oldugu
patolojik durumlar belilemek agisindan yol gdsterici olmaktadir.

Anahtar Soézciikler: Amniyosentez, Gelisimsel Gecikme,

Mikrodelesyon
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A Case Report of an Atypical IgA Nefropathy

Atipik Bir IgA Nefropatisi Olgu Sunumu

Nazll POLAT, Nida DINGEL, Asli KANTAR, Derya OZMEN, Fatma DEVRIM

Department of Pediatrics, Dr Behcet Uz Paediatrics and Surgery Training and Research Hospital, izmir, Tiirkiye

ABSTRACT

Objective: IgA nephropathy is often presented with
recurrent macroscopic hematuria attacks simultaneously with
upper respiratory tract infection. It can also be detected in
kidney biopsies due to isolated microscopic hematuria and
nonnephrotic proteinuria. In this study, a case of atypical IgA
nephropathy who applied with a headache symptom two
weeks after having an upper respiratory tract infection, was
examined due to hypertension and was detected with elevated
kidney function tests, was described.

Case Reports: A male patient who did not have a history of
disease known as 17 years old was referred to us with the need
of a nephrologist after the blood pressure measurements were
detected on 95p+12 repeatedly from different extremities in
the family health center where he applied with the complaint of
headache. There are no features in the biography of the patient
with upper respiratory tract infection symptoms 2 weeks before
his application. Blood pressure was 143/75 over the limits.
In laboratory examinations; blood hemogram results were in
reference value, but creatinine was 1.42 mg/dl, uric acid was 6
mg/dl (over the limits according to age). In the urinary analyse,
density was 1017, Ph was 6.0, protein was +3, leukocyte
was +3, erythrocyte was +3. In the microscopis analyse of
urine, erythrocyte was 49, leukocyte was 7 (compatible with
microscopic hematuria). In the spot urine, mp/creatinine (2.93)
was increased. The patient, who was followed hypertensively,
proteinuria, microscopic hematuria and elevated values in the
kidney function tests were detected. Mild aortic insufficiency
was detected in the patient echocardiography. Renal doppler
ultrasonography was performed in terms of possible etiologies,
no signs of stenosis were detected. It was learned that the
case had upper respiratory tract infection two weeks before
the start of the complaints and used ibuprofen during this
period. In the case where clinical findings decreased in the
follow-up, normotansive course under dual antihypertensive
therapy, microscopic hematuria, creatinine elevation and
proteinuria regressed, he was discharged with outpatient
follow-up by considering tubulointerstitial nephritis in  the

foreground. In the application to the outpatient clinic, the
case with blood pressure measurement was above 95p+12
at different extremities, creatinine elevation and microscopic
hematuria were internated and kidney biopsy was performed.
The sample taken by tru-cut biopsy did not have a glomerulus
in the direct immunofluorescence examination of the tissue,
histopathological appearance in light microscopy was found
to be compatible with IgA nephropathy, clinical correlation and
clinical follow-up were recommended.

Discussion: The initial clinic can be very diverse and is a typical
finding of simultaneous upper respiratory tract infection with
recurrent macroscopic hematuria. The definitive diagnosis of IgA
nephropathy is made with kidney biopsy. Only in patients with
proteinuria, since the clinic is predicted to be in good course, the
biopsy should be accompanied by proteinuria over 0.5-1 grams/
day or, as in our case, the concentration of increased plasma
creatinine or hypertension, suggests that the clinical course may
be bad. In conclusion, IgA nephropathy is most often followed
in childhood in the form of macroscopic hematuria, which is
simultaneous with the infectious process, and it should be
remembered that it may have different clinical presentations.

Keywords: Immunoglobulin A, Nephropathy, Hematuria
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Amac: IgA nefropatisi siklikla Ust solunum yolu enfeksiyonuyla
es zamanl tekrarlayan makroskopik hematUri ataklar ile
prezente olur. Ayni zamanda izole mikroskobik hematlri ve
nonnefrotik proteintri nedeniyle yapilan bodbrek biyopsilerinde
saptanabilir. Bu olgu sunumunda; Ust solunum yolu enfeksiyonu
gecirdikten iki hafta sonra bas agrisi semptomu ile bagvuran,
hipertansiyon saptanmasi nedeniyle tetkik edilen ve bdbrek
fonksiyon testlerinde yUkseklik saptanan atipik bir IgA nefropatisi
olgusu anlatiimistir.

Olgu Sunumu: Onyediyas bilinen hastalik dykUsui olmayan erkek
hasta bas agrisi sikayeti ile bagvurdugu aile sagligr merkezinde
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tansiyon oOlgUmlerininin farkli ekstremitelerden mukerrer defa
95p+12 Uzerinde saptanmasi Uzerine gocuk nefroloji klinigine
yonlendiriimistir. Bagvurusundan iki hafta dnce Ust solunum yolu
enfeksiyonu semptomlar olan hastanin 6zge¢misinde 6zellik
yoktu. Soygecmisinde anne baba arasinda 3. derece akrabalk
oldugu &grenildi. Fizik muayenede belirgin patoloji saptanmadi.
Tansion 143/75 sinirda hipertansif olarak saptandi. Laboratuvar
incelemelerinde; hemogram normal, biyokimya tetkikinde kreatinin
1.42 mg/dl ve Urik asit 6 mg/dl olarak yasina gére yUksekti. Tam
idrar tetkikinde, dansite 1017, Ph 6.0, protein +3, l6kosit +3,
eritrosit +3'd. idrar mikroskopisinde eritrosit 49 ve I8kosit 7 olarak
mikroskobik hemattiri ile uyumlu olarak analiz edildi. Spot idrarda
mp/kreatinin 2.93 artmis olarak sonuclandi. Hipertansif izlenen,
bobrek fonksiyon testlerinde yikseklik, proteintri ve mikroskobik
hematlri saptanan hasta interne edilerek hastaya hidrasyon
baslandl yakin tansiyon izlemi ve aldi-gikardi takibine basland..
Kardiyak bakisi yapillan hastanin hafif aort yetmezIigi saptand..
Olasi etiyoljiler agisindan renal doppler ultrasonografisi yapildi, darlik
bulgusu saptanmadi. Olgunun sikayetlerinin baslamasindan iki
hafta 6nce Ust solunum yolu enfeksiyonu gegirdigi ve bu dénem
ibuprofen kullandigi égrenildi. izlemde Kiinik bulgularinda gerileme
gorilen, ikili antihipertansif tedavi altnda normotansif seyreden,
mikroskobik hemattirisi, kreatinin yUksekligi ve proteinUrisi gerileyen
olguda 6n planda tUbulointerstisyel nefrit distnUlerek poliklinik
takibi ile taburcu edildi. Poliklinik basvurusunda tansiyon dlgtimu
farkll ekstremitelerde 95p+12 Uzerinde olan, kreatinin yiksekligi
ve mikroskobik hematUri saptanan olgu interne edilerek tedavisi
dizenlendi ve bodbrek biyopsisi gerceklestirildi. Tru-cut biyopsi
le alinan 6rnek dokunun direkt immunfloresan incelemesinde
glomerUl saptanmamis, Isikk mikroskopide histopatolojik gérintim
IgA nefropatisi ile uyumlu saptanmis olup, klinik korelasyon ve
klinik takip 6nerilmistir.

Tartisma: |Immunglobulin A nefropatisi, ¢ocuklarda izole
mikroskobik hematlri ve/veya nonnefrotik proteintri nedeni
ile yapilan bobrek biyopsilerinde en sk karsilagilan kronik
glomerulonefrit tablosudur. Baglangi¢ Klinigi cok cesitli olabilecedi
gibi tekrarlayan makroskobik hematUri ile es zamanl Ust solunum
yolu enfeksiyonu tipik bulgusudur. Yalnizca proteindrisi olan
hastalarda, klinigin iyi seyirli olacagi 6ngéruldigtinden biyopsi 0.5-
1 gram/gun Uzerinde proteintri ya da bizim olgumuzda da oldugu
gibi artmis plazma kreatinin konsantrasyonu veya hipertansiyon
gibi Klinik seyrin kotu olabilecegini dustinduren bulgular esliginde
uygulanmalidir. Sonug olarak IgA nefropatisi cocukluk caginda
en sk enfeksiydz suregle es zamanl olan makroskopik hematuiri
seklinde izlenmekte olup, farkli klinik prezentasyonlar olabilecegi
unutulmamalidir.

Anahtar Sézciikler: Immunglobulin A, Nefropati , Hematri

Turkish J Pediatr Dis / Turkiye Cocuk Hast Derg / (Suppl/Ek Sayl) 2024:18: 213-214



Meeting Abstracts Poster

Turkiye Gocuk Hastallklari Dergisi 215
Turkish Journal of Pediatric Disease

Indication for Hospitalization in Obsessive Compulsive Disorder: A

Case Report

Obsesif Kompulsif Bozuklukta Hastaneye Yatis Endikasyonu: Bir Olgu

Sunumu
Beyza Nur TOP, Merve ONAT, Elif AKCAY, Esra COP

Department of Child and Adolescent Mental Health, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Obsessive-Compulsive Disorder (OCD) is a psychiatric
condition characterized by the presence of obsessions and
compulsions. In children and adolescents, Selective Serotonin
Reuptake Inhibitors (SSRiIs) are the first-line treatment. However,
hospitalization may be necessary in cases where the individual poses
a risk to themselves or others, exhibits severe behavioral problems,
or cannot tolerate the side effects of outpatient treatments. This
case report examined the indications for hospitalization in a
child with OCD, based on clinical observations and treatment
outcomes.

Case Reports: The 15-year-old girl, is the eldest of three
siblings. The patient was referred to the psychiatric ward due
to an increase in the frequency and intensity of obsessive
behaviors, aggression towards her mother, and episodes of
incontinence. These behaviors worsened when her compulsive
rituals were disrupted. Her OCD symptoms began at age 7
when she started repeatedly opening and closing her school
bag zipper. Within six months, her parents sought help from a
child psychiatrist, and she was diagnosed with OCD. Fluoxetine
was prescribed and gradually increased to 20 mg. However,
after a year of treatment, no significant improvement was
observed. Later, she became obsessively attached to a table
in the guest room, refusing to allow anyone to touch it because
she believed it would become contaminated. Despite the
worsening symptoms, her family did not seek further psychiatric
help at that time. In the past year, her symptoms escalated,
and new contamination-related obsessions emerged. She was
unable to attend school for two months due to her symptoms.
During her hospitalization, she exhibited limited insight into her
condition. Her mental status examination revealed that she was
reluctant to engage in conversation, irritable, preoccupied with
thoughts of graduating from school, her mood was irritable,
and her behavior was aggressive. Initial treatment consisted
of risperidone 1 mg and chlorpromazine 150 mg to manage
her aggression and obsessive symptoms. Psychoeducation,

cognitive-behavioral therapy (CBT) were initiated. Fluvoxamine
was started at 25 mg and gradually increased to 150 mg. As her
aggressive behaviors decreased, chlorpromazine was tapered
off and discontinued. Over time, her insight improved, and
she began to manage her compulsions more effectively. For
instance, she was able to touch her legs and bikini area while
showering and made efforts to reduce ritualistic behaviors,
such as stepping over lines repeatedly. However, she continued
to struggle with stopping her obsessive thoughts, despite
recognizing their irrationality. One week after discharge, it was
reported that her irritability had greatly decreased, although she
still faced some challenges during showering.

Discussion: Fluvoxamine, an SSRI approved by the FDA for
the treatment of OCD in individuals aged 8 and older, has been
shown to effectively reduce symptoms in adolescents. In this
case, it helped the patient recognize her obsessions and manage
her compulsions while reducing symptom severity. During
hospitalization, detailed exploration of her case allowed for a
more accurate diagnosis and the implementation of appropriate
treatment methods. Psychoeducation and behavioral therapy
supported her recovery, helping her regain control over her
compulsions and improve her insight.

Keywords: Obsessive Compulsive Disorder, Fluvoxamine
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Amagc: Obsesif Kompulsif Bozukluk DSM-5te takintlarla
zorlantilarla  goértlen, kisinin - yasamini  etkileyen  durumdur.
Tedavisinde c¢ocuklarda serotonin gerialim inhibitérleri (SGI),
birinci segenektir. OKB’de intihar riski tasiyan, kendine veya
baskalarina tehlikeli olan, yan etkilere toleransi olmayan kisilere
hastane yatisi dUstnulebilir. Bu olgu sunumu Uzerinden gocuk ve
ergenlerde OKB hastaneye yatis endikasyonlari tartisild.

Olgu Sunumu: Onbes yasinda kiz cocugu (¢ kardesin
birincisiydi. Hastanin  istedigi yapimadiginda annesine
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saldirma, tuvaletini altna yapma, takintilarinin  sikhiginin,
siddetinin artmasi sikayetleriyle dis merkezden hastanemize
yonlendirilip servisimize yatisi yapildi. Hastanin ilk sikayetlerinin
7 yasinda cantasinin fermuarini gtinde 10 kereden fazla acip
kapama, icindekileri kontrol etme seklinde basladigi 6grenildi.
Sikayetlerinin baglamasindan 5-6 ay sonra ¢ocuk psikiyatrisine
basvuran hastanin OKB tanisi aldidi kaydedildi. Hastaya dis
merkezde Fluoksetin baslandigi ve kademeli olarak 20 mg’a
cikarldigr 6grenildi. Yaklasik bir yil bu tedaviye deavam eden
hastanin yarar gérmedigi iletildi. Sonrasinda misafir odasindaki
masay! asin sahiplendigi ve kimsenin masaya dokunmasina
izin vermedigi ailesi tarfindan iletildi. insanlarn esyalara
dokundugunda esyalarin kirlendigini disindigu  kaydedildi.
Ailenin o dénemde psikiyatri bagvurular olmadigi ve son bir
sene sikayetlerinde artis oldugu ve bulgulara bulas obsesyonlar
eklendigi 6grenildi. hastanin sikayetlerinden dolayr okula 2 ay
gidemedigi belirtildi. Psikoz ve OKB 6n tanilaryla yatisi yapilan
hastanin ruhsal durum muayenesinde goérismeye isteksiz
oldugu gortldi. Konusma miktari kismen artan hastanin
duUsutince igeriginde okul mezuniyetine yénelik temalarin mevcut
oldugu kaydedildi. Duygudurumuirritabli affekti duygudurumuyla
uyumluydu. Yatisinda yaptigmiz gérismelerinde dus alirken
sirtinda  kiyafet olmazsa namussuz olacagina, odadaki
koselere baktiktan sonra geriye dogru dort adm atmazsa,
odanin icerisine sag ayaglyla girmezse ciplak kalacagina dair
dUstinceler mevcuttu. Hastaligina dair i¢ gorust yoktu. Serviste
saldirganligi mevcuttu. Risperidon 1 mg ve klorpromazin 150
mg baglandi. Sire¢ igerisinde hastayla psikoegitim yapildi.
Fluvoksamin 25 mg baslanarak kademeli olarak 150 mg’a
¢ikildi. Saldirganiigr azalan hastamizin klorpromazinini azaltarak
kesildi. Taburculugundaki ruhsal durum muayenesinde
gorusciyle igbirlikciydi, konusmasi normal hizdaydi. Distnce
iceriginde gunluk planlar mevcuttu. Algl, sanr patolojisi yoktu.
Duygudurumu  6timik  affekti duygudurumuyla uyumluydu.
Yatis suresince yapilan psikoegitim, davranisgi terapilerle i¢
gorusunun orta-iyi seklinde arttigr goéruldt. Dusta bacaklarinin
arasina, bikini bdlgesine dokunabilmeye basladi. Cizgilerin
Uzerinden ge¢cme sayisinin azaltmaya calistidi izlendi. Obsesif
dUsincelerinin - mantiksiz oldugunu ancak durduramadigi
belirtti. Kismi yanitla risperidon 3 mg, fluvoksamin 150 mg
farmakoterapisiyle taburcu edildi. Taburculugundan bir hafta
sonra kontrollnde dsaridaki sinirliligin belirgin miktarda azaldig,
dus alma sirasindaki zorluklar azalsa dahi hala devam ettigi
o6grenildi.

Tartisma: Fluvoksamin FDA tarafindan OKB tedavisi icin 8
yasindan itibaren onay almis SGI grubu bir ilagtr. OKB tanili
adolesanlarla yapilan galismada fluvoksamin semptomlarin buyuk
kismini azalttdr gosterilmistir. Hastamizda da semptomlarin
azalmasina, obsesyonlarin farkina varip kompulsiyonlarini kontrol
etmeyi Ogrenmesini sagladi. Yatisinda yapilan goértsmelerle
icgdrist  olusmaya, sikayetleriyle ilgili davranissal Onerileri
6grenmeye, uygulayabiimeye basladi. Ayrica hastanin hikayesini
detaylandirarak dogru taniya yonelebilip dogru tedavi ydntemleri
uygulayabilmemizi sagladi.

Anahtar Sozciikler: Obsesif Kompuilsif Bozukluk, Fluvoksamin

Turkish J Pediatr Dis / Turkiye Cocuk Hast Derg / (Suppl/Ek Sayl) 2024:18: 215-216



Meeting Abstracts Poster

Turkiye Gocuk Hastallklari Dergisi 217
Turkish Journal of Pediatric Disease

A Rare Cause of Lymphadenitis: Tularemia

Nadir Bir Lenfadenit Nedeni: Tularemi

Simay CEBE, Seval OZEN, Emine Neslisah DEMIRCI, Cigdem Elif OZTEMEL, Sami Kaan YAPAN, Emine Hilal ERSOZ,

Fatih TEK, Alper Burak KARA

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Tularemia, as known as the “rabbit fever” is a rare
zoonotic infection caused by the gram-negative Francisella
tularensis coccobacillus. It is a rare cause of lymphadenitis in
Turkey. It is usually transmitted through the skin from rodents
with a vector such as ticks or arthropods, by consumption
of food or seafood that the infected animal has come into
contact with, or very rarely by inhalation of infected aerosols.
Currently no human-to-human transmission has been reported.
Diagnosis of tularemia is mainly based on clinical history.
Isolation of Francisella tularensis in sterile body samples is the
gold standard for diagnosis. Since this method is very difficult
and risky for laboratory workers, diagnosis of tularemia is
based on clinical symptoms and serological tests. This study
presented the case of a 12-year-old male patient diagnosed
with tularemia.

Case Reports: Twelve-year-old male patient presented to our
clinic for examination and threatment due to increased swelling,
erythema and increased body temperature. He used oral
amoxicillin clavunate for a week due to swelling in the left inguinal
region 2 weeks ago, but had no improvement. It was learned
that they consumed underground water at home, the family
was engaged in cattle breeding and consumed cheese made
with raw milk. He had a history of exposure to cats and dogs
in the village. In his physical examination; there was a 4x3 cm,
painful, erythematous, feverish and fluctuant lymphadenopathy
with preserved tissue integrity in the left inguinal region.
Laboratory findings were unremarkable. Etiologically, interferon
gamma release test (IGRA) was negative, Francisella tularensis
microagglutination test was positive at 1/640 titer, Brucella
agglutination Coombs test was positive at 1/160 titer, and rose
bengal was positive. Clinical and serological tests confirmed
the patient as having glandular tularemia and gentamicin (5mg/
kg/d) was started.

Discussion: Tularemia can develop granulomatous and
suppurative lesions in regional lymph nodes and various organs.

Before the affected lymph node appears, it may begin with
nonspecific symptoms such as sore throat, fever, and malaise.
Therefore, most patients receive various medical treatments
before the diagnosis is made. Delay in diagnosis and effective
treatment may lead to lymph node enlargement and abscess
formation. Our patient was also referred to us because he received
medical treatment at a local health institution but did not have any
improvement clinically. The majority of the empirical treatment
received before the definitive diagnosis consisted of beta-lactam
antimicrobial drugs, and most beta-lactams have no in vitro
activity against Francisella tularensis. Our patient did not benefit
from the empirical treatment, and the lymphadenopathy fistulized
and began to drain. Antibiotic treatment for tularemia includes a
variety of drugs, including aminoglycosides (e.g., gentamicin),
tetracyclines (e.g., doxycycline), and fluoroquinolones (e.g.,
ciprofloxacin). We treated our patient with gentamicin for 14
days. Nonspecific cross-reactions may occur with samples
containing heterophile antibodies or antibodies against Brucella
spp, Legionella spp or gram-negative bacteria. This important
point should be taken into consideration during clinical practice.
In conclusion, increasing awareness and knowledge about
tularemia among healthcare professionals is essential for timely
diagnosis and treatment.

Keywords: Lymphadenitis, Underground water, Serology
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Amac: Tularemi, “tavsan atesi” gram-negatif Francisella
tularensis kokobasilinin  neden oldugu nadir zoonotik bir
enfeksiyondur. Ulkemizde nadir bir lenfadenit etkenidir. Genellikle
kemirgen hayvanlardan kene, artropod gibi bir vektor araciligyla
ciltten, enfekte hayvanin temas ettigi gida, su Urdnlerinin
tUketimiyle veya ¢ok nadir olarak enfekte aerosollerin solunmasi
sonucu bulasabilir. insandan insana bulas bildirilmemistir.
Tularemi tanisi esas olarak klinik stipheye dayanir. Steril vicut
orneklerinde Francisella tularensis’in izolasyonu tanida altin
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standarttir. Bu yontem laboratuvar personeli igin ¢ok zor ve riskli
oldugundan, tularemi tanisi Klinik belirtilere ve serolojik testlere
dayanir. Bu cgalismada tularemi tanisi alan 12 yasinda erkek
hasta sunulmustur.

Olgu Sunumu: Kiinigimize basvuran 12 yasindaki erkek
hastanin 2 hafta once sol inguinal boélgede siglik olmasi
nedeniyle bir hafta amoksisilin klavunat kullandigi fakat siglikte
artig, eritem ve 1s1 artigi olmasi Uzerine tetkik ve tedavi amaciyla
tarafimiza yonlendirildigi ¢grenildi. Oykistinde; evde kuyu suyu
tUkettikleri, ailenin blyUkbas hayvancilik ile ugrastigi ve ¢ig sut
ile yapllmis peynir tUketimi mevcut oldugu 6grenildi. Kdyde
kedi ve kdpekler ile maruziyet mevcuttu. Fizik muayenesinde;
sol inguinal bélgede 4x3 cm boyutunda, agrili, Uzeri kizarik, s
artisinin oldugu ve fluktuasyon veren, doku butinligu korunmus
lenfadenopati mevcuttu.Laboratuar bulgularinda ézellik yoktu.
Etyolojiye yonelik interferon gama salinim testi (IGRA) negatif,
Francisella tularensis mikroaglUtinasyon testi 1/640 titrede
pozitif, Brusella aglitinasyon coombs testi 1/160 titrede pozitif,
rose bengal pozitifti. Klinik ve serolojik testlerle hasta glanduler
tularemi formu kabul edilip gentamisin (5 mg/kg/g) baslandi.

Tartisma: Tularemi, bolgesel lenf nodlarinda ve ¢esitli organlarda
grantlomat6z ve sUpUratif lezyonlar gelistirebilir. Etkilenen lenf
nodunun ortaya gikmasindan 6nce, bogaz agrisi, ates ve halsizlik
gibi nonspesifik semptomlarla baslayabili. Bu nedenle, tani
konulmadan 6nce, hastalarin blyUk bir kismi gesitli tibbi tedaviler
almaktadir. Tanida ve etkili tedavide gecikme, lenf nodlarinin
bUyUmesine ve apse olusumuna yol acabilir. Hastamiz da yerel
bir saglk kurulusunda tibbi tedavi aldigi fakat yanit alinamadigi
icin tarafimiza yonlendirilmisti. Kesin tani konulmadan o&nce
alinan ampirik tedavinin blytk kismi beta-laktam antimikrobiyal
ilaglardan  olusurken, beta-laktamlarin ¢ogunun in  vitro
Francisella tularensis’e karsi etkinligi yoktur. Hastamizda ampirik
tedaviden fayda gérmedi, lenfadenopati fistllize olup akmaya
basladi. Tulareminin antibiyotik tedavisi aminoglikozidler (6rn.
gentamisin), tetrasiklinler (6rn. doksisiklin) ve florokinolonlar
(6rn. siprofloksasin) dahil olmak Uzere gesitli ilaglar icerir. Bizde
hastamizi 14 gln gentamisin ile tedavi ettik. Heterofil antikorlar
veya Brusella spp, Legionella spp veya gram-negatif bakterilere
karsi antikorlar iceren numunelerle spesifik olmayan c¢apraz
reaksiyonlar meydana gelebili. Bu 6nemli nokta klinik pratikte
dikkat ediimesi gereken bir konudur. Sonu¢ olarak, saglk
calisanlan arasinda tularemi konusunda farkindaligin ve bilginin
artinimasi, zamaninda teshis ve tedavi icin gereklidir.

Anahtar Sézciikler: Lenfadenit, Kuyu suyu, Seroloji
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A Case Report of Anti-NMDA Receptor Encephalitis Presenting with

Manic Symptoms

Mani Bulgular ile Bagvuran Anti-NMDA Resept6r Ensefalitli Bir Olgu Sunumu
Ayse Sena YASAR YILMAZ, Gékcen ILCIOGLU EKICI, Giilser SENSES DING

Department of Child and Adolescent Mental Health, Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Autoimmune encephalitis is a disease characterized
by an immune response against neuronal antigens, leading to
cognitive, behavioral disturbances, and seizures. Anti-NMDA
receptor encephalitis is the most common type of autoimmune
encephalitis. This report presented the case of a 13-year-old
girl diagnosed a year ago, who had been exhibiting prominent
manic symptoms for the past 5-6 months.

Case Reports: The patient was admitted to the hospital
a year ago with confusion following a headache and was
hospitalized in the ICU for 30 days, followed by palliative care.
Upon discharge, she could not eat, speak, or walk. Fifteen
days after discharge, her condition worsened, and she was
admitted to another facility with confusion. She was diagnosed
with “autoimmune encephalitis” and treated with pulse steroid
therapy. Further tests confirmed a diagnosis of Anti-NMDA
receptor encephalitis, and IVIG treatment was started. Due to
increased psychomotor activity, decreased sleep and appetite,
and auditory hallucinations, she was referred to Child Psychiatry
and started on haloperidol. As IVIG treatment was insufficient,
rituximab therapy was initiated. Following rituximab, her infantile
speech improved, and she regained her toileting skills. However,
after the fourth dose of rituximab, she experienced worsening
sleep, cognitive decline, and regression in adaptive skills. Her
mood was blunted, and thought content was poor. Risperidone
1 mg/day was prescribed during follow-up. At a Child Psychiatry
follow-up 3-4 months later, her speech and psychomotor
activity had increased, and she had become aggressive, run
away from home several times, and her sleep had become
irregular. Quetiapine 25 mg was started, gradually increasing
to 200 mg. Due to a lack of a Child Psychiatry inpatient unit in
her area, she was admitted to an Adult Psychiatry unit. During
this admission, quetiapine was discontinued, and olanzapine
was started. She was transferred to our Child Psychiatry unit
on the 11" day of hospitalization due to a need for specialized
pediatric care. On admission, the mental state examination
revealed a 13-year-old girl with poor self-care, reduced eye
contact, and increased psychomotor activity. Her mood was

euphoric and irritable, with rapid speech and flight of ideas. There
were no perceptual or memory disturbances. Her medication
regimen included olanzapine 7.5 mg/day, clonazepam 2 mg/day,
levetiracetam 500 mg/day, carbamazepine 800 mg/day, clobazam
10 mg/day, and valproate 1000 mg/day. The patient was jointly
followed by Pediatric Neurology, and anticonvulsant therapies were
adjusted. Based on her condition, she was diagnosed with a manic
episode secondary to Anti-NMDA receptor encephalitis, and mood
stabilization treatments were adjusted. During her hospitalization,
her psychomotor activity decreased, thought associations
improved, and disorganized behavior regressed. After 23 days of
hospitalization, she was transferred to the Pediatric Neurology
ward on olanzapine 20 mg/day, clonazepam 3 mg/day, and
other medications.

Discussion: Anti-NMDA receptor encephalitis can present
with cognitive and perceptual disturbances, along with acute-
onset agitation and disorganized behavior. Screening for anti-
NMDA receptor antibodies is crucial, especially in young females
with frequent infections, rapid-onset psychotic symptoms,
neurological symptoms, and significant personality changes.

Keywords: Anti-NMDA receptor encephalitis, Mania, Psychiatry
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Amac: Otoimmiin ensefalit néronal antijenlere karsi immen yanit
sonucu olusan, bilissel, davranigsal bozukluklar ve epileptik ataklarin
gorulebildigi bir hastaliktir. Anti-NMDA reseptor ensefaliti, otoimmain
ensefalitlerden en sik gorulenidir . Bu calismada bir yil 6nce tan
almis ve son 5-6 aydir belirgin mani semptomlaryla seyreden 13
yasinda bir olgu sunulmaktadir.

Olgu Sunumu: Hastanemize basvurusundan bir yil kadar 6nce
bas agrsi sonrasi olusan biling bulanikigi sebebiyle hastane
yatinlan olgu, 30 gin boyunca yogdun bakimda kaldiktan sonra
bir sUre palyatif serviste takip edilmis. Hasta taburculugunda oral
yolla beslenemiyor, konusamiyor, yurlyemiyordu. Taburculuktan
15 guin sonra genel durumunda bozulma ve biling bulanikiid
olan hastanin baska bir merkeze basvurdugu 6grenildi. Hastaya
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burada “otoimmuUn ensefalit” 6n tanisiyla pulse steroid tedavisi
verildigi ve yapilan ileri tetkikler sonucunda Anti-NMDA reseptor
ensefaliti tanisi konulup IVIG tedavisine gecildigi 6grenildi.
Psikomotor aktivitesinde artis, uyku ve istahta azalma, isitsel
varsanilari olmasi Uzerine Cocuk Psikiyatrisine danisilan hastaya
haloperidol baglandi§i kaydedildi. IVIG tedavisinden yeterli fayda
gdrmeyen hastaya ritiksimab tedavisine gecildigi ve bu tedaviyle
birlikte hastanin infantil konusmasinin geriledigi, tuvalet becerisini
kazandigr kaydedildi. Hastanin dérdinct doz Rittksimab tedavisi
sonras! uykusunda azalma, bilissel ve adaptif becerilerinde gerileme
oldugu 6grenildi. Duygudurumu ve duygulaniminin kiint, distince
iceriginin fakir olarak degerlendirildi. Hastaya takiplerinde risperidon
1 mg/gin baslandl. Hastanin 3-4 ay sonraki Cocuk Psikiyatri
basvurularinda son 4-5 aydir hastanin konusma hizi, miktarinda
ve psikomotor aktivitesinde artis oldugu; saldirganliginin
basladigi ve bir ka¢ kez evden kagmasinin oldugu; uykularinin
azalip dizensizlestigi anlasildi. Hastaya ketiyapin 25 mg baslanarak
dozu kademeli olarak 200 mg’a cikarldigi kaydedildi. Hastanin
sikayetlerinin artmasi ve bulunduklan boélgede Cocuk Psikiyatri
yatakli servisi olmamasi Uzerine Erigkin Psikiyatri servisine
yatisinin yapildigi ve orada ketiyapin tedavisi kesilerek olanzapin
baslandidi 6grenildi. Hasta yatisinin 11.gtindinde Cocuk Psikiyatri
servisi ihtiyaci sebebiyle tarafimiza sevk edildi. Hastanin
geldiginde ruhsal durum muayenesinde yasinda gosteren
hastanin 6z bakiminin azaldigi gérildt. Goéz temasi azalmisti.
Bilinci acik, yonelimi tamdi. Dikkati daginikti, algi patolojisi ve
bellek kusuru yoktu. Gérismeciye karsl tutumu ilgisizdi. Hastanin
psikomotor aktivitesi artmist. Duygudurumu &forik ve irritabldi.
Duygulanimi duygudurumuyla uyumluydu. Konusmasi hizi ve
miktar artmisti. DdsUnce akisi hizianmis, cagrisimlan daginikti,
fikir ucusmalar meveuttu. Ozgegmis ve soygecmisinde 6zellik
yoktu. Gelisinde ilag tedavisi olanzapin 7.5 mg/gun, klonazepam
2 mg/gun, levetirasetam 500 mg/gun, karbamazepin 800 mg/
gun, klobozam 10mg/gin, valproat 1000 mg/gin seklindeydi.
Hasta Cocuk Noroloji Balimiyle ortak takip edildi. gocuk néroloji
tarafindan antikonvilzan tedavileri dizenlendi. Hasta mevcut
durumuyla Anti-NMDA reseptdr ensefalitine sekonder manik
epizod olarak degerlendirilerek duygudurum duzenlenmesi
acisindan ilaglan dizenlendi. Hastanin yatisi boyunca servis ici
uyumu arttl, klinik goézlemlerinde psikomotor aktivitesi gelisine
gbre azaldi, cagnsimlarnin kismen dudzeldi, konusma miktari
ve hizi gelisine gore azaldi. Dezorganize davraniglar geriledi.
Hastanin cocuk ndroloji servisine devri planlandi. Hasta 23 gunlUk
yatisinin ardindan olanzapin 20 mg/gin, klonazepam 3 mg/gun,
karbamazepin 800 mg/gun, klobozam 10 mg/gin, valproat
1500 mg/gUn tedavisiyle cocuk ndroloji servisine devredildi.

Tartisma: Anti-NMDA reseptdr ensefaliti  olgularinin - klinik
Ozellikleri arasinda duslUnce ve algl bozukluklar, akut baglangicli
ajitasyon ve dezorganize davraniglar gorulebilir.  Anti-NMDA
reseptdr antikorlarnin - taranmasi  dzellikle gen¢ kadin, sk
enfeksiyon geg¢misi olan, psikotik belirtilerin hizl gelistigi ve
norolojik semptomlarla beraber ortaya ¢ktg ve belirgin kisilik
degisikliklerinin de eslik ettigi hastalarda énemlidir.

Anahtar Sozciikler: Anti-NMDA reseptdr ensefaliti, Mani,
Psikiyatri
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Sudden Loss of Consciousness and Hemorrhage at Two Years of Age:
A Case Related to Arteriovenous Malformation

iki Yasinda Ani Biling Kaybi ve Kanama: Arterioven®éz Malformasyona Bagli

Olgu

Aycanur AY, Merve KUCUKOGLU KESER, Halil ibrahim YAKUT

Department of Pediatrics, Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Arteriovenous malformations (AVMs) are rare
vascular anomalies that can lead to serious complications
like intracranial hemorrhage. While often asymptomatic in
childhood, they can present with sudden, life-threatening
bleeding. AVM-related hemorrhages in children typically cause
rapid neurological deterioration and high morbidity. Early
diagnosis and surgical intervention are crucial for prognosis.
This case discusses a child presenting with sudden loss of
consciousness and vomiting, diagnosed with intracranial
hemorrhage due to AVM.

Case Reports: A two-year and two-month-old male child
with no prior medical history was brought to the emergency
department with sudden crying episodes, lethargy, severe
vomiting, and loss of consciousness. Glasgow Coma Scale
assessment revealed a score of 5, indicating a serious
condition. A brain CT scan showed subarachnoid hemorrhage
extending from the quadrigeminal and perimesencephalic
regions to the brainstem, with fluid densities reaching the 4th
ventricle. Based on these findings, the child was diagnosed
with intracranial hemorrhage and urgently underwent surgery
by the neurosurgery team. During surgery, posterior fossa
decompression was performed, hematoma evacuation
was conducted, and duraplasty was performed. External
ventricular drainage (EVD) was placed to reduce intracranial
pressure. Postoperatively, MRI revealed hemorrhage within
the intracranial mass, leading to transfer to our hospital for
further evaluation. A follow-up CT scan showed continued
hemorrhagic areas, prompting a second surgical intervention.
During this operation, the mass was resected for pathological
examination, and the EVD was revised. The child was admitted
to the pediatric intensive care unit for neurological stabilization.
Treatment for brain edema was initiated with hypertonic sodium
chloride and dexamethasone, while antibiotics were given
to prevent secondary infections. Oxygen support was also
provided through a high-flow nasal cannula. On postoperative

day 12, the child had stabilized and was moved to the ward. In
the ward, neurological examination showed ongoing confusion,
with spontaneous eye opening and tracking absent; however,
there was a response to sound. Spontaneous nystagmus,
lack of head control, and absent deep tendon reflexes were
noted. Additionally, plantar responses were absent, and a slight
decerebrate posture was observed. Pathological examination
revealed vascular proliferation, chronic inflammation, and
hemorrhage in cerebellar tissue, with no malignancy suggestive
findings. Thus, the patient was diagnosed with intracranial
hemorrhage secondary to arteriovenous malformation (AVM).

Discussion: This case illustrates that while AVMs are rare in
children, they can lead to severe complications. Sudden-onset
intracranial hemorrhages necessitate urgent diagnosis and
surgical intervention. Early surgical action and postoperative
monitoring are critical for survival and complication prevention,
emphasizing the importance of a multidisciplinary approach.

Keywords: Arteriovenous malformation, Infant, Intracranial
hemorrhage
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Amag: Arterioventz malformasyonlar (AVM), nadir gortlen ve
intrakraniyal kanama gibi ciddi komplikasyonlara yol acabilen
vaskuleranomalilerdir. Cocukluk caginda genellikle asemptomatik
olmalarina ragmen, bazen ani baslangicli ve hayati tehdit eden
intrakraniyal kanamalarla kendini gosterebilirler.  Cocuklarda
AVM’ye bagl intrakraniyal kanamalar hizli nérolojik bozulma ve
yuksek morbidite ile seyreder. Erken tani ve cerrahi mudahale,
uzun dénem prognoz agisindan énemlidir. Bu olguda, ani biling
kaybl, kusma ve norolojik semptomlarla basvuran ve AVM'ye
bagli intrakraniyal kanama tanisi alan bir cocugun tani ve tedavi
sUreci ele alinmaktadirr.

Olgu Sunumu: Iki yas iki aylik, énceden bilinen bir hastalig
olmayan erkek cocuk, ani gelisen aglama krizleri, uyku
hali, siddetli kusma ve biling kaybi sikayetleriyle acil servise
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getirilmistir. Yapilan fizik muayenede Glasgow koma skoru 5
olarak degerlendiriimig, hastanin genel durumu ciddi olarak
kaydedilmigtir. Acil ¢ekilen beyin bilgisayarli tomografi (BT)
incelemesinde kuadrigeminal ve perimezensefalik bolgelerden
bagslayarak beyin sapina kadar uzanan subaraknoid kanama
ve 4. ventrikUle uzanan sivi dansiteleri saptanmistir. Bu bulgular
dogrultusunda intrakraniyal kanama tanisi alan hasta, acil olarak
beyin cerrahisi ekibi tarafindan ameliyata alinmistir. Yapilan
cerrahi mUdahale sirasinda posterior fossa dekompresyonu
gerceklestiriimis, hematom bosaltimis ve duroplasti yapiimistir.
Ayrica, intrakraniyal basincli azaltmak amaciyla eksternal
ventrikUler drenaj (EVD) yerlestiriimistir. Ameliyat sonrasi yapilan
manyetik rezonans gérunttlemede (MRG), intrakraniyal kitle
icerisine kanama saptanmis ve bu bulgular Uzerine hasta
tedavi ve ileri degerlendirme icin hastanemize sevk edilmigtir.
Sevk sonrasi ¢ekilen kontrol BT de hemorajik alanlarin devam
ettigi gortimus ve hasta ikinci bir cerrahi girisime alinmistir. Bu
operasyon sirasinda kitle rezeke edilerek patolojik inceleme icin
gonderilmis, EVD revize edilmistir. Hasta postoperatif donemde
cocuk yogun bakim Unitesine yatirlarak nérolojik durumunun
stabilizasyonu saglanmistir. Yogun bakimda beyin édemine
yonelik hipertonik sodyum klorlir ve deksametazon tedavisi
baslanmis, sekonder enfeksiyonlari 6nlemek icin antibiyotik
tedavileri uygulanmistir. Hastaya ayrica, santral sinir sistemi
oksijenizasyonunu sirdirmek amaciyla yUksek akigl nazal
kanul ile oksijen destegi saglanmistir. Postoperatif 12. gtinde
hasta klinik olarak stabil hale gelmis ve serviste takibe alinmistir.
Serviste yapilan nérolojik muayenede konflizyon devam etmekte
olup, spontan gdz agma ve goz takibi gdzlenmemis, ancak
sese karsl tepki alinmistir. Spontan nistagmus, bas kontrolintn
olmamasi ve derin tendon reflekslerinin alinamamasi dikkat
cekmistir. Ayrica plantar yanitlar lakayt olup, hafif deserebre
postur izlenmistir. Patolojik incelemede serebellar dokularda
vaskuler proliferasyon, kronik inflamasyon ve hemoraji
bulgulari saptanmis, ancak malignite distndUren herhangi bir
bulguya rastlanmamistir. Bu bulgular dogrultusunda hastada
arteriovendz malformasyona (AVM) sekonder intrakraniyal
kanama oldugu sonucuna varimigtir.

Tartisma: Bu olgu, AVM’lerin ¢ocuklarda nadir gortimesine
ragmen ciddi komplikasyonlara yol agabilecegini gdstermektedir.
Ani baglayan intrakraniyal kanamalar acil tani ve cerrahi midahale
gerektiren durumlardir. Erken cerrahi mudahale ve postoperatif
takip, hastanin hayatta kalma ve komplikasyonlarin dnlenmesi
acisindan kritik rol oynamaktadir. Multidisipliner yaklasimin énemi
vurgulanmigtir.

Anahtar Sézciikler: Arteriovendz malformasyon, intrakranial
kanama, Sut cocugu
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Catatonia Responsive to Lorazepam But Not Diazepam in an

Adolescent: A Case Report

Adolesanda Lorazepama Yanit Veren Ancak Diazepama Yanit Vermeyen

Katatoni: Bir Olgu Sunumu
Ahmet Esat SEMIZ, Elif AKCAY, Esra TASKIN COP

Department of Child and Adolescent Mental Health, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Catatonia is a neuropsychiatric syndrome
characterized by motor, cognitive, affective, and autonomic
symptoms. Initially associated only with schizophrenia, it is
now known to occur with various psychiatric disorders and
conditions. Benzodiazepines and Electroconvulsive Therapy
(ECT) are currently the most commonly used and effective
treatments for catatonia. Here, we presented an adolescent
case diagnosed with catatonia, who showed a dramatic
response to lorazepam medication despite trials of different
treatment methods.

Case Reports: A, 17-year-old girl, presented to us with
symptoms of refusal to eat and drink, mutism, negativism,
hypokinesia, depressive mood, decreased self-care, and
anhedonia. After evaluation, she was diagnosed with catatonia
and admitted for treatment. During the psychiatric examination,
she was observed to be unwiling to engage in conversation
and did not respond to questions despite repeated prompting.
Due to prolonged refusal to eat and drink, the patient appeared
cachectic. Because of her mutism, orientation, perception, and
memory assessments could not be performed, and the content
of her thoughts could not be evaluated. A detailed history
revealed that the complaints present at the time of admission
completely overlapped with those from a year ago. The patient
had been treated for these complaints and diagnosed with
catatonia a year prior, and had achieved a state of wellness
within two months on a regimen of lorazepam 2.5 mg/day and
olanzapine 5 mg/day, after which the medication was gradually
tapered. When the patient presented to us, she was being
treated with diazepam at a dosage of 10 mg/day, but due to
her resistance to oral intake, medication and nutrition were
provided via a nasogastric tube. Considering her past response,
lorazepam was considered for catatonia treatment; however,
due to supply issues in our country, lorazepam could not be
initiated. The diazepam dosage was increased to 15 mg/day,

but no change in the patient’s condition was observed. Once
lorazepam was obtained, treatment was started at 3x2 mg/day.
Within a few days of follow-up, the patient began to respond
to the treatment team’s questions with single-word answers,
spent less time in bed during the day, and started to spend
time with other patients on the ward. Due to ongoing supply
issues, lorazepam treatment had to be discontinued after two
weeks. After stopping lorazepam, diazepam treatment was
resumed, and the dosage was increased to 30 mg/day within
ten days; however, no changes in symptoms were observed.
After lorazepam supply was restored, treatment was restarted
at 3x2 mg/day. Within the first week of treatment, the patient
began to speak spontaneously, and her psychomotor activity
and amount of speech significantly increased.

Discussion: Catatonia requires knowledge among healthcare
professionals of effective treatment. Due to the lack of lorazepam
supply in our country, we could not use it as the first choice for
catatonic symptoms in the first period. So, this case report
underlines that lorazepam has a superior effect over diazepam
in our adolescent case with catatonia. In conclusion, this case
report shows that early diagnosis and appropriate intervention
of catatonia reduce the occurrence of severe clinical outcomes

Keywords: Catatonia, Diazepam, Lorazepam
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Amagc: Katatoni motor, biligsel, affektif ve otonomik belirtilerle
karakterize bir noropsikiyatrik sendromdur. Ik basta sadece
sizofreniyle iligkilendirilirken gundmuzde birgok psikiyatrik
hastallk ve durumla birlikte goérdldugu  bilinmektedir.
Benzodiyazepinler ve Elektrokonvulsif tedavi (EKT) glinimuzde
katatoni tedavisinde en yaygin kullanilan ve en etkin ydntemlerdir.
Burada katatoni tanisi ile takip edilen, farkli tedavi yontemleri
denenmesine ragmen lorazepam medikasyonuna dramatik
yanit aldigimiz ergen bir olguyu sunuyoruz.
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Olgu Sunumu: Onyedi yasinda kiz hasta tarafimiza; yeme-icme
reddi, mutizm, negativizm, hipokinezi, depresif duygu durum, 6z
bakimda azalma, anhedoni semptomlari ile bagvurdu. Bagvuru
sonrasinda katotoni tablosu olarak degerlendirilip yatisi yapilan
hastaninruhsaldurummuayenesinde gorlsmeyeisteksizoldugu,
sorulan sorulara israrlara ragmen cevap vermedigi gdzlemlendi.
Uzun sUredir devam eden yeme-icme reddi nedeniyle hasta
kasektik gérinimdeydi. Mutizm nedeniyle; oryantasyon, algi ve
bellek muayenesi yapilamadi, distnce i¢erigi degerlendirileredi.
Alinan ayrintili dykude; tarafimiza basvuru sirasinda var olan
sikayetlerin hastanin bir sene 6nceki sikayetleriyle tamamen
Ortistligu, hastanin bir sene 6nce bu sikayetler ve katotoni
tanisiyla tedavi gérdtgu, lorazepam 2.5 mg/giin ve olanzapin
5 mg/gin medikasyonu ile iki ay iginde iyilik halinin saglandigi
sonrasinda ise medikasyonun kademeli olarak kesildigi bilgisine
ulasildi. Hasta tarafimiza basvurdugunda diazepam 10 mg/gin
tedavisi ile izlenmekteydi oral alima gosterdigi diren¢ nedeniyle
medikasyonu ve beslenmesi nazogastrik sonda araciligiyla
saglanmaktaydi. Gegmis donemdeki faydalanm da gbz énline
alinarak katotoni igin lorazepam baslanmasi distnuldd ancak
Ulkemizde yasanan lorazepam tedarigindeki sorunlar nedeniyle
lorazepam medikasyonuna baglanamadi. Diazepam dozu
15 mg/gun dlzeyine yUkseltildi ancak hastanin durumunda
herhangi bir degdisiklik gdzlemlenmedi. Lorazepam tedarik
edildikten sonra lorazepam 3x2 mg/gin tedavisi bagland.
Takipte hasta birkac gun icinde tedavi ekibinin sorularina tek
kelimelik cevaplar vermeye bagladi, gun i¢inde yataginda
gecirdigi stre azaldi, servis icinde diger hastalarin yaninda
vakit gecirmeye basladi. Tedarik strecindeki sorunlar nedeniyle
lorazepam tedavisi ki hafta sonra kesiimek zorunda kalindi.
Lorazepam tedavisi kesildikten sonra; diazepam tedavisine
basglanmis ve diazepam dozu on gin icinde 30 mg/gin’e
¢cikilmis olmasina ragmen semptomlarda herhangi bir degisiklik
gbzlemlenmedi. Lorazepam tedarigi tekrar saglandiktan sonra;
lorazepam 3x2 mg/gln tedavisine baslandi. Tedavinin ilk haftasi
icinde; hastanin kendiliginden konusmalari basladi, psikomotor
aktivitesi ve konusma miktari belirgin bir sekilde artti.

Tartisma: Katatoni, saglik profesyonellerinin etkili tedavi bilgisine
intiyac duyar. Ulkemizde lorazepam temininde yasanan sikintilar
nedeniyle, olgumuzda lorazepami ilk tercih olarak kullanamadik.
Bu olgu sunumu, lorazepamin katatonik belirtileri olan adolesan
vakamizda diazepama gbére Ustln bir etkiye sahip oldugunu
vurgulamaktadir. Sonu¢ olarak, bu rapor erken tani ve uygun
mudahalenin katatoniyle iliskili ciddi klinik sonuclarin olusumunu
azaltigini gostermektedir

Anahtar Sézciikler: Katatoni, Diazepam, Lorazepam
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Rarely Observed NDUFAF6 Gene Mutation: A Case of Complex |
Deficiency Due to Homozygous VUS Mutation in the NDUFAF6 Gene
Presenting with Meconium Aspiration, Dysmorphism, Hypotonia,
Ichthyosis, Hearing Loss, and Swallowing Difficulty

Nadir Gértlen NDUFAF6 Gen Mutasyonu: NDUFAF6 Geninde Homozigot VUS
Mutasyonu Nedeniyle Komplex 1 Eksikligi iliskili Mekonyum Aspirasyonu,
Dismorfizm, Hipotonisite, iktiyozis, Isitme Kaybi ve Yutma Guicligi Gériilen Bir

Olgu

Buse KARPAT', Halil Tuna AKAR?, Melahat Melek OGUZ!

'Department of Pediatrics, Etlik City Hospital, Ankara, TUrkiye
°Department of Pediatric Metabolism, Etlik City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Mitochondrial diseases are a group of genetic
and metabolic disorders characterized by defects in oxidative
phosphorylation, resulting from mutations in genes encoding
mitochondrial proteins or proteins involved in mitochondrial
function, found in either nuclear DNA (nDNA) or mitochondrial
DNA (mtDNA). The prevalence of mitochondrial diseases
is approximately 10-25 per 100.000 individuals, typically
manifesting in early childhood, often before the age of three.
The NDUFAF6 (ubiquinone oxidoreductase complex assembly
factor 6) gene, located on chromosome 80g22.1, encodes the
NADH protein. This protein plays a crucial role in the activity
of complex | within the mitochondrial electron transport chain.
Mutations in the NDUFAF6 gene have been associated with
mitochondrial complex | deficiency and Leigh syndrome, a
disorder characterized by lesions in the central nervous system
and rapid degeneration of cognitive and motor functions.
This case report presented the case of a 14-month-old male
patient with a history of meconium aspiration, dysmorphism,
hypotonicity, ichthyosis, elevated KCFT, hearing loss and
dysphagia. The patient was diagnosed with complex 1
deficiency with a homozygous VUS mutation in the NDUFAF6
gene.

Case Reports: The patient was referred to the pediatric
metabolism clinic due to a history of meconium aspiration,
transient tachypnea of the newborn, hypotonia, and ichthyosis
requiring neonatal intensive care. The patient was born
via cesarean section at term, weighing 2700 grams, to a
29-year-old primigravid mother. There was a known distant
consanguinity between the parents. The patient had no history of
seizures. Physical examination revealed dolichocephaly, micro-

retrognathia, low-set bilateral ears, microcornea, a high- arched
palate, inverted nipples, clinodactyly, hypotonia, hypoactive
deep tendon reflexes, hypertrichosis of the extremities, and dry,
sclerotic skin. Due to hearing loss, the patient was fitted with
hearing aids, and a nasogastric tube was placed for swallowing
difficulty. The patient required oxygen supplementation via a
nasal cannula due to desaturation in room air. Initial laboratory
tests during the neonatal period revealed LDL of 14 mg/dL,
triglycerides of 262 mg/dL, and ceruloplasmin of 0.09 mg/
dL, with other metabolic panels vyielding normal results.
Transfontanelle and abdominal ultrasounds were normal, while
echocardiography identified a patent foramen ovale (PFO) and
left peripheral pulmonary stenosis (PS). Brain MRI revealed a
focal area with diffusion restriction in the splenium of the corpus
callosum. Over time, the patient developed elevated liver
enzymes, with the most recent tests showing AST at 455 IU/L
and ALT at 659 IU/L. Genetic testing, including chromosomal
microarray analysis and SMN gene analysis, was normal.
Clinical-exome sequencing (CES) identified a homozygous
VUS mutation in the NDUFAF6 gene (NM_152416.4c. 35C>G
p. [Pro12Arg], rs528386463). The patient was diagnosed with
NDUFAF6G-related complex | deficiency, and mitochondrial
cocktail therapy was initiated.

Discussion: Mitochondria are responsible for oxidative
phosphorylation and ATP production. Therefore, mitochondrial
diseases can present with a wide range of phenotypes
depending on the organs affected. Mitochondrial disease should
be considered in patients with multisystem involvement, including
dysmorphism, hypotonia, respiratory distress, swallowing
difficulty, and hearing loss.

Keywords: Complex | deficiency, Mitochondrial diseases,
NDUFAF6 gene mutation
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Amac: Mitokondriyal hastaliklar; nUkler DNA (nDNA) ve
mitokondriyal DNA'da (mtDNA) mitokondriyal proteinleri ya da
mitokondriyal fonksiyonlarda rol oynayan proteinleri kodlayan
genlerdeki mutasyonlar nedeniyle oksidatif fosforilasyonda
gbrulen kusurlarla karakterize, genetik ve metabolik hastalik
grubudur. Mitokondriyal hastaliklar; 10-25/100.000 siklikta
goruldr ve genellikle cocukluk gaginda ilk 3 yasta ortaya c¢ikar.
NDUFAF6 (ubiquinone oxidoreductase complex assembly
factor 6) geni; 8. kromozomun @g22.1 kolunda yer alr ve
NADH proteinini kodlar. Bu protein; mitokondriyal elektron
tasima zincirinde bulunan kompleks 1 aktivitesinde rol oynar.
NDUFAF6 genindeki mutasyonlar; mitokondriyal kompleks 1
eksikligi ve santral sinir sisteminde lezyonlar, bilissel ve motor
fonksiyonlarda hizll dejenerasyon ile karakterize Leigh sendromu
ile iliskilendirilmistir . Bu olguda; mekonyum aspirasyonu dykusu,
dismorfizm, hipotonisite, iktiyozis, KCFT yuiksekKligi, isitme
kaybi, yutma gucligud olan ve NDUFAF6 geninde homozigot
VUS mutasyonu saptanarak kompleks 1 eksikligi tanisi alan 14
aylk erkek hasta sunulmustur.

Olgu Sunumu: Dogumda mekonyum aspirasyonu,
yenidoganin gegcici takipnesi, hipotonisite, iktiyozis nedenleri
ile kivozde kalma OykUsu olan hasta ¢ocuk metabolizma
polikiinigine  ydnlendirildi.  Hastanin 29 vyas annenin ik
gebeliginden sezaryen dogum ile term bebek olarak 2700 gram
dogdugu ve hastanin anne ile babasi arasinda uzaktan akrabalik
oldugu 6grenildi. Hastanin ndbet dykust olmadigr dgrenildi.
Fizik muayenede hastanin; dolikosefalisi, mikro-retrognatisi,
bilateral kulak ¢izgi dUsUklugu, mikrokorneasi, yuksek damagi,
meme uclarinin ice ¢okik (inverted nipple), klinodaktilisi,
hipotonik, DTR’lerinin hipoaktif, extremitelerde hipertrikozisi ve
hastanin cildinin kuru ve sklerotik oldugu saptandi. Hastada
isitme kaybi nedeniyle isitme cihazi, yutma gucligu nedeniyle
NG sonda takillydi. Oda havasinda satlrasyon koruyamayan
hasta oksijen konsantratéru ile nazal oksijen alarak sattrasyon
koruyabiliyordu. Hastanin yenidogan déneminde alinan ilk
tetkiklerinde; LDL 14 mg/dl, trigliserid 262 mg/dl, seruloplazmin
0.09 mg/dl saptanmis ve diger bazal metabolik tetkikler
normal sonuglanmist. Hastanin transfontanel ve abdomen
usg tetkikleri normal sonuclanirken; ekokardiyografisinde PFO
ve sol periferik PS oldugu saptandi. Beyin MRI sonucunda;
korpus kallozum spleniumda difflizyon kisitlamasi gdsteren
fokal alan tespit edildi. Hastanin g6z muayenesi normal olarak
degerlendirildi. Hastanin aralikli bakilan kan tetkiklerinde KCFT
yUksekligi gelisti ve hastanin bakilan son tetkiklerinde AST
455 1U/L, ALT 659 IU/L olarak sonuclandi. Hastanin genetik
tetkiklerinde kromozom mikroarray analizi ve SMN gen analizi
normal saptandi. Hastadan gdnderilen CES’te NDUFAF6
geninde NM_152416.4c. 35C>G p.(Pro12Arg) rs528386463
homozigot VUS mutasyonu saptandi. Hastaya NDUFAFG iligkili
kompleks 1 eksikligi tanisi konularak mitokondriyal kokteyl
baslandi.

Tartisma: Mitokondri; oksidatif fosforilasyon ve ATP sentezinden
sorumludur. Bu nedenle; mitokondriyal hastaliklar etkilenen

organlara bagl olarak c¢esitli fenotipler sergiler. Dismorfizm,
hipotonisite, solunum gucligu, yutma gucligu, isitme kaybi
gibi birden ¢ok sistemi etkilenmis olan hastalarda mitokondriyal
hastaliklar akla gelmelidir.

Anahtar Sozciikler: Komplex 1
hastaliklar, NDUFAF6 gen mutasyonu

eksikligi, Mitokondriyal
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A Rare Cause of Anisocoria: Ipratropium Bromide
Anizokorinin Nadir Bir Nedeni: ipratropium Bromiir

Esra Nur EFE', Ayse YILMAZ CANDAR', Mustafa Oguz KAYNAK?, Nesrin CEYLAN®, Tuba BULUT?, Hande YiGIT?

"Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

?Department of Pediatric Emergency, Ankara Bilkent City Hospital, Ankara, TUrkiye
3Department of Pediatric Neurology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Anisocoria is defined as an asymmetry in pupil size,
which can result from traumatic, pharmacological, inflammatory,
ischemic, or physiological causes. Although anisocoria is often a
benign condition, it can also reflect an underlying serious issue.
It is particularly important to exclude emergency conditions such
as intracranial mass, hemorrhage, aneurysm, or herniation. The
causes of anisocoria include cerebrovascular damage, oculomotor
nerve palsy, Holmes-Adie tonic pupil, pharmacological mydriasis,
pharmacological miosis, Horner’s syndrome, trauma, intraocular
surgery, posterior synechia, uveitis, migraine-type headaches, and
physiological anisocoria. Pharmacologically induced anisocoria is a
rare but benign cause, and one of these is exposure to ipratropium
bromide. We presented a case of sudden-onset anisocoria
following exposure to ipratropium bromide.

Case Reports: A 2-year and 10-month-old male patient was
brought to our clinic in the evening after his mother noticed a
difference in pupil size between his eyes. Upon admission, the
patient’s general condition was good, and vital signs were within
normal limits. A detailed neurological examination revealed that the
direct and indirect light reflexes in the left eye were absent, and
the left pupil was significantly dilated compared to the right.
Other physical and neurological examination findings were
unremarkable. There was no significant medical or family history.
It was learned that the patient had sustained a minor facial
trauma earlier that day. Brain and orbital computed tomography
and diffusion-weighted magnetic resonance imaging were
normal. An ophthalmologist evaluated the fundus as normal.
The patient was consulted to rule out central nervous system
pathologies, and no pathologies were identified. Upon further
questioning for toxic substance exposure, it was discovered
that the patient had played with his grandmother’s ipratropium
bromide inhaler earlier that day, spraying a few puffs onto
his face and inhaling the substance.The patient’s mydriasis
significantly decreased 24 hours after exposure, and he did not
develop any additional symptoms.

Discussion: Anisocoria is generally a benign condition;
however, it can also reflect an underlying issue that may be
more serious and potentially life- threatening. It is particularly
important to exclude emergency conditions such as intracranial
mass, hemorrhage, aneurysm, or herniation. Pharmacologically
induced anisocoria is a rare but benign cause of anisocoria. It
can result from exposure to dilating agents, cycloplegic drugs,
anticholinergic drugs or various plant toxins. Systemically
administered drugs generally cause bilateral mydriasis rather
than anisocoria; however, exposure to one eye or aerosolized
drugs can lead to anisocoria. The differential diagnosis of acute-
onset anisocoria ranges from benign to life-threatening causes.
A thorough history and physical examination can help narrow
down this broad spectrum.lt is crucial to quickly rule out causes
that may lead to morbidity and mortality. Then, the patient
should be assessed for other benign causes. Physicians should
be highly suspicious of drug exposure when investigating the
etiology of anisocoria through a detailed patient history.

Keywords: Anisocoria, Child, Ipratropium bromide
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Amagc: Anizokori, gdzde travmatik, farmakolojik, inflamatuvar,
iskemik veya fizyolojik nedenlerden kaynaklanabilen asimetrik
pupil capi olarak tanimlanmaktadir. Anizokori genellikle benign
bir durumdur ancak altta yatan daha ciddi bir durumu da
yansitabilmektedir. Ozellikle intrakraniyal kitle, kanama, anevrizma
veya herniasyon gibi acil durumlarin oncellikle diglanmasi
gerekmektedir. Anizokorinin nedenleri arasinda serebrovaskuler
hasar, okUlomotor sinir paralizisi, Holmes Adie tonik pupil,
farmakolojik midriazis, farmakolojik miyozis, Horner sendromu,
travma ve intraokUler cerrahi, posterior sinesi, Uveit, migren
tipi bas agrisi, fizyolojik anizkori bulunmaktadir. Farmakolojik
kaynakli anizokori, oldukga nadir gorllen ancak benign seyirli
bir anizokori sebebidir ve bunlardan biri ipratropium bromdar
maruziyetidir. Burada ipratropium bromdr maruziyeti sonrasi ani
gelisen anizokori vakasi bildiriyoruz.
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Olgu Sunumu: iki yas 10 aylik erkek hasta aksam saatlerinde
annesinin ki pupil arasinda boyut farki fark etmesi Uzerine
tarafimiza bagvurdu. Bagvurusunda hastanin genel durumunun
ivi, yasamsal bulgularinin normal sinirlarda oldugu goéruldu. Fizik
muayenede detayll nérolojik muayenesinde sol gbzde direkt
ve indirekt 1sik refleksinin alinamadigi ve sol pupilin saga gore
belirgin dilate gorindimde oldugu goéruldu. Diger fizik muayene
ve ndrolojik muayene bulgularn dogal olarak izlendi. Hastanin
6zgecmisinde ve soygecmisinde Ozellik yoktu. Hastanin
buglin hafif bir cisimle ylzine travma aldigi 6grenildi, hastaya
beyin ve orbitaya yonelik bilgisayarli tomografi ve difflzyon
agirlikll - manyetik rezonans goéruntileme vyapildi, normal
olarak raporlandi. Hastanin g&z hastaliklar tarafindan gdzdibi
muayenesi dogal olarak degerlendirildi. Santral patolojiler
agisindan beyin ve sinir cerrahisi ve ¢ocuk noéroloji béltimlerine
danigildi ve santral sinir sistemi patolojisi distindurecek bulgu
saptanmadi. Hastanin anamnezi toksik madde alimi agisindan
daha da detayll sorgulandiginda hastanin ayni gin &glen
saatlerinde babaannesinin ilaci olan ipratropium bromid inhaler
ile oynadigi ve yUzine birka¢ puff siktigi ve soludugu égrenildi.
Hastanin midriazisi, maruziyetten 24 saat sonra belirgin azaldi,
ek sikayeti olmad.

Tartisma: Anizokori genellikle benign bir durumdur ancak altta
yatan daha ciddi hatta potansiyel olarak 6limcll olabilecek
bir durumu da yansitabilmektedir. Ozellikle intrakraniyal kitle,
kanama, anevrizma veya herniasyon gibi acil durumlarn
oncellikle dislanmasi  gerekmektedir. Farmakolojik kaynakli
anizokori, oldukga nadir gérilen ancak benign seyirli bir anizokori
sebebidir ve dilatasyon yapan ajanlara (nazal vazokonstriktorler,
skopolamin bantlar), sikloplejik ilaglara, antikolinerjik ilaclara
ya da cesitli bitkisel toksinlere maruziyet sonucu ortaya
cikabilmektedir. Genelllikle sistemik alinan ilaglar anizokoriden
ziyade bilateral midriazise neden olmakta ancak tek gbdze
maruziyeti olan ya da aerosol yolla uygulanan ilaglar sonucu
anizokoriye de neden olabilmektedir. Akut baslangicli anizokori
ayiricl tanisi benign sebeplerden hayati tehdit edici sebeplere
kadar genis bir yelpazeden olusmaktadrr. lyi bir dyki ve fizik
muayene ile bu genis yelpaze sinirlandiriabilir ve gereksiz tetkik
ve tedavi maliyetlerinin 6ntine gegilebilir. Anizokori ile basvuran
hasta degerlendirilirken dncelikle morbidite ve mortaliteye neden
olabilecek sebepler hizli bir sekilde dislanmalidir. Daha sonra diger
benign nedenler acisindan hasta degerlendiriimelidir. Anizokori
etyolojisinin arastirmasinda hekimler hastadan detayll 6yku alarak
ilag maruziyeti hakkinda ytksek derecede stpheci davranmalidrr.

Anahtar Sézciikler: Anizokori, Cocuk, ipratropium bromdir
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Newborn Period Inguinal Hernia: Left Ovary Sliding Hernia
Yenidogan Déneminde inguinal Herni: Sol Over Sliding Herni

Stley COBANOGLU, Hande YIGIT, irem AKBAS, Elif Emel ERTEN

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Inguinal hernia is a condition characterized by the
protrusion of intra-abdominal contents through a defect in the
abdominal wall in the lower groin area. A strangulated hernia
(incarceration) refers to a situation where the contents cannot
be manually reduced. Clinically, it is used for hernias that present
with symptoms (vomiting, pain, ileus) due to contents trapped
in the canal. Approximately 5-40% of incarcerated hernias
require emergency surgical intervention. Even if the hernia is
reduced, patients should be closely monitored due to the risk
of irreversible circulatory impairment of the herniated structure
(leus, intestinal perforation, ovary/testis ischemia). This study
presented the case of a 15-day-old patient diagnosed with left
ovarian sliding hernia.

Case Reports: A female patient, whose mother noticed
swelling in the left groin on the 15" postnatal day, was brought
to our newborn clinic. She had no other complaints. It was learned
that she was born via normal spontaneous vaginal delivery at 38+2
weeks of gestation, weighing 3100 grams, and was discharged
home on the same day without any problems during birth or
afterward. There were no significant features in the patient’s
personal or family history. On physical examination upon admission,
the patient was in good general condition, active, and feeding
well. A 1x1 cm firm and tender swelling, without color change,
was noted in the left inguinal region. Vital signs were stable. Given
the suspicion of surgical pathologies, the patient’s oral intake was
restricted, and intravenous access was established for hydration.
On ultrasound examination, a non-reducible left ovary sliding hernia
was observed with preserved vascularity. The patient was admitted
to the pediatric surgery department for further management.
Following diagnosis of a left ovary sliding hernia, a herniorrhaphy
was performed. The patient was discharged in good health after a
three-day hospital stay.

Discussion: Indirect inguinal hernia is one of the most common
congenital anomalies in children. Approximately 15-20% of inguinal
hernias in girls contain ovarian tissue. The presence of the ovary
within the hernia sac disrupts anatomical structures and poses

risk factors such as torsion and infertility. Although non-reducible
ovarian hernias do not significantly impede blood flow, the torsion
rate ranges from 2-33%. Early surgical repair of non-reducible
hernias is crucial for preventing mortality and morbidity, even if
patients are asymptomatic.

Keywords: Herniectomy, Inguinal Hernia, Ovary, Reduction
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Amac: Kasik fitidi, alt kasik bélgesinde gorulen ve intraabdominal
icerigin karin 6n duvarindan digan fitklasmasi ile karakterize bir
durumdur. Inkarserasyon (sikismis fitik), fitk iceriginin manuel
olarak geri itlemedigi, Klinik olarak kusma, karin agrnsi gibi
semptomlarla ileus tablosu olusturabilen durumu ifade eder.
Sikismis fitiklarin %5-40"1 acil cerrahi midahale gerektirebilir.
Fitik rediUkte edilse bile, fitklasan yapinin dolasiminda geri
dénussUz bozulma ihtimali (ileus, bagirsak perforasyonu, over/
testis iskemisi) géz 6nUnde bulundurularak hastalar dikkatle
izlenmelidir. Bu ¢alismada sol over sliding herni tanisi alan 15
gunlUk bir hasta sunulmustur.

Olgu Sunumu: Postnatal 15. glininde annesi tarafindan sol
kasiginda sislik farkedilen kiz hasta yenidogan poliklinigimize
getirildi. Oykisiinde ek sikayeti yoktu. Normal spontan vajinal
yol ile 38+2 haftallk, 3100 gram dogdugu ve dogumda ve
sonrasinda herhangi bir sikintisi olmayan hastanin eve ayni
gUn taburcu edildigi 6grenildi. Hastanin 6zgecmisinde ve soy
gecmisinde belirgin bir &zellik yoktu. Basvuru fizik muayenesinde
genel durumu iyi, aktif, beslenmesi iyi, vital bulgular stabil olan
hastanin sol inguinal bdlgesinde 1x1 cm ¢apinda ele gelen,
renk degisikliginin eslik etmedigi sert ve palpasyonla hassas
olan siglik mevcuttu. Cerrahi patolojiler 6n planda dustntlen
hastanin orali kapatlarak damar yolu acildi, hidrate edildi.
Hastanin bakilan tetkiklerinde yUzeyel ultrasonografisinde
kanlanmasi korunan, redikte olmayan, sol over sliding herni
ile uyumlu gdéruntm izlendi. Hasta ¢ocuk cerrahisi bolimune
danigilarak yatigl yapildi. Takibinde sol over sliding herni tanisi
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alan hastaya herniektomi uygulandi. 3 gunlik servis yatisinin
ardindan sifa ile taburcu edildi.

Tartisma: indirekt inguinal herni cocuklarda en sik gériilen
konjenital anomalilerden biridir. Kizlarda gérilen inguinal hernilerin
yaklasik %15-20’si over dokusu icermektedir. Overin herni kesesi
icine gegcmesi anatomik yaplyl bozarak over torsiyonu ve buna
bagl ileri dénemde infertilite riski olusturmaktadi. RedUkte
olmayan over herniasyonlari kan akimini engelleme yontnden
blyUk bir risk olusturmamasina ragmen torsiyon orani %2-%33
arasindadir. Hastalar asemptomatik olsa bile redikte olmayan
hernilerde erken cerrahi onanm mortalite ve morbiditelerin
Onlenmesi agisindan oldukga énemlidir.

Anahtar Sodzciikler: inguinal Herni, Over, Rediksiyon,
Herniektomi
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Nager Type Acrofacial Dysostosis: Diagnhosis, Management, and

Follow-Up

Nager Tipi Akrofasiyal Disostoz: Tani, Yénetim ve izlem

Aycanur AY, Halil ibrahim YAKUT, Ozge AGLAMIS SENEL

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Nager type acrofacial dysostosis is an extremely
rare genetic disorder characterized by craniofacial and extremity
deformities resulting from developmental abnormalities of the
first and second branchial arches. It was first described in
1948 by Felix Robert Nager and Jean Pierre de Reynier. The
responsible gene, SF3B4, was identified in 2012. Although the
true incidence is unknown, approximately 100 cases have been
reported in the literature. Most cases are sporadic, but families
with autosomal dominant and recessive inheritance patterns
have also been documented. Common craniofacial findings
include malar hypoplasia, downward slanting palpebral fissures,
lower eyelid coloboma, cleft palate, low-set dysplastic ears,
and external auditory canal atresia. Extremity findings include
radius aplasia/hypoplasia, aplasia/hypoplasia of the thumb,
and triphalangeal thumb. Intelligence is generally preserved.
Severe airway obstruction is a major cause of morbidity and
mortality; early intervention with tracheostomy is necessary.
Here, we presented a case of a newborn diagnosed with typical
Nager syndrome characterized by craniofacial and extremity
deformities.

Case Reports: A male patient, born to a 33-year-old mother
in her first pregnancy, was delivered by cesarean section at 33
weeks of gestation, weighing 2470 grams, with intrauterine
growth restriction (IUGR). His Apgar score was evaluated as
5/7 at birth. The infant was admitted to the neonatal intensive
care unit due to low oxygen saturation and suspected choanal
atresia. There was no known family history of genetic disorders.
Physical examination revealed downward slanting palpebral
fissures, zygomatic bone hypoplasia, mandibular hypoplasia,
retrognathia, bilateral microtia, and external auditory canal
atresia. Direct radiographs showed left radius hypoplasia and
bilateral thumb agenesis. The lower extremities were hypotonic,
and deep tendon reflexes were found to be weak. The patient
was intubated on the first postnatal day due to respiratory
distress. He was monitored by the departments of Pediatric
Genetics, ENT, Ophthalmology, and Orthopedics due to his

syndromic appearance and craniofacial anomalies. Nager
syndrome was considered based on craniofacial findings and
radiological data. Chromosomal analysis revealed a normal
karyotype; a heterozygous pathogenic variant was identified
in the SF3B4 gene sequencing analysis. Segregation analysis
was normal. On the 24th postnatal day, tracheostomy and
gastrostomy were performed. The patient had multiple hospital
admissions due to recurrent pneumonia. Surgical plans are in
place from pediatric surgery and plastic surgery. Our patient
is receiving physical and occupational therapy support and is
being closely monitored by developmental pediatrics.

Discussion: Nager syndrome is an acrofacial dysostosis
characterized by typical facial features accompanied by preaxial
extremity findings. A multidisciplinary approach for monitoring
the patient, determining the treatment plan, and developmental
follow-up is critical. Reporting more cases like this will contribute
to the understanding and management of Nager syndrome.

Keywords: Acrofacial Dysostoses, Nager Syndrome
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Amac: Nager tipi akrofasiyal disostoz, 1. ve 2. brankiyal arklarin
gelisimsel bozuklugu sonucu olusan kraniyofasiyal ve ekstremite
deformiteleriile karakterize son derece nadir bir genetik hastaliktir.
ilk olarak 1948’de Felix Robert Nager ve Jean Pierre de Reynier
tarafindan tanmlanmisti. Sorumlu gen, 2012 yilinda SF3B4
olarak belirlenmistir. Gercek insidansi bilinmemekle birlikte,
literatUrde yaklasik 100 olgu bildirilmistir. Cogu olgu sporadik
olup, otozomal dominant ve resesif kalitim izlenen aileler de
bulunmaktadir. Olgularda siklikla malar hipoplazi ve asagi egilimli
palpebral fissurler, alt gbz kapagl kolobomu, yarik damak,
dustk yerlesimli displastik kulaklar ve dis kulak kanali atrezisi
gibi kraniyofasiyal bulgular gorultr. Ekstremite bulgular arasinda
radius aplazi/hipoplazisi, el basparmak aplazisi/hipoplazisi ve
trifalangeal basparmak yer alir. Zeka genellikle korunmaktadir.
Siddetli hava yolu tikanikidi, morbidite ve mortalitenin baglica
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nedenidir; trakeostomi ile erken mudahale gereklidir. Burada, tipik
Nager sendromu kraniyofasiyal ve ekstremite deformitelerine
sahip yenidogan déneminde tani alan bir olgu sunulacaktir.

Olgu Sunumu: Otuzic¢ yasindaki annenin 1. gebeliginden
dogan erkek hasta, 37. haftada intrauterin blyUme kisitliligi
(IUGR) ile, 33. haftaya uyumlu, sezaryen dogumla 2470 gram
olarak dtnyaya geldi. Dogumda Apgar skoru 5/7 olarak
degerlendirildi. Bebek, saturasyon dusukligu ve koanal atrezi
stphesiyle yenidogan yogun bakim Unitesine yatirildi. Ailede
bilinen genetik hastalk 6ykist yoktu. Fizik muayenede,
asagl egilimli palpebral fisstrler, zigomatik kemik hipoplazisi,
mandibuler hipoplazi, retrognati, bilateral mikroti ve dis kulak
yolu atrezisi gozlemlendi. Direkt radyografilerde sol radius
hipoplazisi ve bilateral el basparmak agenezisi saptandi. Alt
ekstremiteler hipotonik olup, derin tendon refleksleri zayif olarak
bulundu. Postnatal 1. giinde solunum sikintisi nedeniyle entlbe
edildi. Sendromik gdérinimu ve kraniyofasiyal anomalileri
nedeniyle Cocuk Genetik, Kulak Burun Bogaz, G6z Hastaliklari,
Ortopedi bolumlerince takibe alindi. Kraniyofasiyal bulgular ve
radyolojik verilerle Nager sendromu dustnuldt. Kromozom
analizi normal karyotip saptandi; SF3B4 gen dizilimi analizinde
heterozigot patojenik varyant bulundu.Yapilan segregasyon
analizi normal saptandi. Postnatal 24. ginde trakeostomi ve
gastrostomi yapildi. Tekrarlayan pndmoni nedeniyle hastaneye
yatiglan oldu. Cocuk cerrahisi ve plastik cerrahiden operasyon
planlari mevcut olan hasta, fizyoterapi ve ergoterapi destegi
almakta ve gelisimsel pediatri tarafindan takip edilmektedir.

Tartisma: Nager sendromu, tipik fasiyal 6zelliklerle preaksiyel
ekstremite bulgularnin eglik ettigi bir akrofasiyal dizostozdur.
Hastanin multidisipliner bir yaklasimla izlienmesi, tedavi planinin
belirlenmesi ve gelisimsel takibi agisindan kritik dneme sahiptir.
Bu tdr vakalarin daha fazla bildirilmesi, Nager sendromunun
anlasiimasina ve ydnetimine katki saglayacaktir.

Anahtar Soézciikler: Akrofasiyal dizostozisler,Nager sendromu
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Magnesium Sulfate Induced Anaphylaxis
Bir Vaka Nedeniyle Magnezyum Anafilaksisi

Ezgi Selin DOGAN', Necip Fazil ERSOY', Aycanur AY2, Halil ibrahim YAKUT?

"Faculty of Medicine, Yildinm Beyazit University, Ankara, TUrkiye
2Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Allergic reactions, particularly during childhood,
are significant health issues that can lead to life-threatening
situations such as anaphylaxis. This case report aimed to
contribute to the literature by presenting a 3-year-old male
patient with known multiple food allergies and a prednisolone
allergy who developed anaphylaxis following magnesium sulfate
infusion upon admission to the emergency department.

Case Reports: The patient, a 3-year-old boy with a history
of multiple food allergies (milk and dairy products, beef, eggs,
nuts, strawberries) and a prednisolone allergy, presented in
June with respiratory distress. He had received salbutamol
inhaler treatment for three days at an outside facility but did not
show improvement in his respiratory symptoms. Consequently,
he was referred to the Pediatric Intensive Care Unit at Ankara
Bilkent City Hospital for further evaluation. Upon arrival, the
patient was monitored with non-invasive ventilation and later
received high-flow nasal cannula oxygen therapy (1.5 L/kg). An
adrenaline inhaler was administered; however, due to increased
agitation and worsening respiratory distress, a tryptase level
could not be measured. Given the patient’s known allergy
to prednisolone, magnesium sulfate was administered for
respiratory support. Shortly after starting the infusion, the
patient developed coughing, cyanosis, and desaturation,
which were evaluated as magnesium anaphylaxis, leading to
intramuscular adrenaline administration. Upon auscultation,
wheezing was noted, confirming the diagnosis of magnesium-
related anaphylaxis.

Discussion: This case highlights the necessity of caution in the
management of patients with multiple food allergies and known
prednisolone allergies. The patient’s progression of respiratory
distress, agitation, and subsequent cyanosis and desaturation
underscore the rapid escalation that allergic reactions can
entail. The anaphylactic symptoms following magnesium sulfate
administration emphasize the importance of considering allergy
history and potential triggers during treatment. Such cases

remind us of the critical nature of anaphylaxis management
in emergency medicine, where prompt intervention can be
lifesaving.

Keywords: Anaphylaxis, Magnesium Sulfate
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Amac: Alerjik reaksiyonlar, 06zellikle g¢ocukluk doéneminde
karsllasilan ciddi saglik sorunlariarasinda yer almakta ve anafilaksi
gibi hayati tehlike arz eden durumlarla sonuglanabilmektedir. Bu
olgu, bilinen ¢oklu besin alerjileri ve prednol alerjisi bulunan 3
yasindaki bir erkek hastanin acil servise getirildiginde MgSO4
inflzyonu sonrasinda anaflaksi gelismesi Uzerine literatlre katki
saglamak amaciyla sunuldu.

Olgu Sunumu: Onceden bilinen ¢oklu besin alerjisi (st ve sit
Urdnleri dana eti yumurta kuruyemis cilek) ve prednol allerjisi
olan 3 yasindaki erkek hasta haziran ayinda solunum sikintisi
ile basvurdu. Hastanin dis merkezde 3 gitin salbutomol inhaler
tedavisi aldigi 6grenildi. Hastanin rezervuar maske ile solunum
sikintisinin gerilememesi Uzerine hasta Ankara Bilkent Sehir
Hastanesi Pediatri yogun bakim Unitesine sevk edildi. Hasta
noninvaziv ventilasyonda izlendikten sonra high flow nasal
kantlle (1.5 It/kg) oksijen tedavisine alindi. Hastaya adrenalin
inhaler verildi. Hasta ajitasyonu ¢ok arttigi ve solunum sikintisina
girdigi icin triptaz gdnderilemedi. Hastanin bilinen prednol alerjisi
oldugu icin solunumu igin magnezyum sulfat verilirken inflzyon
baslandiktan sonra OksUrme, morarma ve desatlrasyon
gelismesi Uzerine magnezyum anafilaksisi olarak degerlendirildi
ve kas i¢i adrenalin uygulandi. Hastanin dinlemekle var olan
ronkUsleri duyuldu. Hasta magnezyuma bagli anafilaksi olarak
kabul edildi.

Tartisma: Bu olgu, ¢oklu besin alerjisi ve bilinen prednol alerjisi
olan hastalarin tedavi sureclerinde dikkatli olunmasi gerektigini
gbstermektedir. Hastanin gelisinde yasanan solunum sikintisi,
gjitasyon ve sonrasindameydanagelen morarmaile desattirasyon,
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alerjik reaksiyonlarin hizla ilerleyebilecegini ortaya koymaktadirr.
Magnezyum sUifat kullanminin - ardindan  gelisen anafilaktik
bulgular, tedavi strecinde alerji gecmisinin ve olasi tetikleyicilerin
g6z dnunde bulundurulmasinin énemini vurgulamaktadir. Bu tdr
vakalar, acil tip pratiginde anaflaksi yonetiminin ne denli kritik
oldugunu ve hizl midahalenin hayat kurtarici olabilecegini bir kez
daha hatirlatmaktadirr.

Anahtar Sézciikler: Anafilaksi, Magnezyum stilfat
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Glucose-Galactose Malabsorption as a Rare Case
Glukoz-Galaktoz Malabsorbsiyonu Olan Nadir Bir Olgu

Esra BEDIR, Tezcan OZBAY, Nazmiye Nilgiin KARADAG

Department of Pediatrics, Dr Behcet Uz Pediatrics and Surgery Training and Research Hospital, University of Health Sciences, izmir, Tiirkiye

ABSTRACT

Objective: Glucose-galactose malabsorption is a very
rare disease with an autosomal recessive inheritance. It is
characterized by selective insufficiency in the absorption of
dietary glucose and galactose from the intestine. Glucose-
galactose malabsorption is separated from substitutes in the
SGLT1 (sodium-glucose transporter 1) gene. If oral glucose
and galactose intake continues, severe osmotic type diarrhea
and dehydration can lead to death. This case report describes
a patient who did not respond to a lactose-free and fully
hydrolysed formula and whose diarrhoea improved after feeding
only a galactose-free formula .

Case Reports: The male baby, born at the 40" gestational week
with weighing 3130 grams, was treated for acute gastroenteritis
at an external center for 4 days on the 4. postnatal day. Then,
on the 11" postnatal day, the patient was admitted to our
hospital with diarrhea, inability to urinate, inability to feed, and
weight loss. He was admitted to the neonatal intensive care unit
with preliminary diagnoses of acute gastroenteritis, congenital
diarrhea, hypernatremic dehydration, and prerenal acute
renal failure. During pregnancy, the mother used fosfomycin
due to urinary tract infection. There is consanguinity between
the parents. On physical examination, the patient’s body
weight was 2620 g (<3p), height was 50 cm (10-50 p), head
circumference was 33.5 cm (10 p), there was a 16.5% weight
loss compared to birth weight and he was severely dehydrated.
There was metabolic acidosis in the blood gas. The patient’s
enteral nutrition was discontinued and intravenous fluid support
was given. In the non-peroral follow-up, it was observed
that the diarrhea had regressed. After starting to be fed with
lactose-free formula, the patient had diarrhea again and enteral
feeding was stopped again. Stool electrolytes were sent and
the gap was calculated as 215. It was evaluated as osmotic
diarrhea and stool tests for osmotic diarrhea, stool reducing
substance and stool sugar chromatography were sent. The
patient was consulted to the pediatric metabolism and pediatric
gastroenterology  departments, and  glucose-galactose
malabsorption was primarily considered. The patient’s enteral

feeding was restarted with galactose-free formula. The patient
started to pass stool after being fed with formula that did not
contain glucose and galactose. A genetic panel for congenital
glucose-galactose malabsorption was sent from the patient.

Discussion: In cases of watery and acidic chronic diarrhoea that
manifests in the neonatal period and fails to respond to lactose-
free and fully hydrolysed formula, the diagnosis of congenital
glucose-galactose malabsorption should be considered. It is
important to inquire about consanguineous marriage and family
history, as this information can assist in making an accurate
diagnosis. While genetic examination can be conducted to
identify the genes associated with the disease, the presence
of a galactose-free formula response in the patient may serve
as a diagnostic indicator. It is crucial to recognise that life-
threatening complications can be prevented and normal growth
and development can be achieved in these patients with early
diagnosis and treatment.

Keywords: Glucose - Galactose malabsorption

0z

Amagc: Glukoz-galaktoz malabsorpsiyonu (GGM) oldukca
nadir gorulen ve otozomal resesif gecis gosteren bir hastaliktr.
Diyet ile alnan glukoz ve galaktozun barsaktan emiliminde
selektif yetmezlik karakteristiktin. GGM, SGLT1 (sodyum-glukoz
taslyicisi 1) genindeki mutasyonlardan kaynaklanir. Oral glukoz
ve galaktoz alimi devam ederse olusan agir osmotik tipte diyare
ve dehidratasyon &élumle yol agabili. Bu olguda laktozsuz ve
tam hidrolize mamalara yanit vermeyen, sadece galaktozsuz
mama ile beslenme sonrasi ishali dlzelen bir olgu sunumu
anlatimaktadir.

Olgu Sunumu: Kirkinci gestasyonel haftada 3130 gram olarak
dogan erkek bebegin, postnatal 4. guninde dis merkezde
akut gastroenterit nedeniyle 4 gun tedavi gérdigu dgrenildi.
Ardindan postnatal 11. gununde ishal, idrar yapamama,
beslenememe, kilo kaybi ile hastanemize basvuran hasta; akut
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gastroenterit, konjenital ishal, hipernatremik dehidratasyon,
prerenal akut bdbrek yetmezIigi 6n tanilar ile yenidogan yogun
bakim Unitesine yatirildi. Gebelikte anne, idrar yolu enfeksiyonu
nedeniyle fosfomisin kullandigini belirtti. Anne baba arasinda
akrabalk mevcuttu. Hastanin fizik muayenesinde vicut
agirhgnin 2620 gr (<3 p), boyunun 50 cm (10-50 p), bas
gevresinin 33.5 cm (10 p) oldugu, dogum agiridina gére %16.5
kilo kaybr bulundugu ve agrr dehidrate gdrinimde oldugu
saptandi. Kan gazinda metabolik asidozu mevcuttu. Hastanin
enteral beslenmesi kesilerek intravendz mayi destegi verildi.
Non- peroral izleminde ishalinin geriledigi goérildu. Laktozsuz
mama ile beslenmeye baslandiktan sonra tekrar ishali olan
hastanin enteral beslenmesi tekrar kesildi. Gaita elektrolitleri
gonderildi ve gap 215 olarak hesaplandi. Osmotik ishal olarak
degerlendirilen hastadan osmotik ishale yonelik gaita tetkikleri
olan gaitada redUktan madde ve gaita seker kromatografisi
gonderildi. Cocuk metabolizma ve cocuk gastroenteroloji
pboélimlerine danigilan hastada 6n tanida glukoz-galaktoz
malabsorbsiyonu disunuldd. Hastanin enteral beslenmesine
galactomin 19 mama ile tekrar baslandi. Hasta, glukoz ve
galaktoz icermeyen mama ile beslenme sonrasinda forme
gaita yapmaya bagladi. Hastadan konjenital glukoz- galaktoz
malabsorbsiyonuna yonelik genetik test paneli gonderildi.

Tartisma: Yenidogan ddneminde baslayan sulu ve asidik
kronik ishalli olgularda laktozsuz ve tam hidrolize mamaya yanit
alinamiyorsa konjenital GGM tanisi akla gelmelidir. Taniya yardimci
olacagi icin akraba evliligi ve aile dykust mutlaka sorgulanmalidir.
Genetik inceleme hastalikla iliskili gen haritasinin gikarilabilmesi
acisindan yapilabilmekle birlikte hastada galaktozsuz mama
yanitinin - olmasi tanyr dogrulayabilmektedir. Erken tani ve
tedavi ile bu hastalarda yasami tehdit eden komplikasyonlarin
Onlenebilecedi ve normal blytme ve gelismenin yakalanabilecegi
akilda tutulmalidir.

Anahtar Soézciikler: Glukoz-Galaktoz Malabsorbsiyonu
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Foreign Body Aspiration in a Patient with Acute Bronchiolitis
Akut Bronsgiyolit Tablosuyla Gelen Hastada Yabanci Cisim Aspirasyonu

Ozgenur DIRIK, Bengti HAKBILEN, Cigdem Elif OZTEMEL, Furkan KALAYCI, Metin YiGIT

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Foreign body aspiration is a significant issue that
results in recurrent pneumonia, lung damage, and respiratory
failure. It is particularly common in the pediatric population
and is among the causes of sudden infant death. The main
symptoms of aspiration include coughing, wheezing, stridor,
hoarseness, tachypnea, and cyanosis. Although it shares
clinical similarities with respiratory tract infections, a detailed
history, careful physical examination, and advanced imaging
techniques are crucial for differential diagnosis. Treatment
for foreign body aspiration is an emergency. If left untreated,
serious complications, including death due to respiratory
distress, can occur. The objective of this study was to reiterate
the necessity of considering the possibility of foreign body
aspiration in patients exhibiting symptoms of acute bronchiolitis
and to elucidate the significance of prompt intervention in
appropriate cases.

Case Reports: A one-year-and-15-day-old male patient,
with no known illnesses and no continuous medication use,
presented to a family physician with complaints of cough,
wheezing, and sputum for one week. Oral amoxicillin-
clavulanate was prescribed. However, as the symptoms did not
improve under antibiotic treatment, and fever (38°C), vomiting,
and fatigue developed over the past two days, the patient
was referred to our clinic. On initial physical examination, the
patient exhibited bilateral coarse secretory rales, wheezing,
tachypnea, subcostal retractions, and an oxygen saturation
of 93%. The patient was admitted to intensive care for close
monitoring. A chest X-ray revealed paracardiac infiltration on
the right side. Blood gas analysis showed normal levels of PaO2
(66.5 mmHg) and PaCO:z (22.2 mmHg). The patient, initially
assessed with a preliminary diagnosis of bronchiolitis, was
started on inhaled salbutamol and ipratropium bromide, along
with oxygen support delivered at 10-12 L/min via a reservoir
mask. Follow-up chest X-rays revealed air trapping on the right
side. Suspecting foreign body aspiration clarithromycin was
started on the recommendation of a pediatric pulmonologist.

After further evaluation by pediatric surgery, due to increased
aeration observed in the right lung on chest X-ray, bronchoscopy
was performed with a suspicion of foreign body aspiration. The
procedure revealed three peanut fragments lodged in the right
middle lobe, along with granulation tissue. Following treatment,
the patient’s cough, wheezing, and coarse rales subsided, and
oxygen saturation levels stabilized between 98-100% without
the need for supplemental oxygen. The patient, whose general
condition improved and no longer required oxygen therapy,
was discharged and continues to be followed on an outpatient
basis in a healthy condition.

Discussion: Daily physical examinations and vital signs were
closely monitored, and oxygen support was provided under
appropriate conditions. The patient and family were informed
about the risks of complications, morbidity, and mortality related
to the procedure. After the procedure, the patient’s clinical
condition improved, and he was discharged without needing
further oxygen support. Early detection of foreign body aspiration
is crucial in preventing mortality and morbidity.

Keywords: Bronchiolitis, Bronchoscopy, Chest X-ray, Foreign
body aspiration, Pediatrics , Tachypnea
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Amac: Yabanci cisim aspirasyonu tekrarlayan pnémoni, akciger
hasari ve solunum yetmezIligi ile sonuglanan énemli bir sorundur.
Ozellikle cocuk poplilasyonunda sik gorlir ve ani cocuk dlimi
sebepleri arasinda yer alr. OksurUk, hinltili solunum, vizing, ses
kisiklidl, takipne, siyanoz aspirasyonun ana semptomlandir.
Klinik agidan solunum yolu enfeksiyonu ile benzerlik gosterse
de detayll anamnez, dikkatli fizik muayene ve ileri gorunttleme
ayirici tanida yardimeidir. Yabanci cisim aspirasyonu tedavisi
acildir. Tedavi edilmeyen olgularda solunum sikintisina bagl éltm
dahil ciddi komplikasyonlar gelisebilir. Bu bildirinin amaci akut
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bronsiyolit tablosu ile gelen hastalarda yabanci cisim aspirasyon
sUphesinin akilda tutulmasi gerektigini hatirlatmak, gerekli
vakalarda erken mudahelenin dnemini agiklamaktir.

Olgu Sunumu: Bir yas 15 gunlik bilinen bir hastaligi ve surekli
kullandigr ilag olmayan saglikli erkek hastanin; bir haftadir olan
Oksurtk, hinltii solunum ve balgam sikayeti ile aile hekimine
basvurdugu ve oral amoksisilin klavulonat recete edildigi
ogrenildi. Antibiyotik kullanimi altinda sikayetleri gerilemeyen
hasta iki gindir 38 derece olan ates, kusma ve halsizlik
sikayetleri baglamasi nedeniyle tarafimiza basvurdu. Hastanin ilk
fizik muayenesinde bilateral sekretuar kabaraller, vizing, takipne,
subkostal c¢ekilmeleri olmasi ve oksijen satUrasyonunun 93
olmasindan dolay hasta yogun bakimda izleme alindi. Cekilen
akciger grafisinde sag tarafta parakardiyak infiltrasyon goruldu.
Alinan kan gazinda PaOz degeri 56.5 mmHg ve PaCO: seviyesi
22.2 mmHg seklinde normal izlendi. Bronsiyolit 6n tanisi ile
degerlendirilen hastaya inhaler salbutamol ve ipratropium
bromur tedavileri baslandi ve rezervuarll maske ile 10-12 It/
dk’dan oksijen destegi verildi. Hastanin servis takibinde gordlen
kontrol akciger grafisinde sag tarafta hava hapsi saptandi.
Yabanci cisim aspirasyon dusunulen hastaya ¢ocuk gogus
hastaliklari uzmani 6nerisiyle klaritromisin baglandi. Gocuk
cerrahisi tarafindan degerlendirilen hastanin akciger grafisinde
sagda havalanma artigi ile yabanci cisim aspirasyonu suphesi
ile bronkoskopi islemi yapildi. Islem sonucunda akciger sag
orta lobdan 3 parcall fistik pargasi cikarildi ve grantlasyon
dokusu goruldu. Takibinde oksurdk, hinftili solunum ve kaba
ralleri gerileyen hastanin oksijensiz sattrasyon degeri %98-100
bandinda seyretti. Oksijen desteksiz ve genel durumu iyi olarak
taburcu edilen hasta ayaktan saglikli olarak izlenmektedir.

Tartisma: Hastanin gunlik fizik muayene ve vital bulgular
yakindan takip edildi, oksijen destegi uygun kosullarda saglandi.
islemin komplikasyonlar, morbidite ve mortalite riskleri hakkinda
aileye bilgi verildi. islem sonrasi klinik durumu iyi, oksijen ihtiyaci
olmayan hasta taburcu edildi. Yabanci cisim aspirasyonu erken
tespiti hastanin mortalite ve morbiditesinin  engellenmesinde
Onemlidir.

Anahtar Sozciikler: Bronsiyolit, Bronkoskopi, Akciger Grafisi,
Yabanci cisim aspirasyonu, Gocuk, Takipne
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West Syndrome Accompanying Down Syndrome
Down Sendromuna Eslik Eden West Sendromu

Miimine RAMAZANOGLU, Merve KUGUKOGLU KESER, Halil ibrahim YAKUT

Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, TUrkiye

ABSTRACT

Objective: The prevalence of epilepsy in Down syndrome
has been reported to be between 5-13%. The most common
epileptic syndrome observed in infants with Down syndrome
is West syndrome. Conversely, Down syndrome accounts
for 3-5% of patients with West syndrome. West syndrome is
associated with a poor prognosis in most children. The aim of
this study was to describe the clinical features of infant with
Down syndrome accompanied by West syndrome and to
evaluate its effects on brain development.

Case Reports: A 5-month-old infant was admitted to our
hospital due to myoclonic seizures occurring 3-4 times a
day, each lasting 3-4 minutes. The patient was born at 39+6
weeks gestation with a weight of 3400 grams, was genetically
diagnosed with Down syndrome at 4 months of age. Physical
examination revealed a hypotonic appearance, weak muscle
strength and the ability to hold the head at shoulder level. An
electroencephalogram (EEG) showed multiple hypsarrhythmias,
leading to a diagnosis of West syndrome associated with Down
syndrome. He was treated with topiramate and vigabatrin,
and the seizures were disappeared after using vigabatrin. At
12 months of age, a follow-up EEG indicated the persistence
of hypsarrhythmic patterns. Consequently, the patient was
treated with six doses of ACTH, after which the EEG showed
a disappearance of hypsarrhythmic patterns. As a result,
vigabatrin was reduced and eventually discontinued. A follow-
up physical examination at this time revealed improved head
control and the onset of social responses. At 13 months of
age, the patient was hospitalized due to respiratory distress
and was diagnosed with aspiration pneumonia. The patient
was monitored for pneumonia and sepsis. At 14 months of
age, an MRl revealed mild thinning of the brainstem structures,
the basal cisterns and the extraaxial CSF spaces in anterior
adjacent areas of both cerebellar hemispheres and the 3 and
lateral ventricles, hemispheric cortical sulci were slightly wider
than normal due to atrophy. A significant CSF space was noted
around the bilateral optic nerve sheaths. Mild volume loss was

observed in the cerebral white matter secondary to atrophy,
and T2A-FLAIR hyperintense signal intensity changes were
noted in the bilateral peritrigonal posterior supraventricular deep
white matter (these changes may be related to the myelination
process or gliosis). T2A-FLAIR mild hyperintense signal
intensity changes were noted in the bilateral globus pallidus,
thalami, and both cerebral peduncles-mesencephalon, and
mild diffusion restriction was observed on diffusion-weighted
imaging. At 18 months of age, vigabatrin was discontinued,
and treatment with topiramate and eutyrox continues. The
patient is also being monitored for congenital hypothyroidism,
hearing loss in the left ear, and recurrent urinary tract infections.
A renal ultrasound was normal.

Discussion: The effects of West syndrome are only observed
within a limited timeframe, and preventing these adverse effects
can significantly alter the course of infantile epilepsy. This case
study aimed to raise awareness of West syndrome in individuals
with Down syndrome, thereby reducing the time to diagnosis
and the delay in treatment. This is crucial for improving the quality
of life for children. Additionally, this information facilitates the early
detection and rapid management of neurological complications.

Keywords: Down syndrome, West syndrome
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Amac: Down sendromunda epilepsi prevalansi %5-13 arasinda
bildirilmistir. Down sendromlu bebeklerde en sik gorilen epileptik
sendrom West sendromudur. Buna karsilik, Down sendromu,
West sendromu hastalarinin %3-5’ini olusturmaktadir. West
sendromu ¢ogu ¢cocukta kotl prognoz ile iliskilidir. Amacimiz,
Down sendromuna eslik eden West sendromlu bebegin Klinik
Ozelliklerini tanimlamak ve bunun beyin gelisimi Gzerindeki
etkilerini degerlendirmektir.

Olgu Sunumu: Bes aylikken ginde 3-4 kere tekrarlayan ve
3-4 dk sUren myoklonik kasilimalar nedeniyle hastanemize
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pbasvuran hasta 39+6 haftalk 3400 gr dogdugu, 4
aylikken Down Sendromu genetik tanisi konuldugu, fizik
muayenesinde hipotonik gérinimde, basini omuz hizasinda
tutabildigi, kas glcuntn zayif oldugu, tespit edilen hastanin
elektroensefalografisinde (EEG) multiple hipsaritmi saptanarak
Down sendromuna eslik eden West sendromu tanisi konuldu.
Hastayatopiramatevevigabatrinbaslandi, vigabatrinkullandiktan
sonra ndbetleri kesildi. Oniki aylikken ¢ekilen EEG’de hipsaritmi
paterninin devam ettigini tespit edilmesi ile 6 doz ACTH yapilan
hastanin EEG’sinde hipsaritmi paterni izlenmemesi Uzerine
vigabatrin azaltilarak kesildi, fizik muayenede bas kontrolinin
arttigl ve sosyal tepkilerinin basladigi tespit edildi. OnUg¢ aylikken
solunum sikintisi nedeniyle aspirasyon pnémonisi tanisi ile
hastanemize yatirilan hasta pnémoni ve sepsis tablosuyla takip
edildi. Ondort aylikken yapilan MRI’da beyin sapi olusumlari
hafif ince, bazal sisternler ve her iki serebellar hemisfer anterior
komsulugunda ekstraaksiyel BOS mesafeleri ve 3. ve lateral
ventrikiller, hemisferik kortikal sulkuslar atrofiye sekonder
normalden hafif genisledigi, bilateral optik sinir kilifinda BOS
mesafesi belirgin oldugu belirlendi. Serebral beyaz cevherde
atrofiye sekonder hafif volum kaybi izlendi. Bilateral peritrigonal
posterior supraventrikller derin beyaz cevherde T2A-FLAIR
hiperintens  sinyal intensite degisiklikleri izlendi. Bilateral
globus pallidusta, talamuslarda, her iki serebral pedinkul-
mezensefalonda T2A-FLAIR hafif hiperintens sinyal intensite
degisiklikleri ve diflzyon agirlikli goértntllerde ise hafif difizyon
kisitlamasi izlendi. Onsekiz aylikken vigabatrin kesildi, topiramat
ve eutyrox tedavisi devam etti. Renal ultrasonografisi normal
olan hasta, konjenital hipotiroidi, sol kulakta isitme kaybi ve
tekrarlayan idrar yollari enfeksiyonu igin izlenmektedir.

Tartisma: West sendromunun etkisi yalnizca sinirl bir zaman
diliminde gérulmektedir ve bu olumsuz etkilerin dnlenmesi, infantil
epilepsilerin seyrini dnemli dlctide degistirebilir. Bu vaka galismasi,
Down sendromlu bireylerde West sendromunun farkindaligini
artirarak tani koyma suresini ve tedaviye gecikmeyi azaltmayi
amaglamaktadir. Bu durum, gocuklarin yasam kalitesini artirmak
icin énemlidir. Ayrica, bu bilgi nérolojik komplikasyonlarin erken
tespitine ve hizll bir sekilde yonetilmesine olanak tanir.

Anahtar Sozciikler: Down sendromu, West sendromu
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Autospondilomegaepiphysial Dysplasia and Triple X Syndrome

Coexistence

Otospondilomegaepifizyel Displazi ve Triple X Sendromu Birlikteligi
Burcu YUKSEL TUFAN', Ganime AYAR', Abdullah SEZER?, Esra KILIC'

'Department of Pediatrics, Ankara Bilkent City Hospital, Ankara, Turkiye
2Department of Pediatrics, Ankara Etlik City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Autospondylomegaepiphyseal dysplasia (OSMED)
is a very rare disease due to type Xl collagen mutation. It is
characterized by congenital sensorineural hearing loss, midface
hypoplasia, cleft palate, micrognathia, enlarged epiphyses,
disproportionate limb shortening, vertebral anomalies. Triple
X syndrome (47.XXX) is a sex chromosome anomaly seen in
one in every 1000 newborns. It is characterized by learning
disability, developmental delay, speech disorder heart and
urogenital system anomalies. In this study, we presented a case
of autospondilomegaepiphysial dysplasia and triple X syndrome
coexistence.

Case Reports: A 3-year-old girl, born to healthy parents who
were not relatives but came from the same small settlement,
was evaluated. Multiple skeletal anomalies were detected in
the patient’s prenatal history. The patient was born at term,
weighing 3120 g, with caesarean section. Due to postnatal
laryngomalacia, polyps in the vocal cords, and inability to
tolerate extubation, a tracheostomy was performed in the
2 month and she received incubator care for 4 months.
Due to feeding problems, PEG was opened at the age of
22 months.There was no other individual in the family with
similar phenotypic features. She had two healthy siblings. In
her current physical examination, her body weight was 10 kg
(SDS: -2.49, Percentile: 0.64), height was 76 cm (SDS: -4.99,
Percentile: < 0.02), head circumference was 47 cm (SDS: -1,
28, Percentile: 10.03). Her developmental stages were behind
her peers. She had a social smile, her head control was short-
lived, she could sit with support, she could not talk or walk. The
patient first applied to the Pediatric Genetics outpatient clinic
when she was 5 months old with symptoms of short limbs,
sensorineural hearing loss and cleft palate. Facial dysmorphic
findings included midface hypoplasia, hypertelorism, flattened
nasal root, anteverted nostrils, cleft palate, and micrognathia.
Her ribcage was small. There was shortness in the upper and
lower extremities. There was a Sandal gap on the left foot. X-ray

evaluation revealed shortening of the long bones, epiphyseal
widening, coronal cleft and anterior hypoplasia in the vertebral
bodies, and widening of the iliac wings and femoral neck.
Eye and echocardiography evaluations were normal. No
abnormalities were detected in routine biochemistry tests
and complete blood count. Karyotype analysis performed on
peripheral blood resulted as Triple X (47 .XXX). However, OSMED
was considered in the patient with clinical and radiological
findings. With the COL11A2 next generation sequence analysis,
a Class 2 homozygous ¢.2763del, p.Gly922Vanlfs* variant was
detected in the gene. Genetic counseling was given to the
patient. The patient is currently being monitored on a home-
type mechanical ventilator with a tracheostomy. She received
inpatient treatment in the pediatric palliative care service many
times due to recurrent lung infection. Palatoplasty is planned for
the Peg-fed patient due to cleft palate.

Discussion: OSMED autosomal recessive form is caused by
homozygous mutation in the COL11A2 gene. Triple X syndrome
(47 .XXX) is one of the most common aneuploidies. Our patient
is interesting because it shows the combination of a common
chromosomal anomaly and a very rare skeletal dysplasia. The
possibility of dual diagnosis should always be kept in mind in
our reference center where pediatric diagnosis and evaluation
are performed.

Keywords: COL11A2, Triple X syndrome, OSMED
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Amac: Otospondilomegaepifizeal displazi (OSMED) tip Xl kollajen
mutasyonuna bagl ¢ok nadir gortlen bir hastaliktir. Konjenital
sensorindral isitme kaybl, orta yUz hipoplazisi, yark damak,
mikrognati, genislemis epifizler, orantisiz ekstremite kisaliklari,
vertebra anomalileri, eklem agrilari ve ge¢ ¢ocukluk déneminde
eklem hareketlerinde kisitllik ile karakterizedir. Triple X sendromu
(47 XXX) ise her 1000 yenidogandan birinde gortlen cinsiyet
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kromozomu anomalisidir. Ogrenme gucligu, gelisim geriligi,
konusma bozuklugu, kalp ve Urogenital sistemn anomalileri ile
karakterizedir. Bu ¢alismada, otospondilomegaepifizyal displazi
ve triple X sendromu birlikteligi olan bir olgu sunulmustur.

Olgu Sunumu: Akraba olmayan ancak ayni kigUk yerlesim
boélgesinden kéken alan saglikli anne ve babadan dogan 3
yasindaki kiz hasta degerlendirildi. Hastanin prenatal dykustunde
¢coklu iskelet anomalileri saptandigi dgrenildi. Hastanin term,
3120 gr olarak sezeryan ile dinyaya geldigi iletildi. Postnatal
laringomalazi, vokal kordlarda polip ve extubasyonu tolere
edememesi nedeniyle ikinci ayinda trakeostomi agilan hastanin
dort ay kGvoz bakimi aldigi kaydedildi. Beslenme problemleri
nedeni ile 22 aylkken PEG acilan hastanin ailesinde baska
benzer fenotipik &zellikleri tagiyan birey yoktu. ki sagliki
kardesi vardi. Guncel fizik muayenesinde vicut agirigi 10
kg (SDS: -2.49, Persentil: 0.64), boy 76 cm (SDS: -4.99,
Persentil: < 0.02, ), bas cevresi 47 cm (SDS: -1.28, Persentil:
10.03)'di. Gelisim basamaklar yasitlarina gére geriydi. Sosyal
gulimsemesi mevcuttu, bas kontroli kisa sureliydi, destekli
oturabiliyordu, konusamiyordu ve ydrdyemiyordu. Hasta
Cocuk Genetik poliklinigine ik kez 5 aylikken ekstremite
kisaligi, sensorindral isitme kaybi ve yark damak bulgular ile
basvurdu. Fasiyal dismorfik bulgularinda orta yUz hipoplazisi,
hipertelorizm, burun kokl basikligl, antevert burun delikleri,
yarik damak, mikrognati meveuttu. Gogus kafesi kiigukti. Ust
ve alt ekstremitelerde kisallk mevcuttu. Sol ayakta Sandal gap
vardi. X- ray degerlendirmesinde uzun kemiklerinde kisalik,
epifizyal genisleme, vertebra gbévdelerinde koronal yark ve
anterior hipoplazi, iliak kanatlarda ve femur boynunda genisleme
géruldt. Goz ve ekokardiyografi degerlendirmeleri normaldi.
Rutin biyokimya testleri ve tam kan sayimina anormallik
saptanmadi. Periferik kanda calisilan karyotip analizi Triple X
(47 XXX) olarak sonuglandi. Ancak hastada klinik ve radyolojik
bulgularla OSMED duUsunuldid. COL11A2 yeni nesil dizi analizi
ile geninde Class 2 homozigot c¢.2763del,p.Gly922Vanlfs*
varyanti saptandi. Hastaya genetik danismanlik verildi. Hasta
halen trakeostomi ile ev tipi mekanik ventilatdrde izlenmektedir.
Tekrarlayan akciger enfeksiyonu ile cocuk palyatif servisinde
cogu kez yatarak tedavi gormustur. Peg ile beslenen hastaya
yarik damak nedeniyle palatoplasti planlanmaktadir.

Tartisma: Otospondilomegaepifizeal displazi (OSMED) otomozal
resesif formu COL11A2 genindeki homozigot mutasyondan
kaynaklanir ve iskelet displazisi ve isitme kaybi ile karakterizedir.
Triple X sendromu (47 .XXX) en sik gortlen anoploidilerden biri
olup hastalarin bircogu uzun boy disinda normal fenotipe sahiptir.
Hastamiz sik gérulen bir kromozom anomalisi ile cok nadir gérilen
iskelet displazisi birlikteligi gdstermesi nedeni ile ilgingtir. Pediatrik
tani ve degerlendirmenin yapildigi referans merkezimizde dual
tani olasiligr daima akilda tutulmalidir.

Anahtar Sozciikler: COL11A2, Triple X sendromu, OSMED
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A Rare Case: A Case of Pediatric Myastenia Gravis with MuSK
Antibody Positive Ocular Involvement

Nadir Bir Olgu: MuSK Antikor Pozitif Okuler Tutulumlu Pediatrik Myastenia

Gravis Olgusu

Ozge TANIDIR ARTAN, Didem ARDIGLI, A. Nese CITAK KURT

Department of Pediatric Neurology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Myasthenia gravis (MG) is a common neuromuscular
transmission disorder of the neuromuscular junction. It manifests
itself with drooping eyelids, diplopia, and weakness in striated
muscles that increases with fatigue. The presence of antibodies
against acetylcholine receptor (AChR) and muscle-specific tyrosine
kinase (MuSK) is mostly responsible for the pathogenesis. It is quite
rare in childhood. This study presented the case of a 17-year-
old patient with myasthenia gravis who also exhibited ocular
involvement and a positive MuSK antibody result.

Case Reports: A 17-year-old female patient presented with
complaints of drooping eyelids, more pronounced on the left,
for the last 6 months. Her complaints were accompanied by
fatigue, weakness, drooping eyelids, hoarseness, and difficulty
swallowing. Her past and family history were unremarkable.
Her neurological examination revealed bilateral ptosis, diplopia,
horizontal and vertical gaze limitation, weakness in mimic
and tongue muscles, and nasal speech. Electromyography
revealed motor end plate dysfunction in findings obtained with
sequential stimulation. Anti-MuSK antibody was found positive
in the examinations investigated for etiology. Improvement
was observed with pyridostigmine treatment except nasal
speech and ptosis. Methylprednisolone (1 mg/kg/d) treatment
was started for ocular symptoms. It was observed that ptosis
improved with the treatment.

Discussion: Since ptosis is one of the early and major
symptoms of myasthenia gravis, it is important to include MG
in the differential diagnosis in cases where ptosis is noticed in
order not to delay the diagnosis and treatment of this disease.
MG should be considered in the differential diagnosis in cases
presenting with ophthalmoplegia and muscle weakness findings
in childhood. In fact, although MG is rarely seen in childhood, it
can easily be included in the differential diagnosis if the clinical
symptoms are well recognized and examined.

Keywords: Anti musk antibody, Myasthenia gravis, Ptosis
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Amac: Myastenia gravis (MG), néromuskdler kavsagin yaygin bir
noromuskdler iletim bozuklugudur. Goz kapaklarinin dismesi,
diplopi ve yorgunlukla artan cizgili kaslarda gligsuzlik ile kendini
gbsterir. Asetilkolin reseptdrine (AChR) ve kasa 6zgU tirozin
kinaza (MuSK) karsi antikorlarin varlidi, patogenezden ¢cogunlukla
sorumludur. Cocukluk caginda oldukgca nadir gorilmektedir.
Bu calismada MuSK antikoru pozitif olan okuler tutulumlu 17
yasindaki myastenia gravis olgusu sunulmustur.

Olgu Sunumu: Onyedi yasinda kiz hasta son 6 aydir solda
daha belirgin her iki gbz kapaginda dustkltk olmasi sikayetiyle
basvurdu. Sikayetlerine cabuk yorulma, gucsUzllk, gbz
kapaklarinda dusUklUk, seste kisiima ve yutkunma gucligu
de eslik ediyordu. Ozgecmis ve soygecmisinde dzellik yoktu.
Norolojik muayenesinde bilateral pitozis, diplopi, horizontal ve
vertikal bakis kisitllig, mimik ve dil kaslarinda gugsuzlik ve
nazone konusmasl mevcuttu. Elektromiyografide, ardisira uyari
ile elde edilen bulgularda motor son plak disfonksiyonu saptandi.
Etyolojiye yonelik arastirilan tetkiklerinde anti-MuSK' antikoru
pozitif saptandi. Piridostigmin tedavisi ile nazone konusma ve
pitoz disinda dizelme gdzlendi. Okuler semptomlarina yonelik
metilprednizolon (1 mg/kg/g) tedavisi baslandi. Tedavi ile
pitozun duzeldigi izlendi.

Tartisma: Pitozis, myastenia gravisin erken ve major
semptomlanindan biri oldugundan, pitozisin farkedildigi olgularda
ayinci tanida MG'nin de yer aimasi, bu hastaligin tani ve tedavisinin
gecikmemesi agisindan dnemlidir. Cocukluk cadinda oftalmopleji
ve kas glicsiizIugu bulgulanyla basvuran olgularda MG ayirici tanida
distnuimelidir. Aslinda, MG ¢ocukluk ¢aginda nadir gériimekle
birlikte Kklinik semptomlarin iyi taninmasi ve irdelenmesi halinde
kolaylikla ayirici tanida yer alabilir.

Anahtar Sézciikler: Anti musk antikor, Mystenia gravis, Pitozis
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A Rare Condition of Brucellosis in Childhood: Brucella Bursitis
Cocukluk Caginda Brusellozun Nadir Bir Durumu: Brusella Bursiti

Ruveyda Guilstim KUS, Fatma Nur OZ, Pinar YUKKALDIRAN, Ebru EVRAN, Bahar GETIN AKSARAY

Department of Pediatrics, Etlik City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Brucellosis is a zoonotic disease in humans most
commonly caused by the gram-negative coccobacillus Brucella
melitensis. Itis frequently transmitted by contact with body fluids
of infected animals and consumption of unpasteurised dairy
products. Brucellosis is endemic in Turkey and may present
with different clinical conditions in childhood. Clinical symptoms
of the disease are nonspecific such as fever, abdominal pain,
vomiting, joint pain and diarrhoea. Although the triad of fever,
arthritis/arthralgia and hepatosplenomegaly is common, it may
not be observed in the entire patient population. Knee joint
involvement is most common in children and sacroiliac joint
involvement is common in adolescents. Here we presented a
case to emphasise that bursitis of the elbow joint in children
was a rare clinical condition of brucellosis.

Case Reports: The 17-year-old male patient presented with
complaints of fever, left elbow pain and swelling for 3 days.
He had no known chronic disease, no history of surgery and
no history of hospitalisation. It was learnt that the patient had
no recent history of trauma, upper respiratory tract infection
and painful swelling on the left heel one month ago, but he did
not present to the hospital with these complaints. It was learnt
that the village he was living in was under quarantine due to
anthrax, he had bare hand contact with the birth materials of
cattle in the village and he did not consume cheese and butter
from raw milk. On physical examination, body temperature
was 36.9 °C, blood pressure was 110/76 mmHg, and peak
heart rate was 72/minute. There was increased temperature,
tenderness, pain in extension and limitation of movement in
the left elbow. The left elbow diameter was 2 cm larger than
the right. Other system examinations were normal. Laboratory
examination revealed hemoglobin 13.1 g/dL, white blood cell
count 7.52x10%L, total neutrophil count 3.17x10%L, total
lymphocyte count 3.6x10%L and platelet count 254x10%L.
Peripheral smear was normal. C-reactive protein was 27.7
mg/L, erythrocyte sedimentation rate was 31 mm/h, renal
and liver function tests were within normal limits. Sulbactam-

ampicillin was started on admission. On joint ultrasonographic
imaging, a 2 cm deep effusion in the left elbow olecranon bursa
was reported as accompanying bursitis. Brucella agglutination
test sent due to strong epidemiological history and was found
1/1280 positive. Simultaneous blood culture revealed gram
negative cocci signal. Sulbactam-ampicillin was discontinued
and doxycycling, rifampicin and gentamicin treatments for
brucellosis were started. Echocardiography was normal. In the
clinical follow-up, swelling in the elbow region regressed and
limitation of movement disappeared. The control blood culture
taken at the 72" hour of treatment showed no growth and the
patient was discharged with consecutive brucellosis treatment.

Discussion: Osteoarticular involvement is among the frequent
complications of brucellosis. Patients may present with
peripheral arthritis, sacroiliitis and destructive spondylitis. Bursitis
in brucellosis is thought to be rare even in endemic areas. Our
case also recovered without sequelae with brucellosis treatment
without surgery.

Keywords: Arthritis, Brucellosis, Bursitis
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Amagc: Bruselloz, insanlarda en sk gram negatif kokobasil
Brucella melitensis’in neden oldugu zoonotik bir hastaliktir.
Siklikla enfekte hayvanlarin vicut sivilarlyla temas ve pastorize
olmayan sut UrUnlerinin tUketimesi ile bulagir. Bruselloz, Glkemiz
icin endemiktir ve ¢ocukluk déneminde farkll klinik durumlar
ile kendini gdsterebilir. Hastaligin klinik semptomlarn ates, karin
agrisi, kusma, eklem agris, ishal gibi nonspesifiktir. Ates, artrit/
artralji ve hepatosplenomegali Gclist sk gortimekle birlikte
tim hasta popuUlasyonda gdzlenmeyebili. Cocuklarda en
sk diz eklemi tutulumu olurken adolesanlarda ise sakroiliak
eklem tutulumu siktir. Sunacagimiz vaka ile ¢gocuklarda dirsek
ekleminde gortlen bursitin, brusellozun nadir gérdlen bir klinik
durumu oldugunu vurgulamak istedik.
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Olgu Sunumu: On yedi yas erkek hasta, 3 gindUr olan ates,
sol dirsekte agri ve sislik sikayetleri ile acil servise getirildi. Bilinen
kronik hastaligi, ameliyat 6yktsU ve hastane yatis dykusu yoktu.
Hastanin yakin zamanda travma &ykUsunin olmadigi, bir ay
once Ust solunum yolu enfeksiyonu ve sol topukta agril sislik
oldugu ancak bu sikayetlerle hastaneye bagvurmadigi &grenildi.
Yasamakta oldugu koyudn sarbon sebebi ile karantina altinda
oldugu, kdyde buylkbas hayvanlarin dogum materyallerine
ciplak elle temasta bulundugu ve ¢ig sutten peynir, tereyadi
tUketiminin - olmadigi  6grenildi. Fizik muayenesinde vUcut
sicakligi 36.9 °C, kan basinci 110/76 mmHg, kalp tepe atimi 72/
dakikaydi. Sol dirsekte 1sI artisi, hassasiyet, ekstansiyonda agr
ve hareket kisitliligr mevcuttu. Sol dirsek ¢apl saga gore 2 cm
daha fazlaydi. Diger sistem muayeneleri normaldi. Laboratuvar
incelemesinde hemoglobin 13.1 g/dL, beyaz kire sayisi
7.52x10%L, total notrofil sayisi 3.17x10%/L, total lenfosit sayisi
3.6x10%L ve trombosit sayisi 254 x10%Ldi. Periferik yaymasi
normaldi. C-reaktif protein 27.7 mg/L, eritrosit sedimentasyon
hizi 31 mm/sa, bodbrek, karaciger fonksiyon testleri normal
sinrdaydi. Hastaya vyatisinda sulbaktam-ampisilin baslandi.
Eklem ultrasonografik gérintulemesinde sol dirsek olekranon
bursada 2 cm derinlikli eflizyon eslik eden bursit olarak
raporlandi. Gugli epidemiyolojik dykUsi nedeniyle génderilen
brucella aglitinasyon sonucu 1/1280 pozitif geldi. Es zamanli
kan kulturinde gram negatif kokobasil sinyali goriimesi Uzerine
sulbaktam-ampisilin  kesilerek bruselloza ydnelik doksisiklin,
rifampisin ve gentamisin tedavileri baglandi. Ekokardiyografisi
normaldi. Klinik izleminde dirsek bdlgesinde sisligi geriledi,
hareket kisithligi gecti. Tedavisinin 72. saatinde alinan kontrol kan
kiltdrinde Ureme olmayan hasta ardisik bruselloz tedavisiyle
taburcu edildi.

Tartisma: OsteoartikUlertutulum, brusellozunsikkomplikasyonlari
arasindadir. Hastalar periferik artrit, sakroiliit ve destriktif spondilit
bile agvurabilir. Endemik bolgelerde bile brusellozda bursitin nadir
oldugu dusuntlimektedir. Bizim olgumuz cerrahi uygulanmadan
bruselloz tedavisi ile sekelsiz iyilesmistir.

Anahtar Sozciukler: Artrit, Bruselloz, Bursit
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An Endemic Cause of Cervical Lymphadenitis: Tularemia
Servikal Lenfadenitin Endemik Bir Nedeni: Tularemi

Zeynep Nihan COBANOGLU, Fatma Nur OZ, Pinar YUKKALDIRAN, Ebru EVRAN

Department of Pediatrics, Etlik City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Tularemia is an endemic, zoonotic disease caused
by Fransiella tularensis, primarily in animals but transmitted to
humans by direct contact with infected animals, tick-borne or
rodent bites. This study presented two cases diagnosed with
tularemia.

Case Reports: Case 1: A one year and seven months old male
patient presented with a palpable swelling in the neck which had
not healed for 1.5 months despite antibiotic use. Epidemiological
history revealed that he consumed spring water from the
mountain. There was no known chronic disease or medication
history. Vital signs were normal on physical examination. There
was a 3x3 cm mobile painless lymphadenopathy (LAP) in the
right posterior cervical infraauricular region. Other system
findings were normal. Laboratory examination revealed
hemoglobin 11.2 g/dL, white blood cell count 10.25x10%L,
total neutrophil count 3.13 x 10%L, total lymphocyte count 6.21
x10%L and platelet count 532x10/L. No atypical blasts were
observed in peripheral smear. C-reactive protein was 12 mg/L
and erythrocyte sedimentation rate was 20 mm/h and, renal and
liver function tests were normal. Servical ultrasonography(USG)
revealed a 12x6 mm LAP at level 2 of the right sevical chain, a
23x10 mm LAP in the left submandibular region, and a 2 cm
LAP compatible with abscess in the right submandibular region.
Gentamicin and sulbactam-ampicillin treatment was started
empirically considering the patient’s lack of response to previous
beta-lactam antibiotic treatment and epidemiological history.
The patient’s Fransiella tularensis microagglutination test was
positive and sulbactam-ampicillin was discontinued. Treatment
was continued with ciprofloxacin and gentamicin. Case 2: An
eight-year-old female patient was admitted with complaints of
malaise, fever and swelling in the neck for one month, who had
received clarithromycin treatment for 10 days and presented
with increased swelling in the neck. Epidemiological history
revealed that she consumed spring water from the mountain.
There was no known chronic disease or medication history.
Physical examination revealed a 4x5 cm painless fluctuating

LAP in the left anterior cervical region. Laboratory examination
revealed hemoglobin 13.1 g/dL, white blood cell count 11.24
x10%L, total neutrophil count 6.15x10%L, total lymphocyte
count 3.59x10%L and platelet count 395x10%L. Peripheral
smear was normal. C-reactive protein was 1.55 mg/L and
erythrocyte sedimentation rate was 45 mm/h and renal and
liver function tests were within normal limits. Gentamicin and
sulbactam-ampicillin  treatment was started on admission.
Servical USG revealed a 4.5x2.5 cm, 4.5x2.5 cm, 3x1.5 cm,
superolateral cystic LAP containing a necrotic area in the left
level Il. Fransiella tularensis microagglutination test was positive
and sulbactam-ampicillin was discontinued. Treatment was
continued with ciprofloxacin and gentamicin. Ciprofloxacin
treatment was recommended to be completed for three weeks.

Discussion: Water-borne epidemics are observed in publications
from Turkey and the most common form is oropharyngeal
tularemia. Fransiella tularensis is sensitive to aminoglycosides;
they are the preferred drug group in the treatment of tularemia in
children who do not respond to beta lactam/macrolide antibiotics
or whose symptoms progress while taking these antibiotics.
History of consumed water, animal or tick exposure is particularly
important.

Keywords: Lymphadenitis, Tularemia, Zoonosis
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Amac: Tularemi, Fransiella tularensis’in neden oldugu primer
olarak hayvanlarda goértlen ancak insanlara enfekte hayvanlarla
direkt temas, kene aracill veya kemirgenlerin isirmasiyla bulasan
endemik, zoonotik bir hastalikti. Bu galismada tularemi tanisi
alan iki olgu sunulmustur.

Olgu Sunumu: Olgu 1: Bir yil yedi aylik erkek hasta, antibiyotik
kullanmasina ragmen 1.5 aydir iyilesmeyen boyunda ele gelen
sislik nedeniyle basvurdu. Epidemiyolojik dykustnden dagdan
gelen kaynak suyu tuketimi oldugu &grenildi. Bilinen kronik
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hastaligr veya kullandigi ilag 6ykusu yoktu. Fizik muayenesinde
vital bulgularn normaldi. Sag arka servikal infraaurikuler boélgede
3x3 cm hareketli agrnisiz lenfadenopatisi  (LAP) mevcuttu.
Diger sistem bulgularr normaldi. Laboratuvar incelemesinde
hemoglobin 11.2 g/dL, beyaz kire sayisi 10.25x10%L, total
notrofil sayisi 3.13x10%L, total lenfosit sayisi 6.21x10%L ve
trombosit sayisi 532x10%Ldi. Periferik yaymada atipik, blast
gortlmedi. C-reaktif protein 12 mg/L ve eritrosit sedimentasyon
hizi 20 mm/saat olup bdbrek ve karaciger fonksiyon testleri
normaldi. Boyun ultrasonografisinde (USG) sad sevikal zincir
seviye 2'de 12x6 mm, sol submandibularde 23x10 mm
boyutlarinda LAP, sag submandibularde yaklasik 2cm boyutta
abse ile uyumlu LAP tespit edildi. Hastaya daha 6nce beta-
laktam antibiyotik tedavisine yaniti olmamasi ve epidemiyolojik
Oykusl de dusunUlerek ampirik olarak gentamisin  ve
sulbaktam-ampisilin - tedavisi baslandi. Hastanin Fransiella
tularensis  mikroaglitinasyon testinin  pozitif sonuglanmasi
Uzerine sulbaktam-ampisilin kesildi. Tedaviye ciprofloksasin ve
gentamisin ile devam edildi. Olgu 2: Sekiz yasinda kiz hasta,
bir aydir olan halsizlik, ates ve boyunda siglik sikayetleri ile 10
gun sureyle Kklaritromisin tedavisi almig ve boynundaki sisligin
artmasi Uzerine basvurmustu. Epidemiyolojik  dyktstnden
dagdan gelen kaynak suyu tuketimi oldugu &grenildi. Bilinen
kronik hastaligi veya kullandigi ilag 6ykust yoktu. Fizik
muayenesinde sol 6n servikalde 4x5 cm agrisiz fluktuasyon
veren LAP’I mevcuttu. Laboratuvar incelemesinde hemoglobin
13.1 g/dL, beyaz kire sayisi 11.24x10%L, total nétrofil sayisi
6.15x10%L, total lenfosit sayisi 3.59x10%L ve trombosit sayisi
395x10%L di. Periferik yaymasi normaldi. C- reaktif protein 1.55
mg/L ve eritrosit sedimentasyon hizi 45 mm/saat olup bdbrek
ve Kkaraciger fonksiyon testleri normal sinirdaydi. Hastaya
yatisinda gentamisin ve sulbaktam-ampisilin tedavisi baslandi.
Boyun USG’sinde sol seviye II'de 4.5x2.5 cm, icerisinde
nekrotik alan barindiran, sUperolateralde kistik 6zellikte 3x1.5
cm boyutunda yogun icerikli LAP saptandi. Hastanin Fransiella
tularensis  mikroaglitinasyon testinin  pozitif sonuglanmasi
Uzerine sulbaktam-ampisilin  kesildi. Tedaviye ciprofloksasin
ve gentamisin ile devam edildi. Ciprofloksasin tedavisinin U¢
haftaya tamamlanmasi 6nerildi.

Tartisma: Turkiye’den yapllan yayinlarda su kaynakl epidemiler
goértlmektedir ve en sik gorilen formu orofaringeal tularemidir.
Fransiella tularensis aminoglikozidlere duyarlidir; ¢ocuklarda
tularemi tedavisinde tercih edilen ilag grubudur. Bu iki vaka
ile epidemiyolojik bodlgeden gelen; beta laktam/makrolid
antibiyotiklere yanit vermeyen veya bu antibiyotikleri alirken
semptomlarinda ilerleme olan hastalarda tularemi akla gelmelidir.
TUketilen su, hayvan veya kene maruziyeti Oyklsu 6zellikle
Onemlidir.

Anahtar Sozciikler: Lenfadenopati, Tularemi, Zoonoz
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Retrospective Evaluation of Diagnoses of Patients Referred to
Pediatric Gastroenterology Outpatient Clinics: A Tertiary Care Single

Center Experience

Cocuk Gastroenterolojisi Polikliniklerine Bagvuran Hastalarin Tanilarinin

Retrospektif Degerlendirmesi: Uclincli Basamak Tek Merkez Deneyimi

Selcuk KIVILCIM, Pervin UCKAN, Naimi AHMADLI, Blisra SAHINER CALISKANER, Neslihan EKSI, Gillin HIZAL,
Burcu BERBEROGLU ATES, Aysel UNLUSOY AKSU, Selim DERECI, Samil HIZLI

Department of Pediatric Gastroenterology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Although abdominal pain is defined as the
most common cause of patients admitted to pediatric
gastroenterology outpatient clinics in the literature, there is no
study on this subject in our country. In this study, we aimed
to retrospectively analyze the diagnostic distribution of patients
admitted to pediatric gastroenterology outpatient clinics.

Materials and Methods: Computer records and diagnoses
of 112 532 outpatient visits to Pediatric Gastroenterology
outpatient clinics of Ankara Bilkent City Hospital between
September 2019 and May 2023 were retrospectively analyzed.

Results: The screened diagnoses were grouped under 21 main
diagnoses, which specifically included subheadings of pediatric
gastroenterology, hepatology and nutrition. Considering all
admissions, the most common diagnoses were abdominal pain
(14.1%), mild protein-energy malnutrition (11.1%) and abnormal
results of liver function tests (8.4%), followed by constipation
(8.3%), gastro-esophageal reflux disease (5.6%) and celiac
disease (4.8%).

Discussion: The fact that abdominal pain was the first presenting
diagnosis in our hospital is similar to studies conducted abroad,
but the fact that protein energy malnutrition was the second most
common diagnosis showed that malnutrition is still a serious public
health problem for children in our country and emphasized the
importance of nutritional evaluation during routine examinations.
The fact that the rate of malnutrition is above the national average
may be attributed to the fact that our hospital is a reference center.
Likewise, the high rate of diagnosis of celiac disease compared
to the literature may be attributed to the fact that our hospital is
a reference hospital and the increase in awareness about celiac
disease in recent years and the increase in the opportunities for
diagnosis in diagnostic centers. Determining the most common

diagnoses in pediatric gastroenterology outpatient clinics will
contribute to the improvement of outpatient services as well as
providing a basis for preventive medicine practices.

Keywords: Diagnosis, Outpatient clinic, Pediatric gastroenterology
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Amac: Literatirde c¢ocuk gastroenterolojisi polikliniklerine
basvuran hastalarin en sk basvuru nedeni karin agrsi olarak
tanimlanmakla birlikte Ulkemizde bu konuda yapilmisg bir galisma
mevcut degildir. Bu arastirmada ¢ocuk gastroenterolojisi
polikliniklerine basvuran hastalarin tani dagiimlarinin retrospektif
olarak analizi amaclanmistir.

Gerec ve Yontemler: Ankara Bilkent Sehir Hastanesi Cocuk
Gastroenterolojisi polikliniklerine Eyltl 2019-Mayis 2023 tarihleri
arasinda yapilan 112 532 poliklinik basvurusunun bilgisayar
kayitlari ve tanilari retrospektif olarak incelenmistir.

Bulgular: Taranan tanilar 6zellikli olarak cocuk gastroenterolojisi
hepotolojisi ve beslenme konularinin alt bagliklarini iceren 21
ana tani baslig altinda toplanmisti. TUm basvurular gz 6nine
alindiginda en sik saptanan tanilarin karin agrisi (%14.1), hafif
protein-enerji malnUtrisyonu (%11.1) ve karaciger fonksiyon
testlerinin anormal sonuclari (%8.4) oldugu devaminda ise en
sk kabizlk (%8.3) gastro-6zofagial refli hastalg (%5.6) ve
colyak hastaligi (%4.8) oldugu saptandi.

Tartisma: Hastanemizde karin agrisinin ik basvuru tanisi olmasi
yurt disindan yapilan galismalara benzer olmakla birlikte protein
enerji malnttrisyonun ikinci sirada en sk gérllen tani olmasi
malnttrisyonun Ulkemiz gocuklar igin hala ciddi bir halk saghgi
sorunu oldugunu gdstermis ayrica rutin muayeneler esnasinda

0000-0003-2583-4418 : KIVILCIM S
0009-0000-5615-7304 : UCKAN P
0000-0002-4817-7521 : AHMADLI N

0000-0002-0445-5390 : EKSI N
0000-0003-0167-4990 : HIZAL G

0009-0007-9585-9617 : SAHINER CALISKANER B

0000-0003-4235-9428 : BERBEROGLU ATES B
0000-0002-4550-0717 : UNLUSOY AKSU A
0000-0001-8689-3783 : DERECI S

0000-0001-6732-493X : HIZLI $




Retrospective evaluation of diagnoses of patients referred to pediatric gastroenterology outpatient clinics 249

nutrisyonel degerlendirme yapimasinin  énemini vurgulamistir.
Malnutrisyon oraninin Ulke ortalamasinin da Ustiinde olmasi
hastanemizin bir referans merkezi olmasina baglanabilir. Ayni
sekilde ¢dlyak hastaligi tani oraninin da literatire gdre yUksek
¢lkmasl, hastanemizin referans hastane olmasina ve son
yillarda ¢olyak hastaligr hakkindaki farkindaligin artmasi ve tani
merkezlerinde tani konulmasi imkanlarindaki artisa baglanabilir.
Cocuk gastroenterolojisi - polikliniklerine en sk  bagvuran
tanilann saptanmasi dnleyici tip uygulamalarina temel teskil
etmesinin yaninda poliklinik hizmetlerinin iyilestiriimesine de katki
saglayacaktr.

Anahtar Sézciikler: Tani, Poliklinik, Cocuk gastroenterolojisi
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An Investigation of the Reasons Why Medical Doctors Do Not Prefer

the Specialty of Pediatrics

Tip Doktorlarinin Pediatri Uzmanlik Alanini Tercih Etmeme Nedenlerinin

Incelenmesi
ilknur KABA, Samet Can DEMIRBAS, Perihan KIRALI

Department of Pediatrics, Faculty of Medicine, Hitit University, Corum, Turkiye

ABSTRACT

Objective: In recent years, the specialty of ediatrics is not
preferred by medical doctors for various reasons. In our study,
we aimed to examine the reasons for the lack of preference for
the specialty of pediatrics.

Material and Method: Hitit University Faculty of Medicine
Term 4-5-6 students, faculty members, specialty students and
general practitioners working in our hospital were included in
the study. The questionnaire about the reasons for preferring/
not preferring pediatrics was applied online. Statistical analyses
of the data obtained were performed using SPSS (Version 22.0)
package program.

Result: The questionnaire was answered by 183 physicians
and medical students with a mean age of 24.7+4.9 (20-
54) years, 57.4% (n=105) of whom were female. Of the
volunteers, 35% (n=64) were semester 4, 16.9% (n=31) were
semester 5, 30.1% (n=55) were semester 6, 7.7% (n=14) were
residency students, 5.5% (n=10) were general practitioners,
2.7% (n=5) were doctor faculty members, 1.6% (n=3) were
associate professors, and 0.5% (n=1) were professors. Of the
respondents, 79.8% (n=146) stated that they did not prefer
specialty of pediatrics. Of those who stated that they would
not choose the specialty of pediatrics, 55.2% (n=101) stated
that they would not choose it because of the high number of
patients and the fact that the diseases were related to many
sub-branches, and 47.5% (n=87) stated that they would not
choose it because it was physically and mentally tiring. Among
those who considered choosing Pediatrics (n=37), 75.7%
(n=28) were female. Total 78.4% (n=29) of those who were
thinking of choosing pediatrics stated that they would choose it
because of the innocence of children, and 78.4% (n=24) stated
that they would choose it because of the high professional and
moral satisfaction.

Discussion: Among the reasons for medical students and
physicians to prefer the specialty of pediatrics are the innocence
of children and high professional and moral satisfaction. Among

the reasons for not preferring pediatrics specialty, the high
workload and physical and mental exhaustion are noteworthy.
We believe that incentive measures should be taken in order to
prevent a shortage in the number of pediatricians in the following
years.

Keywords: Choice of specialty, Pediatrics, Preference
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Amagc: Son vyillarda tip doktorlar tarafindan Cocuk Sagigi ve
Hastalklari uzmanh@i cesitli sebeplerle tercih edilmemektedir.
Calismamizda Cocuk Saglidi ve Hastalklar bransinin tercih
edilmemesinin nedenlerinin irdelenmesi amaglanmistir.

Gerec ve Yontemler: Calismaya Hitit Universitesi Tip Fakliltesi
Doénem 4-5-6 dgrencileri, 6gretim Uyeleri, hastanemizde ¢alisan
uzmanlik &grencileri ve pratisyen hekimler dahil edildi. Cocuk
Sagligr ve Hastaliklar bransini tercih etme/etmeme nedenlerini
sorgulayan anket online ortamda uygulandi. Elde edilen verilerin
istatistiksel analizleri SPSS (Versiyon 22.0) paket programi
kullanilarak yapild.

Bulgular: Anketi ortalama yagl 24.7+4.9 (20-54) yl, %57.4'0
(n=105) kadin olan, 183 hekim ve tip fakUltesi dgrencisi cevapladi.
Gondlltilerine %35’ (n=64) dénem 4, %16.9'u (n=31) dénem 5,
%30.1'i (n=55) dénem 6, %7.7'si (n=14) uzmanlk B&grencisi,
%5.5'1 (n=10) pratisyen hekim, %2.7'si (n=5) doktor &gretim
Uyesi, %1.6'si (n=3) docent, %0.5’i (n=1) profesdrdl. Ankete
katlanlarin %79.8’i (n=146) Cocuk Sagligi ve Hastalklar bransini
tercih etmedigini belirtti. Cocuk Sadlig ve Hastalklan bransini
secmeyecegini belirtenlerin %55.2'si (h=101) hasta sayisinin fazla
olmasi ve hastaliklarin birgok yan dall ilgilendiren vakalar olmasi
nedeniyle, %47.5’i (n=87) ise bedensel ve ruhsal agidan yorucu
olmasi nedeniyle tercih etmedigini ifade etti. Cocuk Saglgr ve
Hastallklan bransini segmeyi dustinenlerin (n=37) %75.7°si (n=28)
kadin cinsiyetteydi. Tercih etmeyi distnenlerin %78.4’G (n=29)
cocuklarin masumiyeti sebebiyle, %78.4'U (n=24) ise mesleki ve
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manevi tatminin yUksek olmasi nedeniyle segecegini belirtti.

Tartisma: Tip fakiltesi 6grencileri ve hekimlerin Cocuk Sagligi
ve Hastalklar brangini tercih etme sebepleri arasinda ¢ocuklarin
masumiyeti, mesleki ve manevi tatmininin yiksek olmasi 6n
plana gikmaktadir. Pediatri uzmanligini tercih etmeme nedenleri
arasinda ise is yukunun fazla, bedensel ve ruhsal agidan yorucu
olmasl dikkat cekmektedir. ilerleyen yilarda Cocuk Sagigi
ve Hastalklar uzman sayisinda yetersizlik yasanmamasi icin
Ozendirici dnlemlerin alinmasi gerektigi kanaatindeyiz.

Anahtar Sézciikler: Uzmanlik secimi, Pediatri, Tercih
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Clinical Evaluation of Our Patients with Takayasu Arteritis
Takayasu Arteriti ile Takipli Hastalarimizin Klinik Degerlendiriimesi

Aysenur ALKAYA, Elif ARSLANOGLU AYDIN

Department of Pediatrics, Ankara Etlik City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Takayasu arteritis is a granulomatous large vessel
vasculitis affecting the aorta, its main branches and the
pulmonary artery. In addition to angiographically demonstrated
pathology involving the aorta and its branches or the pulmonary
artery, the diagnosis of Takayasu’s arteritis includes at least
one of 5 findings including hypertension, decreased peripheral
pulses, inter-extremity blood pressure differences, murmurs in
the aorta and its branches, and elevated acute phase markers
(erythrocyte sedimentation rate, C-reactive protein). The aim
of this study was to evaluate the demographic, clinical and
laboratory characteristics of takayasu arteritis.

Material and Methods: This study evaluated the demographic,
clinical and laboratory characteristics of 7 patients with Takayasu
arteritis in our pediatric rheumatology clinic.

Result: Four (57.1%) of the patients were female. The most
common constitutional symptoms at the time of diagnosis were
fatigue (71.4%), fever (57.1%) and weight loss (57.1%). Elevated
acute phase markers (100%) were present in all patients at the
time of diagnosis. Decreased peripheral pulses were seen in 6
(85.7%) patients. A murmur was heard in 5 (71.4%) patients.
Angiographic anomaly was positive in all patients. Types |,
llb, IV were seen equally (28.5%), while type lla was seen in
1 (%14.2) patient. Systemic steroid was used in all patients
(100%), cyclophosphamide was given to 4 (57.1%) patients.
Biological therapy was used in 2 (28.5%) patients

Discussion: In patients presenting with constitutional findings,
hypertension and elevated acute phase markers, systemic
diseases such as malignancy and tuberculosis should be
considered as well as Takayasu arteritis and a differential
diagnosis should be made.

Keywords: Aorta, Takayasu, Vasculitis
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Amacg: Takayasu arteriti, aort ve onun ana dallarini, pulmoner
arteri etkileyen, granilomatéz bir bldyUk damar vaskdulitidir.
Takayasu arteriti tanisi, anjiografi ile gosterilmis, aort ve dallar
veya pulmoner arteri iceren patolojiye ek olarak, hipertansiyon,
azalmis periferik nabizlar, ekstremiteler arasi kan basinci
farkliigi, aort ve dallarinda Uftrim duyulmasi, yUkselmis akut
faz belirteclerini (eritrosit sedimentasyon hizi, C-reaktif protein)
iceren 5 bulgudan en az birisini icerir. Bu galismanin amaci
Takayasu arteritinin demografik, klinik ve laboratuvar 6zelliklerini
degerlendirmektir.

Gere¢c ve Yontemler: Bu calismada cocuk romatoloji
klinigimizde Takayasu arteriti tanisi ile takipli 7 hastanin
demografik, klinik ve laboratuvar 6zelliklerinin degerlendirilmistir.

Bulgular: Hastalarin 4’0 (%57,1) kizdi. Tani anindaki en sik
konstitlsyonel semptom halsizlik (%71,4), ates (%57,1) ve kilo
kaybiydi (%57,1). Akut faz belirteclerinde yikseklik (%100) tani
aninda tim hastalarda mevcuttu. Periferik nabizlarda azalma 6
(%85,7) hastada gordldi. Ufirim 5 (%71,4) hastada duyuldu.
Anjiografik anomali hastalarin hepsinde pozitifti. Tip I, b, IV esit
oranda (%28,5) goruldu, tip llaise 1 (%14,2) hastada goruldu.
Sistemik steroid tim hastalarda (%100) kullanildi, siklofosfamid
4 (%57,1) hastaya verildi. Biyolojik tedavi 2 (%28,5) hastada
kullanild.

Tartisma: KonstitUsyonel bulgular, hipertansiyon ve yUksek akut
faz belirtecleri klinigi ile bagvuran hastalarda malignite, ttberkiloz
gibi sistemik hastaliklar akla geldigi gibi Takayasu arteriti de akla
gelmeli ve ayirici tani yapilmalidir.

Anahtar Sozciikler: Aort, Takayasu, Vaskulit
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Atlantoaxial Subluxation and Rotatory Instability in Seven Children
Yedi Hastada Atlantoaksiyel Subluksasyon ve Rotatuar instabilite

Recai KULAK', Dilara OZKAN', Harun DEMIRCI', Nadide Basak GULLEROGLU?, Pinar OZISIK!

"Department of Neurosurgery, Ankara Bilkent City Hospital, Ankara, Turkiye

?Department of Pediatric Radiology, Ankara Bilkent City Hospital, Ankara, Turkiye

ABSTRACT

Objective: Atlantoaxial Subluxation (AAS) is one of the
most common upper cervical pathologies in children with
traumatic and non-traumatic causes. Because it is an upper
cervical pathology, it is likely to cause severe limitation in neck
movements and neurologic deficits in patients. The atlantoaxial
joint is anatomically deeply located and complex in structure.
Therefore, its pathologies are difficult to diagnose and difficult
to treat. In this study we aimed to describe 3 different treatment
modalities of atlantoaxial subluxation and rotatory instability.

Materials and Methods: In the last year, we followed seven
pediatric patients in the Department of Neurosurgery at Ankara
Bilkent City Hospital and aimed to describe 3 different treatment
modalities.

Result: In three of these patients c1-2 posterior stabilization
surgery, in three patients reduction and in one patient
conservative follow-up with cervical collar was appropriate.
One patient who underwent posterior stabilization had deficits
on preop neurological examination and these deficits tended to
improve in the postop period. Reduction was performed three
times in one of three patients due to patient non-compliance.
Although there was visible improvement, some rotation remained
in the patient. One patient was hospitalized for reduction, but
the rotation improved with the use of a cervical collar.

Discussion: Atlantoaxial subluxation is one of the most
common upper cervical pathologies in childhood. Patients are
usually evaluated in the emergency department and should be
diagnosed and treated without being missed.

Keywords: Atlantoaxial subluxation, Rotatory instability, Upper
cervical
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Amag: Atlantoaksiyel Subluksasyon (AAS) c¢ocuklarda
travmatik ve nontravmatik sebebi olan ve sik gérulen Ust servikal
patolojilerden biridir. Ust servikal patoloji olmasi sebebiyle
hastalarda boyun hareketlerinde ciddi kisitllik ve noérolojik
defisitlere yol agma ihtimali bulunmaktadir. Atlantoaksiyal eklem
anatomik olarak derin yerlesimli ve yapisi karmasiktir. Bu nedenle
patolojileri zor tani konulabilen ve zor tedavi edilebilen bir
bdlgedir. Bu ¢aligmada atlantoaksiyel subluksasyon ve rotatuar
instabilitenin Ug¢ farkll tedavisinin sunulmasi amaglanmistir.

Gerec¢ ve Yontemler: Bu calismada son bir yil icinde Ankara
Bilkent Sehir Hastanesi Beyin ve Sinir Cerrahisi Klinigi'nde
takip edilen yedi vakanin tedavilerinde izlenen Uc farkli yolun
anlatiimasi amaclanmistir.

Bulgular: Bu hastalardan G¢’Unde ¢1-2 posterior stabilizasyon
cerrahisi, Ug’'Unde reduksiyon ve bir'inde de servikal collar ile
konservatif takip uygun goruldu. Posterior stabilizasyon yapilan
hastanin bir'inde preop norolojik muayenesinde defisitleri
vardi ve bu defisitler postop dénemde dizelme egilimindeydi.
RedUksiyon yapilan U¢ hastadan bir’ine, hasta uyumsuzliugu
nedeniyle toplamda ¢ defa redUksiyon yapildi. Gézle gorlur
dlizelme olsa da hastada bir miktar rotasyon kaldi. Bir hasta ise
redUksiyon amaciyla yatirldi, ancak servikal collar kullanmaya
baslamasiyla rotasyonda dizelme meydana geldi.

Tartisma: Atlantoaksiyel subluksasyon gocukluk ddneminde
sk gérulen Ust servikal patolojilerden biridir. Hastalar genellikle
acil serviste degerlendiriliyor olup atlanmadan tani konulmall ve
tedavisine baglanmalidir.

Anahtar Soézciikler: Atlantoaksiyel subluksasyon, Rotatuar
insitabilite, Ust servikal
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Respiratory Distress in a Child with Down Syndrome: Lane Hamilton

Syndrome Case Report

Down Sendromlu Bir Cocukta Solunum Sikintisi: Lane Hamilton Sendromu

Olgu Sunumu

Seyma ERDEM TORUN', Giil ARGA?, Duygu DEMIRTAS GUNER?, Derya BAKO?, Tugba RAMASLI GURSOY?

"Department of Pediatrics, Van Training and Research Hospital, Van, Turkiye
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ABSTRACT

Objective: Lane-Hamilton syndrome (LHS) is a rare
condition defined by the coexistence of Idiopathic pulmonary
hemosiderosis (IPH) and Celiac disease (CD). Despite its severe
clinical picture, the lack of information in the literature leads to
a lack of awareness and delayed diagnosis. Here, a 10-year-
old male patient diagnosed with LHS, who was under medical
supervision with the diagnoses of Down syndrome (DS), CD
and Type 1 Diabetes Mellitus (DM), who did not respond to
gluten-free diet treatment and achieved remission with steroid
treatment, was presented.

Case Reports: A 10-year-old male patient diagnosed
with Down syndrome, Type 1 DM and CD was admitted to
the emergency department with cough, fatigue, fever and
hemoptysis. His general condition was poor on physical
examination, his fever was 38.2 °C. He had physical stigmata
of DS. Respiratory system examination revealed tachypnea, no
cyanosis, but saturation value was 84%. Both hemithoraxes
participated equally in respiration, bilateral, widespread rales,
rhonchi, prolonged expiration, subcostal retractions were
present. There was no chest deformity or clubbing. In the
cardiovascular system examination, he was hypotensive and
tachycardic. It was learned from his medical history that he
had been admitted three times due to pneumonia and two
times due to bronchiolitis, that he was diagnosed with CD and
type 1 DM five years ago, that he was using insulin treatment
and that he did not fully comply with his gluten- free diet. He
was admitted to the PICU because he was hemodynamically
unstable. During his follow-up, he was given erythrocyte support
due to a decrease in his hemoglobin value and deterioration
in his hemodynamics. His echocardiography was normal.
Considering the infiltrates on his chest X-ray and his clinical

evaluation, vancomycin and piperacillin tazobactam treatments
were started with a preliminary diagnosis of pneumonia. During
his follow-up, he had respiratory distress and hypoxemia
increased, high- flow nasal oxygen treatment was started
for the patient and contrast-enhanced thorax computerized
tomography (CT) was taken to show increasing infiltrations on
chest X-ray. In CT, there were alveolar hemorrhage, especially
in the lower lobes, and ground-glass opacities and nodular
opacities suggesting pleural effusion in the left hemithorax. In
the differential diagnosis of pulmonary hemorrhage, the tests
for their diagnosis were found to be normal. The patient,
whose current clinical condition was IPH together with CD,
was diagnosed with LHS. Despite full compliance with the
gluten-free diet, the patient’s clinical condition did not improve
and respiratory distress increased during follow-up. Pulse
methylprednisolone treatment was started for 3 days. The
patient’s respiratory distress significantly decreased on the 34
day of steroid treatment. The patient, whose general condition
improved and who no longer needed oxygen, was discharged
with 1 mg/kg oral methylprednisolone, insulin pump therapy
and gluten-free diet treatment to come for outpatient follow-up.

Discussion: Children with DS experience acute respiratory
distress more frequently than healthy children. DS children
should be evaluated for autoimmune diseases, especially CD,
type 1 DM and hypothyroidism, and accompanying interstitial
lung diseases should be kept in mind in the follow-up of these
patients. All patients diagnosed with IPH should be screened for
CD, keeping LHS in mind.

Keywords: Down Syndrome,
Respiratory distress

Lane-Hamilton syndrome,
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Amag: Lane-Hamilton sendromu (LHS), Idiyopatik pulmoner
hemosiderozis (IPH) ile Colyak hastaliginn (CH) birlikte
bulunmasliyla tanimlanan nadir bir durumdur. Kliniginin agir
olmasina ragmen, literatirde az bilgi olmasi, farkindalik
eksikligine ve taninin gecikmesine neden olmaktadir. Burada
Down sendromu (DS), CH ve Tip 1 Diyabetes Mellitus (DM)
tanilan ile doktor izleminde olan, glutensiz diyet tedavisine
yanitsiz, steroid tedavisi ile remisyon saglanan 10 yasinda LHS
tanisi alan erkek olgu sunulmaktadir.

Olgu Sunumu: Down sendromu, Tip1 DM ve CH tanii 10
yasindaki erkek hasta; acil servise, Oksurlk, halsizlik, ates
ve hemoptizi nedeniyle basvurdu. Fizik muayenesinde genel
durumu digkin, atesi 38.2 °C’di. DS’ye ait fiziksel stigmalari
mevcuttu. Solunum sistemi muayenesinde takipnik (soluk
sayisl: 44/dk), siyanozu yoktu ancak saturasyon degeri (SpO2)
%84’dU. Her iki hemitoraks solunuma esit katiliyor, bilateral,
yaygin raller, ronkus, uzamis ekspiryum, subkostal ¢ekilmeleri
mevcuttu. Gogus deformitesi ve ¢omak parmak yoktu.
KardiyovaskUler sistem muayenesinde hipotansif (kan basinci:
80/60 mm Hg) ve tasikardik (nabiz: 147/dakika (dk) olup 2/6
sistolik Gftrim isitildi. Ozgecmisinden (ic defa pnémoni ve iki
defa bronsiolit nedeni ile, cocuk yogun bakim servisine (CYBU)
yatisi oldugu, CH ve tip 1 DM tanilarini bes yil énce aldid,
insulin tedavisi kullandigi ve glutensiz diyetine tam olarak uyum
saglamadigi dgrenildi. Hemodinamik olarak instabil olmasi
sebebiyle CYBU’ye yatirildi. izleminde hemoglobin degerinde
dUsus olmasi ve hemodinamisinin bozulmasi nedeniyle eritrosit
destedi verildi. Ekokardiyografisi normaldi. Akciger grafisindeki
infiltrasyonlar g6z 6ntne alinarak ve klinigi degerlendirildiginde
pndémoni 6n tanisi ile vankomisin ve piperasilin tazobaktam
tedavileri baglandi. izleminde solunum sikintisi ve hipoksemisi
(Spo2: %75) artan hastaya yUksek akmli nazal oksijen
tedavisibaglandi ve akciger grafisinde infiltrasyonlarinin artis
gbstermesi  Uzere Kkontrasth toraks bilgisayarll tomografi
(BT) cekildi. BT'de 6zellikle alt loblarda belirgin olan alveolar
hemorajiyi ve sol hemitoraksta plevral eflizyonu dustndiren
buzlu cam opasiteleri ve noduler opasiteleri mevcuttu.
Pulmoner hemoraji ayrici tanisinda tanilarina yénelik tetkikler
normal saptandi. Mevcut klinigi, CH ile birlikte IPH olan hastaya
LHS tanisi konuldu. Glutensiz diyete tam uyum saglanmasina
ragmen, Klinigi dtizelmeyen, izleminde solunum sikintisi artan
hastaya U¢ gun pulse metilprednizolon (10 mg/kg, iv) tedavisi
baslandi. Hastanin steroid tedavisinin GgUnct guninde solunum
sikintisi belirgin geriledi. Genel durumu dizelen, oksijen ihtiyaci
kalmayan hasta 1 mg/kg dozunda oral metilprednizolon, instlin
pompa tedavisi ve glutensiz diyet tedavisi ile ayaktan kontrole
gelmek Uzere taburcu edildi.

Tartisma: Down sendromlu gocuklar, saglikli ¢cocuklara goére
daha sk akut solunum sikintisi yasamaktadir. DS ¢ocuklarda
basta CH, tip 1 DM ve hipotiroidizm olmak Uzere otoimmun
hastaliklar agisindan degerlendirimeli ve eglik eden interstisyel
akciger hastaliklari da bu hastalarin izleminde akilda tutulmalidir.

Lane hamilton syndrome 255

IPH tanisi alan tim hastalar, LHS akilda tutularak CH agisindan
taranmalidir. Cogu LHS olgusu glutensiz diyete yanit vermekle
birlikte solunum sikintisi devam eden, agir olgularda steroid
tedavisi verilmesi gerekenbilir.

Anahtar Sozciikler: Down Lane-Hamilton

Sendormu, Solunum Sikintisi

Sendromu,
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A Rare Disease That Emerges During a Viral Infection
Viral Enfeksiyon Sirasinda Ortaya Cikan Nadir Bir Hastalik
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ABSTRACT

Objective: Glycogen storage disease type 9 (GSD IX) occurs
due to a deficiency of the phosphorylase kinase enzyme. It is
one of the most common types of glycogen storage diseases
(GSD), accounting for 25% of cases. The most commonly
detected mutation is in the PHKA2 gene, leading to X-linked
GSD [Xa due to a deficiency in the alpha subunit, which
primarily affects the liver. The prognosis is generally favourable,
with the condition remaining asymptomatic in adulthood. This
study presents the case of a patient diagnosed with Glycogen
Storage Type 9a during a viral infection.

Case Reports: A 2-year-old male patient, with no known
previous medical history and no abnormalities detected in
routine well-child check-ups, was admitted due to elevated
transaminases detected during investigations following a
viral upper respiratory tract infection and a poor general
condition. The patient was born via cesarean section at 38
gestational weeks, weighing 2700 grams, as the second
living child of a 29-year-old mother’s second pregnancy.
There were no notable findings in the patient’s personal or
family history, and there was no consanguinity between the
parents. On physical examination, the patient’s growth and
development were normal. He had chubby cheeks and a
“doll-like” facial appearance. On abdominal examination,
the spleen was palpable 2 cm below the costal margin, and
the liver was palpable 4 cm below the costal margin. Other
system examinations were unremarkable. Laboratory tests
showed mild neutropenia and lymphopenia, with no anemia or
thrombocytopenia. Liver function tests were notable for normal
INR, albumin, and ammonia levels, but elevated AST at 2437
U/L (reference range 0-46), ALT at 895 U/L (reference range
0-32), GGT at 266 U/L (reference range <73), and LDH at
2003 U/L (reference range 0-337). HDL cholesterol was found
to be low at 9 mg/dL. Given the elevated transaminases and
body temperature above 38°C, viral infection was suspected,
and further tests were conducted. The respiratory viral panel

showed a positive result for influenza A. Viral myositis secondary
to influenza was considered as a preliminary diagnosis;
however, it was noted that the patient’s creatine kinase (CK)
was within normal limits at 40 U/L (reference range 32-294).
Abdominal ultrasonography revealed an enlarged liver with a
coarse granular, heterogeneous parenchymal pattern, but the
spleen was not enlarged. Considering the patient’s doll-like facial
appearance, hepatosplenomegaly, borderline elevated uric acid,
transaminase elevation, normal creatine kinase, and low HDL
cholesteral, further metabolic evaluations were pursued. Tandem
mass spectrometry, plasma and urine amino acid profiles, and
urine organic acid profiles were nonspecific. The very long-chain
fatty acid profile was normal, and urine sugar chromatography
yielded negative results. Glycogen storage disease was suspected.
The patient’s diet was supplemented with 1 g/kg/day of raw
cornstarch. Genetic testing targeting GSD identified a homozygous
mutation in the PHKA2 gene, confirming the diagnosis of glycogen
storage disease type 9a (GSD 1X9a)

Discussion: It should be remembered that patients with rare
metabolic diseases, especially in infancy, may initially present with
signs of infection. In cases where the clinical course is atypical,
where treatment response is delayed, and where physical
examination findings are inconsistent with an acute illness, an
underlying metabolic disorder should be considered.

Keywords: Elevated transaminases, Glycogen storage
disease, Hepatomegaly, Influenza, Viral Infection
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Amac: Glikojen depo hastaligi tip 9 fosforilaz kinaz enziminin
eksikligi sonucu olusur. GSD (glikojen depo hastaliklar)'nin
%25 ile en sik rastlanan tiplerindendir. En ¢ok saptanan PHKA2
gen mutasyonu alfa alt biriminin karacier tipi X e bagh GSD [Xa
hastaligina yol agmaktadir. Hastaligin prognozu genellikle iyidir.
Eriskin ddnemde asemptomatik izlenmektedir. Bu calismada
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viral enfeksiyon sirasida Glikojen Depo Tip 9a tanisi konulan bir
hasta sunulmustur.

Olgu Sunumu: Daha 6nce bilinen hastaligi olmayan rutin
saglam ¢ocuk muayenelerinde patoloji saptanmayan 2 yas
erkek hasta viral Gst solunum yolu enfeksiyonu, genel durumu
duskin olmasi nedeniyle bakilan tetkiklerinde transaminaz
yuksekligi saptanarak yatisi yapildi. Hastanin 29 yas annenin
2. gebeliginden 2. yasayan olarak 38. gestasyonel haftasinda
sezeryan ile 2700 gram olarak dogdugu grenildi. Ozgecmis
ve soygecmiste Ozellik yoktu. Anne baba arasinda akrabalik
yoktu. Fizik incelemede bulylime ve gelismesi normaldi.
Yanaklari dolgun, tas bebek ylzi gdrinimu mevcuttu. Batin
muayenesinde dalak 2 cm, karaciger 4 cm kot alti ele geliyordu.
Diger sistem muayeneleri dogaldi. Laboratuvar tetkiklerinde
hafif ndtropenik ve lenfopenikti, anemi trombositopenisi yoktu.
Karaciger fonksiyon testlerinden INR, albumin, amonyak
normaldiancak AST 2437 u/I (0-46), ALT 895 u/I (0-32), GGT 266
u/l (<73) LDH 2003 u/l (0-337) ytksek, HDL kolesterol 9 dusuk
saptandi. Vicut isisinin 38 derecenin Ustline olmasi, transaminaz
yuksekligi olmasi nedeniyle viral enfeksiyon dusunUlerek
enfeksiyon tetkikleri incelendi. Solunum yolu viral panelinde
influenza a pozitif sonuglandi. On tani olarak influenzaya bagl
viral miyozit dUsunuldd. Ancak hastanin CK 40 u/l (32-294)
normal oldugu dikkat ¢ekti. Yapilan abdomen ultrasonografide
karaciger boyutu artmis ve parankimi kaba granuler paternde
heterojen gorinimde saptandi. Dalak buUyUkligu yoktu. Tas
bebek yUzi gorinimuU, hepatosplenomegali, sinirda  Urik
asit yuksekligi, transaminaz yUksekligi, kreatin kinazin normal
olmasi, HLD dusukligu olmasi nedeniyle génderilen tandem
mass spektrometride normal, kan aminoasit, idrar aminoasit ve
idrar organik asit profili nonspesifikti. Cok uzun zincirli yag asidi
profili normaldi. idrar seker kromatografisi negatif sonuglandi.
On planda glikojen depo hastalig diistniildi. Diyetine 1 gr/kg/
guin ¢ig misir nisastasi eklendi. GDH yonelik génderilen genetik
panelde PHKA2 geni homozigot mutasyon saptanan hasta
glikojen depo tip 9a tanisi aldl.

Tartisma: Ozelikle infant dénemde nadir metabolik hastaliga
sahip olan hastalarn baslangigta enfeksiyon tablosu ile
basgvurabilcegi unutmamalidir. Olagan seyretmeyen, beklenen
slrede tedaviye yanit alnmayan, fizik muayenesinde akut
hastalkla uyumsuz semptomlar olan hastalarda altta yatan
metabolik hastalik olabilecedi akilda tutulmalidr.

Anahtar Soézciikler: Transaminaz yUksekligi, Glikojen depo
hastalig, Hepatomegali, influenza, Viral enfeksiyon
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Congenital/Infantile Fibrosarcoma of the Forearm: A Case Report
Onkol Yerlesimli Konjenital/infantil Fibrosarkom: Bir Olgu Sunumu
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ABSTRACT

Objective: Congenital infantile fiorosarcoma (CIF) is less than
1% among childhood cancers. Metastasis is rare. Tumor
usually originate from the distal extremity. Definitive diagnosis
is made based on pathology results. CIF is often confused with
hemangioma and lymphatic malformation at birth. The subject
of this study was a case diagnosed with congenital/infantile
fiorosarcoma (CIF).

Case Reports: A male newborn was borned at 37 weeks from
uncomplicated pregnancy of a 29-year-old mother. He was
referred to us due to a mass in his right forearm after birth. On
physical examination, there was a 4x4 cm nontender hard mass
with discontinuous vascularized surface is the same color as the
skin and has irregular borders. The patient’s arm movements
were normal. In MRI, it was observed that the fat plan between
the subcutaneous fat tissue and the adjacent muscle tissue
on the lateral right forearm could not be seen. Dimensions
45x37x32 mm, sharply limited, containing thin septa structures
mass was detected. No findings suggestive of calcification
were detected. No metastasis findings were detected in the
patient’s chest radiography, abdominal ultrasonography and
echocardiography was done. Tru-cut biopsy was performed.
It was reported as compatible with infantile fiorosarcoma. The
patient’s mass was completely excised.

Discussion: Soft tissue tumors are rarely seen in infants.
Most of these are hemangiomas and fibrous hamartomas.
Malignant soft tissue tumors frequently seen in this age group
are rhabdomyosarcoma and CIF. CIF is a rare, fast-growing
spindle cell tumor of soft tissue include for 1% of childhood
cancers. Total of 40% of cases are noticed at birth. It is 3/2
more common in boys than girls. The tumor most often involves
the distal extremity, and secondly the trunk. Involvement of the
head, neck and abdomen may be seen. It is more common
in infants than older children. Unlike adult fibrosarcomas,
metastasis is rare, local recurrence is common, and prognosis is
good. Fibrosarcoma rarely is seen in older children; if it is seen, is

usually the adult type. Lesions originating from the axial skeleton
have a worse prognosis. There is a translocation of the ETV6
gene on chromosome 12 with the NTRKS3 gene on chromosome
15. Patient is at 150. day after surgery, and is in remission and
has no additional problems.

Keywords: Congenital infantile fiorosarcoma, Forearm, Soft
tissue tumor
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Amagc: Konjenital/infantil fibrosarkom (KIF) cocukluk cag
kanserleri arasinda %1’den az goértimektedir. Metastaz nadiren
goruldr. Distal extremite kaynakl tumor olusumu daha siktir. Kesin
tani patoloji sonucuyla konur. Dogumda genellikle hemanjiom
ve lenfatik malformasyon ile kanstirilir. Bu ¢alismada konjenital/
infantil fibrosarkom(KIF) tanisi ile izlenen bir olgu sunulmustur.

Olgu Sunumu: Yirmidokuz yas annenin komplikasyonsuz
gebeliginden 37 w 3200 gr dis merkezde dogan erkek hasta,
dogum sonrasi sag on kolda kitle nedeniyle tarafimiza postnatal
9. glnuinde sevk edildi. Fizik muayenede cilt ile ayni renkte, sert,
dUzensiz sinirll, ylzeyi yer yer damarlanma gdsteren 4x4 cm
kitle mevcuttu. Hastanin kol hareketlerinde kisitllik yoktu. On
kol grafisinde belirgin kemik doku icermeyen yumusak doku
benzeri kitle gortldu. MRG de sad on kol lateralinde cilt alti yag
dokuda komsu kas doku ile arasinda yag planinin secilemedigi;
45x37x32 mm boyutlarinda; keskin sinirli; igerisinde ince septa
yapilar bulunan; kitle saptanmistir. Kalsifikasyon dustndurur
bulgu saptanmamistir. Hastanin akciger grafisinde, abdomen
ultrasonografisinde ve ekokardiyografisinde kitle, metastaz
bulgusu saptanmadi. Tru-cut biyopsi yapildi. KiF’la uyumlu
olarak raporlandi. Hastanin kitlesi total eksize edildi.

Tartisma: Yenidogan ve infantlarda yumusak doku tUmorleri
nadiren gortldr.  Bunlarn  ¢odu hemanjiyomlar ve fibréz
hamartomdur. Bu yas grubunda siklikla gérilen malign yumusak
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doku tUmorleri rabdomyosarkom ve infantil fibrosarkomdur.
infantil fibrosarkom gogukluk gagi kanserlerinin %1’ini olusturur.
Hastalarin %75’i bir yas dncesinde tani almakta, vakalarin %40’
dogumda fark edilmektedir. Erkeklerde kizlardan 3/2 oraninda
daha fazla gorilmektedir. Infantil fibrosarkom yenidogan
doéneminde gortldiginde konjenital infantil fibrosarkom adini
alr. Timér siklikla distal extremiteyi, ve ikinci siklikta gdvdeyi
tutar. Bas ve boyun bdlgesi tutulumu, abdomen tutulumu
gorilebilir. infantlarda biiyik cocuklara gdre daha sk gordlir.
Yetiskin fibrosarkomlarinin aksine metastaz nadirdir, lokal niks
siktir, prognoz iyidir. BUylk yas ¢ocuklarda nadir goralUr, eger
gorulirse genelde erigkin tiptir. Aksiyel iskeletten koken alan
lezyonlarin prognozu daha kétadar. Tumér ¢ok buytk oldugu
zaman biyopsi materyalinde hemoraji gorulebilir. Kalsifikasyon
nadiren gorullr. Mitotik aktivite genellikle ylksektir. Birgok
konjenital infantil fibromada 12. kromozomdaki ETV6 geninin, 15.
kromozomdaki NTRK3 geniyle translokasyonu s6z konusudur.
KIF hiicreden zengin ve hizl blyiimesine ragmen metastaz
olasiligr dusuk oldugu icin cerrahi olarak tam kir saglanmaktadir.
Olgumuz cerrahi eksizyondan sonra 150 glin gegmesine ragmen
remisyonda olup ek sorunu yoktur.

Anahtar Sézciikler: Konjenital infantil fiorosarkom, On kol,
Yumusak doku tumoru
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Diagnosing Rare Diseases from Anamnesis: Three Case Reports
Anamnezden Nadir Hastalik Tanisina: Ug Olgu Ornegi
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ABSTRACT

Objective: Beckwith-Wiedemann syndrome (BWS) is an
overgrowth disorder marked by macroglossia, omphalocele,
lateralized overgrowth, macrosomia, and a tendency towards
neoplasms. First described by JB Beckwith and HR Wiedemann
in the 1960s, it affects both genders equally with an estimated
prevalence of 1 in 10 500. In this study, we presented three
cases of Beckwith-Wiedemann syndrome, a rare condition
diagnosed based on clinical history, physical examination, and
subsequent molecular analysis, in patients who presented with
various complaints to the pediatric genetics clinic. The clinical
and molecular findings of three BWS patients followed in the
pediatric genetics clinic were retrospectively reviewed.

Case Reports: Case 1: A 1-month-old male presented
to the clinic for biotinidase gene analysis due to biotinidase
deficiency detected in newborn screening. The patient had a
history of antenatal polyhydramnios and prematurity. He was
born macrosomic and had a history of postnatal hypoglycemia.
Physical examination revealed macroglossia and an ear pit.
The patient’s neuromotor development was appropriate for his
age. Case 2: A 2-year and 7-month-old male was referred for
etiological investigation due to kidney stones. He had a history
of polyhydramnios and macrosomic birth during the prenatal
period. Physical examination showed a facial hemangioma
and diastasis recti. The patient’s neuromotor development
was appropriate for his age. Case 3: A 5-month-old male was
evaluated in the clinic with a suspected diagnosis of Down
syndrome. He had a history of macrosomic birth. Physical
examination revealed macroglossia, lateralized overgrowth,
and facial hemangioma. The patient’s neuromotor development
was appropriate for his age.All three patients were diagnosed
with BWS based on BWS MS-MLPA analysis. The patients
were placed under oncological surveillance. BWS is a rare
condition characterized by macroglossia, abdominal wall
defects, neonatal hypoglycemia, lateralized overgrowth, facial
hemangioma, visceromegaly, and a predisposition to embryonal
tumors. Mental capacities in affected individuals are generally

normal. BWS results from genetic and epigenetic alterations in
the 11p15 region of the genome. Molecular etiology commonly
includes reduced maternal methylation in 50-60% of cases,
paternal uniparental disomy in 20%, CDKN1C gene variants
in 5-10%, and increased methylation in the 11p15 imprint
control region 1 in 2-7% of cases. Additionally, paternal 11p15
duplication and cytogenetic abnormalities are reported in less
than 1% of cases. Molecular etiology remains undetermined in
15-20% of cases. BWS typically presents sporadically, although
maternal autosomal dominant transmission may be observed
in 10% of cases. The risk of Wilms tumor and other embryonal
tumors persists up to age 8, after which it approximates the
risk in the general population. Given the variability in clinical
manifestations and the potential for subtle phenotypes to be
overlooked, this highlights the importance of comprehensive
medical history and physical examination in the diagnosis of
BWS.

Discussion: In pediatric patients, Beckwith-Wiedemann
syndrome can be diagnosed based on clinical history and
physical examination findings, beyond the reasons for hospital
admission. This underscores the significance of obtaining a
detailed medical history and performing a thorough physical
examination in diagnosing BWS. Emphasizing the inclusion of
this rare genetic disorder in the differential diagnosis within the
pediatric population is crucial for ensuring early diagnosis and
regular follow-up.

Keywords: Beckwith-Wiedemann syndrome, Macroglossia,
Omphalocele
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Amagc: Beckwith-Wiedemann sendromu (BWS) makroglossi,
omfalosel, lateralize asin bUylme, makrozomi ve pediatrik
populasyonda embriyonik tUmdrlere yatkinlk ile seyreden bir
asin blydme sendromudur. JB Beckwith ve Hr Wiedemann
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tarafindan ik olarak 1964 ve 1969 vyillarnda tanimlanmistir.
Bu sendrom erkeklerde ve kadinlarda esit siklikta gérUlir ve
tahmini prevelansi 1/10 500’ddr. Burada farkli sikayetlerle cocuk
genetik hastaliklar klinigine basvuran, anamnez ve fizik muayene
bulgularyla Beckwith-Wiedemann sendromu on tanisi ile yapilan
molekdler analizi sonucunda nadir bir sendrom olan Beckwith-
Wiedemann Sendromu tanisi alan 3 vaka sunulacaktrr.

Olgu Sunumu: Olgu 1: Bir aylik erkek hasta, yenidogan tarama
programinda tespit edilen biotinidaz eksikligi nedeniyle biotinidaz
gen analizi icin poliklinige basvurdu. Hastanin &ykusinde
antenatal polihidroamniyoz ve prematurite vardi. Makrozomik
dogum ve postnatal hipoglisemi Oykuslu olan hastanin fizik
muayenesinde makroglossi ve kulakta pit mevcuttu. Hastanin
néromotor gelisimi yasiyla uyumluydu. Olgu 2: iki yas yedi
ay erkek, bobrek tasi nedeniyle etyolojik arastirma amaciyla
basvuran hastanin prenatal dénemde polihidroamniyoz 6ykusu
ve makrozomik dogum 6ykusu vardi. Fizik muayenede fasiyal
hemanijiyom ve diastazis recti tespit edildi. Hastanin néromotor
gelisimi yaslyla uyumluydu. Olgu 3: Bes aylik erkek, Down
sendromu 6n tanisi ile poliklinige basvuran hastanin makrozomik
dogum 6ykusU vardi. Fizik muayenede makroglossi, lateralize
asin blyime ve fasial hemanjiyom tespit edildi. Hastanin
ndéromotor gelisimi yaslyla uyumluydu. Yukarida &zetlenen Ug
olguya da yapilan BWS MS-MLPA analizi sonucunda Beckwith-
Wiedemann sendromu tanisi konuldu. Hastalar onkolojik agidan
takibe alindi. Beckwith-Wiedemann sendromu makroglossi,
karin 6n duvar defektleri, neonatal hipoglisemi lateralize asir
bUylme, fasiyal hemanjiyom, visseromegali ve embriyonik
timdrlere yatkinligin géraldtgu nadir bir sendromdur. Hastalarin
mental kapasiteleri genellikle normaldir. Beckwith- Wiedemann
Sendromu genomun 11p15 bdélgesindeki genetik ve epigenetik
degisikliklerle ortaya cikar. MolekUler etyolojiye bakildiginda
siklik siralamasina gére %50-60 vakada maternal metilasyonda
azalma, %20 vakada paternal uniparental dizomi, %5-10
vakada CDKN1C genindeki varyantlar ve %2-7 vakada 11p15
imprint kontrol bdlge 1’de metilasyon artisi vardir. Ayrica,
<%1 oraninda paternal 11p15 duplikasyonu ve sitogenetik
anomaliler de etyolojide daha nadir olarak bildirilmistir. %15-20
oraninda vakada molekdler etyoloji belirlenememistir. Beckwith-
Wiedemann sendromunda vakalar genellikle sporadik olarak
ortaya c¢ikar ancak %10 vakada maternal otozomal dominat
aktanim gorulebilir. Beckwith-Wiedemann sendromunda Wilms
tumaort ve embriyonal timar riski 8 yasa kadar devam eder. Bu
risk 8 yastan sonra toplumla yaklasik olarak esitlenir. Sendromun
klinik bulgular farkli sekillerde kombine olabileceginden ve hafif
fenotipler kolaylikla gbzden kagabilir.

Tartisma: Pediatrik hasta populasyonunda hastaneye basvuru
sebebi olan sikayetler disinda, hastadan alinan anamnez ve
fizk muayene bulgular ile Beckwith-Wiedemann sendromu
tanisi konabilir. Bu durum, pediatrik hasta degerlendirmesinde

Diagnosing rare diseases from anamnesis: three case reports 261

tibbi OykU almanin ve fizik muayenenin Beckwith-Wiedemann
sendromunun tanisindaki énemini gostermektedir. Kalitsal ve
nadir bir hastallk olan Beckwith-Wiedemann sendromunun
pediatrik popllasyonda ayirici tanida akilda tutulmasi, hastalarin
erken tan almasinin ve duizenli takiplerinin  saglanabilmesi
amaclyla vurgulanmak istenmigtir.

Anahtar Sozciikler: Beckwith-Wiedemann  sendromu,

Makroglossi, Omfalosel
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A Rare Cause of Bulging Fontanelle in the Infantile Period: HHV-6

Meningitis

infantil D&nem Fontanel Bombeliginin Nadir Bir Nedeni: HHV-6 Menenjiti

Beyza ISLEK, Meltem CETIN, Halise AKCA

Department of Pediatric Emergency, Ankara Bilkent City Hospital,Ankara, TUrkiye

ABSTRACT

Objective: Infection of the meninges surrounding the brain is
defined as meningitis. Bacterial meningitis tends to decrease
with increased vaccination in children. Aseptic meningitis is
a common occurrence in the present era, with viral agents
representing the most significant causative factors. Viral
meningitis are mostly self-limiting infections of the central
nervous system. The chance of diagnosis has increased
with the widespread use of polymerase chain reaction (PCR)
method in the clinic. Human herpes virus-6 (HHV-6) infection is
usually diagnosed in the infant age group with the development
of maculopapular rash after 3-4 days of unexplained fever.
HHV-6 is a common cause of febrile convulsions and has also
been associated with meningitis in the infant age group. Herein,
we report a case who presented with post-traumatic meningitis
and HHV-6 was detected in cerebrospinal fluid (CSF) PCR.

Case Reports: A 6-month-old infant girl was admitted to the
pediatric emergency department with a complaint of fever
(88.5°C), sneezing and sucking weakness. It was established
that the patient, who had no prior history of illness, had
manifested symptoms one day prior to admission. Additionally,
she had a history of falling from a height of approximately half a
metre one week prior. It was stated that she did not have any
complaints after the trauma and did not apply to any health
institution. The routine childhood vaccination program was
followed completely. Upon physical examination, the patient’s
general condition was moderate, with clear consciousness,
decreased sucking, and a weak appearance. Vital signs
were within normal limits for the patient’s age. On physical
excamination, she had a bulging anterior fontanelle with a width
of 3x2 cm and rest of her physical examinations were normal.

Laboratory findings during admission (complete blood count,
serum biochemistry, coagulation, C-reactive protein and
urinalysis tests) were normal. The respiratory panel virus test
was negative. Fever above 38°C was detected two times
during her follow-up. Considering the history of trauma,

transcranial ultrasonography and computed brain tomography
were performed for neuroimaging to rule out intracranial
hemorrhage. Brain CT and transcranial USG were normal. Soon
after admission, antibiotic therapy with cefotaxime (200 mg/kg/
day) and vancomycin (60 mg/kg/day) were started, as a CNS
disease was suspected. On CSF examination, color was clear,
glucose 79 mg/dL (normal range:60-80 mg/dL) (simultaneous
blood glucose 111 mg/dL), protein 8641 mg/dL(150-400).
Microscopic examination of CSF revealed no leukocytes.
Reverse transcription (RT)-PCR assays of CSF was positive
for HHV-6. Blood, urine and CSF cultures were negative. The
patient was discharged after 5 days of hospitalization.

Discussion: In this case, the importance of identifying the
causative agent using RT-PCR assays of CSF in a patient
evaluated for fever without localizing signs. New molecular tests,
which are increasingly used, provide rapid, sensitive and specific
recognition of pathogens and are an important support to the
clinician in patient management.

Key words: Bulging fontanelle, Human herpesvirus-6, Viral
meningitis
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Amac: Beyni cevreleyen meninkslerin enfeksiyonu menenijit
olarak tanimlanmaktadir. Cocuklarda asillanmanin artmasi ile
bakteriyel menenijitler azalma egilimindedir. GindmUzde siklikla
aseptik menenjitler gdzlenmekte ve en 6nemli etken olarak
virlsler karsimiza c¢ikmaktadir. Viral menenjitler ¢ogunlukla
kendi kendini sinirlayan merkezi sinir sistemi enfeksiyonlaridr.
Polimeraz zincir reaksiyonu (PZR) ydnteminin klinikte kullaniminin
yayginlasmasi ile tani sansi artmistir. Human herpes virus-6 (HHV-
6) enfeksiyonu genellikle infant yas grubunda agiklanamayan 3-4
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gunlik ates sonrasi makulopapuler dokuntl gelismesi ile tani
alir. HHV-6 febril konvulziyonlarin yaygin bir nedeni olup infant
yas grubunda meneniit ile de iligkilendiriimistir. Burada travma
sonrasl menenijit klinigi ile bagvuran ve beyin omurilik sivisi (BOS)
PZR sonucunda HHV-6 saptanan bir vaka sunulacaktir.

Olgu Sunumu: Alti aylik kiz hasta ates (38.5°C) ve huzursuzluk
sikayeti ile hastanemize getirildi. Daha 6ncesinde bilinen bir
hastaligi bulunmayan hastanin sikayetlerinin bir giin éncesinde
basladigi ve bir hafta dnce yarm metreden disme 6ykusu
oldugu &grenildi. Travma sonrasinda herhangi bir sikayeti
olmadigi, herhangi bir saglik kurulusuna basvurmadigi belirtildi.
Ozgecmisinde cocukluk cadl rutin asilama  programinin
eksiksiz uygulandigi  gortldu. Fizik muayenesinde genel
durumu orta, bilinci agik, emmesi azalmis, halsiz gérinimde,
yasamsal bulgulan yasina gére normal sinirlardaydi. Sistem
muayenelerinde 6n fontanel bombe ve 3x2 cm genigliginde,
diger sistem bulgulari dogaldi.

Laboratuvarda hemogram, biyokimya, koagulasyon tetkikleri,
akut faz reaktanlar ve tam idrar tetkiki normal sinirlardaydi.
Solunum yolu viral paneline Ureme saptanmadi. Hastanin
takiplerinde 2 kez 38°C Uzerinde ates saptandi. Travma
OykUsU de gdz 6nunde bulundurularak intrakraniyal hemoraji
ekartasyonu yapilmasi niyetiyle ndérogérintileme olarak
transkraniyal ultrasonografi ve bilgisayarli beyin tomografisi
cekildi, raporlar normal olarak degerlendirildi. Menenjit 6n tanisi
nedeniyle ampirik olarak vankomisin (60 mg/kg/day) ve 3.
kusak sefalosporin (200 mg/kg/day) tedavileri baglandi. Yapilan
lomber ponksiyon incelemesinde direkt bakida hiicre gérilmedi,
BOS analizlerinde glukoz: 79 mg/dl (referans araligi: 60-80) (es
zamanl parmak ucu kan sekeri: 111) total protein:8641 mg/L
(150-400) olarak saptandi. BOS’un mikroskobik incelemesinde
I6kosit gortimedi. BOS PZR sonucunda HHV-6 pozitifligi
saptandi. Kan, idrar ve BOS kultdriinde Ureme gdrilmedi.
Hasta 5 gunlik servis takibinin ardindan sifa ile taburcu edildi.

Tartisma: Bu vakada odaQ belirlenemeyen ates nedeniyle
degerlendirilen hastada BOS PZR kullanilarak etkenin tespit
edilmesinin 6nemine dikkat ¢ekilmistir. Kullanim sikligi giderek
artan yeni molekuUler testler, patojenlerin hizli, duyarl ve 6zgul
olarak taninmasini saglayarak klinisyene hasta yonetiminde
onemli bir destekgi olmaktadrr.

Anahtar Sézciikler: Fontanel bombeligi, Human herpesvirus-6,
Viral menenijit
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Early Childhood Masturbation Habit Confused with Epileptic Seizures
Epileptik N6bet ile Karisan Erken Cocukluk Cagi MastlUrbasyon Aligskanligi

Onur Can KARAGOZ', Ali Kansu TEHCI', Emine POLAT', Cigdem GENGC SEL2, Erhan AKSOY?

"Department of Pediatrics, Ankara Dr. Sami Ulus Pediatrics Training and Research Hospital, Ankara, Turkiye
°Department of Pediatric Neurology, Ankara Dr. Sami Ulus Children’s Health and Diseases Training and Research Hospital, Ankara, TUrkiye

ABSTRACT

Objective: Early childhood masturbation is a condition that
can often be misunderstood and confused with neurological
disorders. This common behavioral disorder is frequently
misinterpreted by families as an epileptic seizure, colic, or
other medical conditions. In this case report, we presented
a 12-month-old patient with seizure-like symptoms, and the
diagnosis and management of early childhood masturbation
was discussed.

Case: A twelve-month-old male patient was brought to our
clinic by his mother with complaints of poor appetite and failure
to gain weight. During the evaluation, it was observed that
the mother was highly anxious due to the child’s poor eating
habits and she exhibited coercive behaviors during feeding.
From the patient’s history, the child experienced tremors and
mild spasms lasting 10-15 seconds during feeding at 3 and 5
months old, at 7 months, after being seated in a high chair, the
child began rubbing his legs against his diaper while tensing
his muscles, and exhibited similar behaviors while lying face
down, at 10 months, while using a walker, the rubbing habit
continued. The patient, whose parents are not consanguineous,
had not yet started cruising or walking. Physical examination
was normal, and no abnormalities were found in the
neurological examination. Developmental assessment showed
a neuromotor delay of approximately 2 months, but fine motor
skills and social behaviors were found to be age-appropriate.
The mother was informed about the child’s feeding habits and
masturbation behavior. Recommendations regarding diaper
use were provided, and information on developmental support
therapies was given. Additionally, occupational therapy and
sensory integration support were suggested. A psychiatric
evaluation was planned if the behaviors persisted.

Discussion: The diagnosis of early childhood masturbation
can be made based on clinical findings, and videos recorded
by families often facilitate the diagnostic process. Additional

diagnostic tests are usually unnecessary in children with normal
physical and neurological examinations. It is common for this
condition to be confused with epileptic seizures and neurological
disorders, so it is crucial to perform the correct differential
diagnosis. The onset of masturbation in early childhood is
frequently associated with stressful events experienced by
the child. Stress factors such as separation from parents or
the birth of a sibling may trigger these behaviors. Additionally,
discomfort in the perineal region and rubbing against the
genital area can contribute to the development of this habit.
This condition is generally harmless and can be considered a
coping mechanism for the child to deal with stress.

Conclusion: Early childhood masturbation should be carefully
evaluated by clinicians, as it can be confused with seizure-like
symptoms. Families should be encouraged to clearly express
these types of behaviors, and unnecessary neurological
investigations should be avoided. Additionally, families should be
advised to show more attention and affection during this process
to help the child manage their anxiety and stress.

Keywords: Early childhood masturbation, Seizures, Anxiety
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Amac: Erken ¢ocukluk gagr mastutrbasyonu, ¢cogunlukla yanlis
anlasilabilen ve nérolojik hastaliklarla kanstirilabilen bir durumdur.
Sik gdrilen bu davranis bozuklugu, genellikle ailelerin yanlis
yorumlamaslyla epileptik nébet, kolik ya da baska tibbi durumlarla
kanistirlabilir. Burada, nodbet benzeri belirtilerle bagvuran 12 aylk
bir olgu sunulmus ve erken ¢ocukluk ¢adi masttrbasyonunun
tani ve yonetimi tartisimistir.

Olgu: On iki aylik erkek hasta, annesi tarafindan istahsizlik ve
kilo alamama yakinmalari ile klinigimize getirildi. Degerlendirme
sirasinda annenin cocugun az yemek yemesi nedeniyle kaygi
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dUzeyinin yuksek oldugu ve yemek yedirme sirasinda zorlayici
tutumlar sergiledigi tespit edildi. Oykisiinden gocugun, 3 ve 5
aylikken beslenme sirasinda her biri 10-15 saniye sUren titreme
ve hafif kasilma ataklar gegirdigi, 7 aylikken mama sandalyesine
oturtulduktan sonra bacaklarini kasarak bezine surtinmeye
basladigl, yuzUstlu yatarken de ayni davraniglar sergiledigi, 10
aylkken yoriteg kullandigi dénemde surtinme  aliskanliginin
devam ettigi 6grenildi. Anne ve baba arasinda akrabalik olmayan
hastanin henulz siralamasi ve yuriimesi yoktu. Fizik muayenede
anormallik saptanmadi. Gelisimsel muayenede ndromotor
gelisimde yaklasik 2 aylk bir gecikme mevcuttu, ancak ince
motor becerileri ve sosyal davranislari yaslyla uyumlu bulundu.
Anneye, cocugun beslenme aliskanliklar ve mastirbasyon
davranisi hakkinda bilgilendirme yapildi. Bez kullanimiyla ilgili
Onerilerde bulunuldu ve gelisimsel destek tedavileri hakkinda
bilgi verildi. Ayrica ergoterapi ve duyu buttinleme destegi dnerildi.
Davraniglarin devam etmesi halinde psikiyatrik degerlendirme
planlandi.

Tartisma: Erken cocukluk ¢agr mastUrbasyonu tanisi klinik
bulgularla konulabilir ve gogunlukla ailelerin kaydettikleri videolar
teshis surecini kolaylastinr. Fiziksel ve ndrolojik muayenesi normal
olan ¢ocuklarda ek tanisal testler genellikle gerekmez. Epileptik
nobet ve norolojik hastalklarla karistinimasi sikga karsilagilan
bir durumdur, bu nedenle dogru ayinci tani yapilmasi énemlidir.
Mastirbasyonun erken c¢ocuklukta ortaya cikmasl, siklikla
cocukta yasanan stresli olaylarla iligkilidir. Aileden ayrilma, kardesin
dogumu gibi stres faktorleri, bu davraniglarin baslamasina neden
olabilir. Ayrica perineal bolgede olusan rahatsizlik hissi, genital
bdlgeye strtinme de bu aliskanlidin gelismesine yol agabilir. Bu
durum genellikle zararsizdir ve gocugun stresle bas etme yontemi
olarak degerlendirilebilir.

Sonug: Erken cocukluk c¢adr mastirbasyonu, ndébet benzeri
semptomlarla kansabilecedi igin Klinisyenler tarafindan dikkatle
degerlendiriimelidir. Ailelerin bu tlr davraniglan agikga ifade
etmeleri tesvik edilmeli ve gereksiz norolojik tetkiklerden
kacinimalidir.  Ayrica ailelere, c¢ocugun kaygl ve stresini
yonetebilmesine yardimcei olmak igin bu stregte daha fazla ilgi ve
sefkat gostermeleri tavsiye edilmelidir.

Anahtar Sézciikler: Erken cocukluk cag mastlrbasyonu,
Nobet, Anksiyete
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The Importance of Ophthalmological Development in Aicardi

Syndrome

Aicardi Sendromunda Oftalmolojik Bulgularin Onemi

Buse ATESLI', Erdem ERIS?, Pakize KARAOGLU®
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ABSTRACT

Objective: Aicardi syndrome is a rare syndrome with X-linked
dominant transmission, characterized by infantile spasm, corpus
callosum agenesis, ocular abnormalities, especially chorioretinal
lacune, and cognitive and motor retardation. The syndrome is
seen mainly in girls. The diagnosis of the disease is made with
clinical findings. Electroencephalography (EEG), brain magnetic
resonance imaging (MRI findings) and ophthalmological
examination are helpful in diagnosis. In patients with Aicardi
syndrome, the first problem usually appears as cognitive and
motor retardation along with seizures. These seizures are often
resistant to antiseizure drug treatment and can occur in the
first six months of life, sometimes it begins shortly after birth.
Other common accompanying findings may include ocular
coloboma, costovertebral anomalies, EEG abnormalities,
cognitive impairment and psychomotor developmental delay,
callosal dysplasia, intracranial cysts, and severe cerebellar
anomalies. The aim of this study was to present the clinical
findings of the patient with Aicardi Syndrome.

Case Reports: A four-year-old girl was evaluated for her
seizures in the form of flexor spasms, which first started
when she was three months old. There was no consanguinity
between the parents of the case born at term, 2600 grams,
caesarean section. On physical examination, his head control
and eye tracking were poor, he had no social smile, he was
hypotonic, DTR could be taken. Laboratory tests were normal.
The EEG taken due to his spasmodic seizures was compatible
with hypsarrhythmia. Treatments such as steroids, vigabatrin,
clobazam, B6 and topiramate were applied respectively due to
his seizures. Although the frequency and severity of the seizures
decreased, his seizures could not be fully controlled. The patient,
who did not have eye tracking and had refractory seizures, was
evaluated for ocular involvement of metabolic diseases and
chorioretinal lacunae were observed at the base of the eye. Brain
MRI revealed a dysgenetic appearance in the corpus callosum.

Detailed metabolic examinations and extensive epilepsy panel
results were normal. ‘Aicardi Syndrome’ was considered in the
case with spasmodic epileptic seizures, developmental delay,
chorioretinal lacune appearance at the bottom of the eye and
corpus callosum dysgenesis on brain MRI.

Discussion: The classical triad of Aicardi syndrome, which
occurs with a frequency of approximately one in 100.000-
150.000 live births, was first described in 1965. The three cardinal
findings of the disease are corpus callosum agenesis, infantile
spasms, and chorioretinal lacunes. In addition, major findings
include cortical malformations, periventricular and subcortical
heterotopia, choroid plexus papillomas, around the third
ventricle or interhemispheric cysts, and optic nerve coloboma.
Microphthalmia and other eye anomalies, vertebral or extremity
anomalies, cerebral hemispheric asymmetry, hypsarrhythmia or
burst-suppression in EEG are supportive findings of the disease.
Since infantile spasms and corpus callosum agenesis, among
the three cardinal signs of the disease, are not specific to the
disease, it is very important to detect chorioretinal lacunes.
Aicardi syndrome is inherited in an X-linked dominant manner;
it has been suggested that spontaneous mutation occurs on
chromosome Xp22. Research to definitively determine the
chromosomal abnormality is ongoing. Especially female patients
with developmental delay, seizures, corpus callosum anomaly
and abnormal eye examination findings should be carefully
examined for Aicardi syndrome.

Keywords: Aicardi syndrome, Chorioretinal lacuna, Corpus
callosum anomaly, Spasm seizures
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Amacg: Aicardi sendromu, X'e bagl dominant gecis gdsteren,
infantil spazm, korpus kallozum agenezisi, koryoretinal lakin
basta olmak Uzere okuler anormallikler, biligsel ve motor gerilik
ile karakterize nadir gortlen bir sendromdur. Sendrom baslica
kiz ¢cocuklarinda gérulmektedir. Hastaligin tanisi Klinik bulgular
ile konulmaktadir. Elektroensefalografi (EEG), beyin manyetik
rezonans gorunttleme (MR) bulgulan ve oftalmolojik muayene
tanida yardimcidir. Aicardi sendromlu hastalarda genellikle ilk
sorun ndbetler ile birlikte bilissel ve motor gerilik olarak karsimiza
¢clkmaktadir. Bu nébetler ¢ogunlukla antindbet ila¢ tedavisine
direnglidir ve yasamin ilk altr ayinda, bazen de dogumdan kisa bir
sUre sonra baglamaktadir. Eslik eden diger sik bulgular; okdler
kolobom, kostovertebral anomaliler, EEG anormallikleri, kognitif
bozukluk ve psikomotor gelisme geriligidir. Beyin MRG bulgular;
kallozal displazi, intrakraniyal kistler, polimikrogri ve agir serebellar
anomaliler seklinde olabilmektedir. Bu olgu sunumunun amaci
Aicardi sendromlu bir hastanin Klinik 6zelliklerini sunmaktir.

Olgu Sunumu: Dortyasinda kizolgu, ilk kez U¢ aylikken baslayan
fleksor spazm seklinde ndbetleri nedeniyle degerlendirimistir.
Term, 2600 gram, sezeryan ile dogan olgunun anne babasi
arasinda akraballk yoktu. Fizik muayenede bas kontroli ve
g6z takibi zayifti, sosyal gulimsemesinin olmadigl goéruldy,
hipotonikti, DTR alinabiliyordu. Laboratuar tetkikleri normaldi.
Spazm seklimde nobetleri nedeniyle cekilen EEG’si hipsaritmi ile
uyumluydu. Nobetleri nedeniyle steroid, vigabatrin, klobazam,
B6, topiramat gibi tedaviler sirasiyla uygulandi, ndbet sikiigi
ve siddeti azalmakla birlikte ndbetleri tam olarak kontrol altina
alinamadi. G6z takibi olmayan ve direncli nébetleri olan hasta
metabolik hastaliklarn g6z tutulumu agisindan degerlendirildi
ve goz dibinde koryoretinal lakunler izlendi. Beyin MRG’sinde
korpus kallozumda disgenetik gdriunim saptandi. Detayl
metabolik tetkikleri, genis epilepsi paneli normal olarak
sonuglandi. Spazm seklinde epileptik ndbetleri, gelisme gerilidi,
g6z dibinde koryoretinal lakiin goérinimU ve beyin MRG’de
korpus kallozum disgenezisi olan olguda ‘Aicardi Sendromu’
dusUnulda.

Tartisma: Yaklagik 1/100.000-150.000 canl dogumda bir siklikta
rastlanan Aicardi sendromunun klasik triadi ik kez 1965 yilinda
tanmlanmistir. Hastaligin G¢ kardinal bulgusu; korpus kallozum
agenezisi, infantil spazmlar, koryoretinal laktnlerdir. Bunlara
ek olarak major bulgular arasinda kortikal malformasyonlar,
periventrikiler ve  subkortikal — heterotopi, koroid  pleksus
papillomlar, U¢lnct  ventrikdl etrafinda  veya interhemisferik
kistler, optik sinir kolobomu sayllmaktadir. Mikroftalmi ve diger
g6z anomalileri, vertebral ya da ekstremite anomalileri,serebral
hemisferik asimetri, EEG’de hipsaritmi ya da burst-stipresyon
ise hastaligin destekleyici bulgulandir. Hastaligin Uc¢ kardinal
bulgusundan infantil spazmlar ve korpus kallozum agenezisi
hastaliga 6zgul olmadigindan koryoretinal lakinlerin saptanmasi
¢ok dnemlidir. Aicardi sendromu X’e bagl dominant kalrtilir, Xp
22 kromozomunda spontan mutasyon meydana geldidi ileri
surdlimusttr. Kromozomal anormalligi kesin olarak belilemeye
yonelik arastrmalar devam etmektedir. Gelisimsel geriligi,

The importance of ophthalmological development in aicardi syndrome 267

ndbetleri, korpus kallozum anomalisi ve anormal g6z muayene
bulgular olan 6zellikle kiz hastalar Aicardi sendromu agisindan
dikkatli incelenmelidir.

Anahtar Sozciikler: Aicardi sendromu,
anomalisi, Koryoretinal laktin, Spazm nobetleri

Korpus kallozum
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ABSTRACT

In accordance with the tenets of nursing law, a nurse may be
defined as a healthcare professional with the responsibility of
administering treatments as prescribed in writing by a physician,
determining the health-related necessities of the individual,
family and society in any given environment, and planning,
implementing, supervising and assessing the provision of
nursing care in alignment with the identified needs within the
framework of a nursing diagnosis. The nursing profession
encompasses a range of responsibilities and duties, which
can be classified into three main categories: independent,
semi-dependent and dependent roles. Independent roles
entail activities such as patient care, education, research and
advocacy for patient rights. Semi-dependent tasks pertain to
the diagnostic and treatment processes, whereas dependent
tasks are directly supervised by physicians and involve
diagnostic and therapeutic services.

While the law requires nurses to administer treatment in
accordance with the instructions provided, it assumes that
they possess a fundamental understanding of the medications
they administer. In the event of an error in the order, it is the
responsibility of the nurse to rectify it through consultation;
however, in cases where the administration of the treatment
is insisted upon, and it is evident that doing so will result in
harm to the patient, it may be grounds for refusal due to its
independent status. In other words, while fulfiling the orders,
it is imperative for nurses to ascertain whether the orders align
with the established protocol and to administer the treatment
accordingly, ensuring a comprehensive understanding of the
indications, contraindications and potential complications
associated with each medication administered.

Can healthcare workers be held blameless for every
complication? The concepts of “complication” in medicine
and “acceptable risk” in law are equivalent. To evaluate
medical malpractice, experts must define the complication

according to the available data. To define this term, consider
the complication, its frequency, and early recognition and
prevention. Failing to recognise or take precautions in a timely
manner is malpractice. Sois refusing to adhere to recommended
standards despite complications or the absence of precautions.
It is crucial to understand the difference between malpractice
and complication. From a legal standpoint, it is vital to inform
the patient or their relatives. The most important aspect is
maintaining comprehensive medical documentation.

During the course of the Supreme Council of Health’s 75-year
tenure, approximately 10,000 files were received. Additionally,
the Council received a further 932 files between the years of
1994 and 1999. A review of the files revealed that healthcare
personnel were found to be more or less ‘at fault’ in more than
half (63%) of them. Conversely, the number of news items
pertaining to “medical malpractice” as recorded by the press
between the years 2000-2007 was 172. The proportion of the
news items related to ‘medical malpractice’ reflected in the
press between 2000 and 2007 increased from 1.2% in 2000 to
30.8% in 2007. Within the scope of the study, it was determined
that nurses were held responsible for 12.2% of the news items
about malpractice in the newspapers and that physicians and
nurses were held responsible together for 9.9% of the items.

In cases where a civil servant is alleged to have committed an
offence due to their duties, approval from the relevant authority
is needed for the prosecutor’s office or the courts to take
action. From a legal perspective, permission to investigate is
a condition of criminal procedure. Unless they have a permit
from an administrative authority, prosecutor’s offices cannot
investigate crimes that require one. Those requiring an
investigation permit are as follows: the President, Prime Minister,
Ministers, MPs, Judges, prosecutors, members of the Turkish
Armed Forces, members of the Constitutional, Cassation and
Council of State Courts and members of the Court of Accounts.
This permit is also required for university faculty members and
healthcare professionals (Annex of Regulation on Job and Job
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Descriptions of Health Professionals and Other Professionals
Working in Health Services, 22/05/2014).

In accordance with the Investigation Permission Procedure for
Healthcare Professionals, the stipulations set forth in Law No.
4483 on the Prosecution of Civil Servants and Other Public
Officials, promulgated on 2 December 1999 and enumerated
as Law No. 448, shall apply. Therefore mentioned provisions
shall apply to investigations conducted by physicians, dentists
and other healthcare professionals working in public or private
healthcare institutions and organisations, as well as foundation
universities, in so far as they relate to medical procedures and
practices associated with the examination, diagnosis and
treatment of patients, within the context of their professional
duties. The authority to conduct such investigations shall
be granted by the Professional Responsibility Board, which
is established within the Ministry of Health. In accordance
with the Regulation on the Procedures and Principles on
the Investigation of Health Professionals due to Medical
Procedures and Practices and Recourse for Compensation
Paid by the Administration, published in the Official Gazette
dated 15 June 2022 and numbered 31867, the Professional
Liability Board has been constituted. The Board is constituted
by seven members, appointed by the Minister of Health,
who must include the deputy minister, the general directors
of the aforementioned services (Health Services, Public
Hospitals, Legal Services, Management Services), as well as
two physicians, one of whom must have expertise in internal
medicine and the other in surgery, with the title of professor
or associate professor. Physicians and nurses who have been
granted authorisation to undergo an investigation may be
prosecuted under the provisions of the Turkish Penal Code for
specific malpractice practices. Those engaged in the provision
of healthcare are liable to prosecution under Articles 89 and 85
of the aforementioned Code, which pertain to the offences of
negligent injury and negligent homicide.

0z

Hemsirelik kanununa gore, “Hemsireler; tabip tarafindan yazil
olarak verilen tedavileri uygulamak, her ortamda bireyin, ailenin
ve toplumun hemgirelik girisimleri ile karsilanabilecek, saglikla ilgili
ihtiyaclanni belirlemek ve hemsirelik tanilama sureci kapsaminda
belirlenen ihtiyaglar ¢ergevesinde hemsirelik bakimini planlamak,
uygulamak, denetlemek ve degerlendirmekle gorevli saglk
personelidir”.  Hemgireler uyguladiklan girisimleri ve saglk
bakimini, bagimsiz, yart bagimii ve bagimli rollerle sunar. Bagimsiz
rolleri; bakim, egitim, arastirma ve hasta haklarini savunma gibi
gbrevlerdir. Yari bagimli rolleri, teshis ve tedavi sureclerinde
Ustlendigi gorevler iken, bagimli rolleri ise teshis ve tedavi edici
hizmetlerinde hekime bagl gorevleridir.

Yasalar hemsirelerin tedaviyi order edildigi sekilde uygulamasini
beklerken, uyguladiklar ilagla ilgili temel bilgiye sahip oldugunu
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varsayar. Hemsire orderda hata varsa danigarak duzeltimesini
saglamalidir. Fakat uygulamakonusundaisrar ediliyorsa, yapllimasi
hastaya zarar verecekse bagimsiz rolU geredi yapmayabilir. Yani
hemsirelerin istemleri yerine getirirken istemlerin  prosedUre
uygun olup olmadigina bakmasi ve emin olduktan sonra yerine
getirmesi gerekir. Bu dogrultuda hemsireler uyguladiklan ilaglar
hakkinda endikasyon, kontrendikasyon ve komplikasyonlarina
ait bilgileri bilmelidir.

Peki her komplikasyonda saglik calisani kusursuz sayilabilir
mi ya da saylmall mi? Tiptaki “komplikasyon” kavrami ile
hukuktaki “kabul edilebilir risk” kavramlar esasen esdegerdir.
Tibbi uygulama hatalarini  degerlendiren bilirkigiler, bilimsel
verilere  gbére komplikasyonu tanimlamaldrr. Bu tanm
yaplilirken, komplikasyonun niteligi, sikligi, olumsuz sonucun
erken fark edilebiime, engellenebilme durumu gibi konular
deg@erlendirimelidir. Eger ortaya ¢ikan komplikasyon zamaninda
fark edilmezse, fark edilmesine ragmen gerekli dnlemler
alinmazsa, fark edilip 6nlem alnmasina ragmen yerlesmis
standart tibbi girisimde bulunulmazsa karsimiza “malpraktis”
olarak c¢ikacaktir. Malpraktis ve komplikasyon ayriminda, ihmal
ve komplikasyon farkinin bilinip bilinmedigine dikkat edilir. Hukuki
acidan, bu konuda hastanin/yakinlarinin bilgilendirilmesi énem
tasir. Ancak bu degerlendirmelerin yapilabilmesi igin en énemli
konu dogru ve tam kayit tutulmasidir.

YUksek Saglk Suras’'na, 75 yillk gérev suresi icinde 10 000
civarinda dosya; 1994-1999 yillar arasinda ise 932 dosya intikal
etmistir. Incelenen dosyalarin yarisindan fazlasinda (%53) saglik
personeli az veya cok “kusurlu” bulunmustur. Ote yandan 2000-
2007 yillan arasinda basina yansiyan “hatall tibbi uygulama” ile
ilgili haber sayisi 172 olarak tespit edilmistir. 2000 yilinda %1.2
oraninda haber yayinlanmisken, 2007 yilinda oranin %30.8’e
yUkseldigi gdrilmektedir. Arastirma kapsaminda gazetelerde
yer alan malpraktis ile ilgili haberlerin %12.2'sinden hemsirelerin,
%9.9’'undan hekim ve hemsgirelerin beraber sorumlu tutuldugu
belirenmigtir.

Memurlar ve diger kamu gorevlilerinin yarglanmasinda; “gorevi
sebebiyle” isledigi bir su¢ hakkinda savcilk tarafindan sorusturma
veya mahkeme tarafindan kovusturma yapilabilmesi icin yetkili
idarenin onayi gerekmektedir. Sorusturma izni, ceza muhakemesine
gore hukuki nitelik itibariyle “sorusturmasart” olarak kabul
edilmektedir. Yani, savcillk sorusturma izni alinmasi gereken bir
suc isleyen fail ile ilgili idari kurumdan sorusturma izni almadan
dogrudan sorusturma yapamayacaktir. Sorusturma izni gerekenler;
Cumhurbagkani, Bagbakan, Bakanlar, Milletvekilleri, hakim ve
savcllar, Turk Silahll Kuwvetleri mensuplan, Anayasa Mahkemesi
bagkan ve Uyeleri, Yargitay baskan ve Uyeleri, Danistay baskan ve
Uyeleri, Sayistay baskan ve Uyeleri, Universite dgretim Uyeleri ve
sagdlk meslek mensuplandrr. Saglk Meslek Mensuplar ile Saglik
Hizmetlerinde Calisan Diger Meslek Mensuplarnin is ve Gérev
Tanimlanna Dair Yonetmelik (22.05.2014 RG: 29007) ekine gore;
tabip ve uzman tabip, dis tabibi ve uzman dis tabibi, eczacl, ebe,
hemsgire ve Klinik psikologlar sadlik meslek mensubudur.

Saglik Calisanlan Acisindan Sorusturma izni Prosediirii’ nde kamu
veya Ozel saglik kurum ve kuruluslan ve vakif Universitelerinde
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gbrev yapan, hekim ve dis hekimleri ile diger saglk meslek
mensuplarnin saglik mesleginin icrasi kapsaminda yaptiklari
muayene, teshis ve tedaviye iliskin tibbi islem ve uygulamalar
nedeniyle yapilan sorusturmalar hakkinda 2/12/1999 tarihli ve
4483 saylll Memurlar ve Diger Kamu Gorevlilerinin Yargilanmasi
Hakkinda Kanun hidktmleri uygulanir. Sorusturma izni, Saglik
Bakanligi blUnyesinde kurulan Mesleki Sorumluluk  Kurulu
tarafindan verilir. Mesleki sorumluluk kurulu, 15 Haziran 2022
Tarihli ve 31867 Sayll Resmi Gazete’de yayinlanan Saglik
Meslek Mensuplarinin Tibbi islem ve Uygulamalan Nedeniyle
Sorusturulmasina ve Idarece Odenen Tazminatin  Ruicu
Edilmesine Dair Usul ve Esaslar Hakkinda Yonetmelik tarafindan
belilenmistir.  Kurul, Saglk Bakani tarafindan belirlenen;
Bakan yardmcisi, Saglik Hizmetleri, Kamu Hastaneleri, Hukuk
Hizmetleri, Yonetim Hizmetleri genel mtdUrleri veya yardimcilari,
profesor veya dogent unvanli biri dahili, digeri cerrahi branstan iki
hekim olmak Uzere yedi Uyeden olusur.

Sorusturma izni verilen hekim ve hemsirelere 6zel malpraktis
uygulamalarinda Turk Ceza Kanunu kapsaminda davalar
gorulmektedir. Saglik mensubu ¢alisanlar, TCK'nin 89. ve 85.
Maddeleri olan taksirle yaralama ve taksirle dldirme sugu ile
yargilanmaktadir.
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ABSTRACT

Human Papillomavirus is a double-stranded, non-enveloped,
and small DNA virus in the papillomaviridae family. Among
the types that show mucosal involvement, there are types
associated with cervical cancer, and different types have
different oncogenic potentials. Due to the limited immune
response to this virus, which is extremely common in both
women and men, and the fact that it causes oncological
diseases over the vyears, the World Health Organization
launched the ‘Cervical Cancer Eradication’ program in 2018
and recommended prophylactic HPV vaccination as a primary
prevention method. There are three types of HPV vaccines in
the world: two-valent, four-valent, and eight-valent. According
to WHO data, these vaccines have been included in the
national and regional vaccination calendars in 144 countries.
Many studies have been conducted over the years based on
the safety and effectiveness of the vaccine. The data shown
by the effect and side effect studies prove that the vaccine is
extremely reliable and effective. In addition, studies have shown
that two doses are sufficient instead of three doses, especially
in the 9-14 age group, due to the stronger antibody response.
It is extremely important that the person has not been exposed
to the virus before vaccination, because the vaccine does
not protect against the strain the patient is infected with and
does not prevent the development of the disease. Therefore,
the vaccination of the non-sexually active population is also
important in terms of the protection of the vaccine. For these
reasons, it is emphasized that including HPV vaccines in the
national vaccination calendar will be a cost-effective method for
reducing HPV-related health costs in our country.

0z

insan Papilloma Virlisti papillomaviridae ailesinde yer alan cift
sarmal yapida, zarfsiz ve kicUk DNA virtsleridir. Mukozal tutulum
gOsteren tipler arasinda servikal kanserle iligkili tipleri mevcuttur
ve farkll tiplerin farkll onkojenik potansiyelleri bulunur. Hem
kadin hem erkekler arasinda son derece sik gorilen bu virlse
karsi bagisikik yanitinin kisith olmasi ve vyillar iginde onkolojik
hastaliklara neden oluyor olmasi sebebiyle Diinya Saglik Org(iti
tarafindan 2018 yilinda ‘Servikal Kanser Eradikasyon’ programi
baslatiimig ve birincil korunma yéntemi olarak profilaktik HPV agi
uygulamasl dnerilmistir. DUnya Uzerinde iki valanl, dort valanli
ve dokuz valanli olmak Uzere Ug¢ tip HPV asisi bulunmaktadir.
Bu asilar DSO verilerine gére 144 (lkede ulusal ve bdlgesel
asllama takvimine dahil edilmistir. Yillar icinde asinin guvenlik ve
etkinligine dayall olarak pek ¢ok galisma yapilmistir. Etki ve yan
etki ¢alismalarinin gdstermis oldugu veriler asinin son derece
guvenilir ve etkin oldugunu ispat etmektedir. Ayrica ¢aligmalar
Ozellikle 9-14 yas grubu asilamanin antikor yanitinin daha kuvvetli
olmasi dolayisiyla U¢ doz yerine iki dozun yeterli oldugunu
belirtmektedir. Agi yapilmadan dnce kiginin virtsle karsilasmamig
olmasl son derece Onemlidir, ¢lnkd agl hastanin enfekte
oldugu susa kargl koruyucu degildir ve hastalgin gelismesini
engellemez. Dolayisiyla cinsel aktif olmayan populasyonun
asllanmig olmasi da asinin koruyuculugu agisindan énem arz
etmektedir. Bu nedenlerle HPV asllarinin ulusal asi takvimine
alinmasinin, Ulkemiz i¢in HPV iligkili saglik maliyetlerini azaltmak
konusunda maliyet etkin bir ydntem olacag vurgulanmaktadirr.
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ABSTRACT

SEDATION

Patients admitted to Pediatric Intensive Care Units (PICU) are
likely to experience anxiety, fear, and pain due to both their
underlying diseases and necessary routine procedures such as
mechanical ventilation (MV). The aim of sedation and analgesia
is to reduce pain and anxiety, unplanned extubation, airway
trauma, asynchrony with MV, CVS stress response, pulmonary
hypertension, oxygen consumption, cerebral metabolism and
calorie consumption.

Mechanical ventilation sedation and analgesia

1. To provide comfort and reduce anxiety or pain. Sedative
agents should be added only after adequate analgesia
has been achieved reversible pathophysiologic conditions
( hypothermia , anemia, etc.) have been treated. NMBAs
should be used when the patient is adequately sedated and
in without pain.

2. To help normal sleep patterns and produce amnesia.

3. To ensure good compatibility with MV and tracheal tube,
thus preventing asynchrony. However, when evaluating a
patient with asynchrony, it is important to exclude not only
sedation or analgesia, but all potentially involved factors (air
leaks, ventilator settings, fever, hemodynamic status, etc.,
especially in noninvasive ventilation (NIV).

4. To limit the effect of external stimuli (noise, light, personnel)
and as a premedication for invasive procedures.

5. Avoiding adverse events such as unplanned extubation or
catheter removal.

Planned Intubation Sedation and Analgesia

In planned intubation, an analgesic agent such as fentanyl or
ketamine may be the first drug to be “administered”. Second,
if the patient is hemodynamically stable, a sedative agent such
as midazolam, thiopental, or propofol is given. If there are signs

of hemodynamic compromisen, ketamine or etomidate (unless
you suspect septic shock) may be used. The use of atropine
is controversial and is not a standard medication. NMBAs are
used to facilitate intubation. Rocuronium is a preferred NMBA
because of its rapid onset of action, cardiovascular stability, and
favorable pharmacokinetic profile. It can also be rapidly reversed
with sugammadex.

Sedation and Analgesia in Spontaneously Breathing
Patients (NIV Invasive Weaning from Ventilation )

Light sedation may be required. It isimportant to avoid excessive
sedation. Nonpharmacological methods (presence of parents,
dim lighting, quiet environment) are particularly important.
Dexmedetomidine (DXM), midazolam , clonidine, and propofol
can be given as low-dose continuous infusions. If a patient on
long-term opioids shows signs of withdrawal syndrome when
lowering the dose, opioid analgesia is clearly necessary. If the
patient has no other painful clinical conditions, the patient can
be managed with sedation only , with nonopioid analgesics as
needed .

Sedation and Analgesia in Patients Rec