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ABSTRACT

Tuberous sclerosis is a multiple system disease,
involving the brain, skin, kidneys, heart and other
visceral organs. We report a patient with bilateral
renal angiomyolipomas, diffuse pulmonary cysts, and
skin adenoma sebaceum. Following the discovery of
a renal mass 8 years previously, a left nephrectomy
was performed, histopathological examination
revealing increased kidney fatty tissue. Exertional
dyspnea, spontaneous pneumothorax history, and
bilateral multiple cystic lesions in computed
tomography of thorax wore consistent with pulmonary
lymphangioleiomyomatosis, an unusual entity known
to coexist with tuberous sclerosis. Over the last few
years, pulmonary symptoms have worsened and the
right kidney has enlarged secondary to
angiomyolipomatosis.

We want to report this case since it describes an
association between pulmonary lymphangiolei
myomatosis and renal angiomyomatosis which is not
well documented.

Key Words: Renal angiomyolipoma, tuberous
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INTRODUCTION

Tuberous sclerosis complex is an autosomal
dominant disorder characterized by hamartomas in
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one or more organs particularly in the skin, brain,
heart, retina and kidneys. Pulmonary involvement has
been reported to occur in less than 1% of patients (1).
Histologically, pulmonary involvement in tuberous
sclerosis is identical to pulmonary
lymphangioleiomyomatosis (2,3). Pulmonary
lymphangioleiomyomatosis is a disease which
presents with progressive dyspnea, spontaneous
pneumothorax and hemoptysis. At the onset of
symptoms, patients with tuberous sclerosis and
lymphangioleiomyomatosis are almost always women
of reproductive age. There is also a low frequency of
mental deficiency and seizures in this subgroup of
patients with tuberous sclerosis (4). Pathologically,
proliferation of immature smooth muscle throughout
the tissue surrounding bronchi, blood vessels and
lymphatic vessels with minimal surrounding fibrosis is
seen (5). Proliferation results in obstruction of
bronchioles, air trapping, bullae and pneumothorax.
The lungs are filled with multiple cystic cavities,
grossly as well as microscopically (5). Bilateral renal
tumors with fat density are consistent with
angiomyolipomas (6). The coexistence of
lymphangioleiomyomatosis and renal
angiomyolipomas are seen in tuberous sclerosis.

In this case report, we report a female patient with
tuberous sclerosis and pulmonary involvement
followed up for 6 years. She presented with renal
angiomyolipoma, adenoma sebaceum of the face
skin, with subsequent progressive exertional
dyspnea. To our knowledge the relationship between
angiomyolipoma and pulmonary disease in tuberous
sclerosis has not received attention in the nephrology
literature.



BENIGN PROSTAT HIiPERPLAZiST TEDAVISINDE ETKILi SECIMiINiz: CARDURAx

CARDURA® ile maksimum akis hizinda sadece 2 hafta icinde anlaml CARDURA®’nin cinsel fonksiyonlar tizerinde kanitlanmis olumlu etkisi vardir.2

artis saglanir.4 CARDURA®'nIn PSA seviyesi Uzerine etkisi yoktur.6
CARD_URA® ile 48 ayavaran surelerde baslangica gore etki azalmadan CARDURA® giinde tek dozluk sabah ya da aksam uygulanabilen
tedaviye devam edilebilir.1 o

kolay pozolojisi ile hasta uyumunu artirir.6
CARDURA® ile obstriktifve irritatif semptomlarda etkili diizelme gérular.3 CARDURA® tedavisine Img ile baslanir ve | hafta sonra 2mg’a cikilir.
CARDURA® normotansif hastalarda guvenle kullanihr.1 Tedaviye verilen yanita gore doz 4 mg’a veya 8 mg’a yukseltilir.7
CARDURAW® ile plasebodan sadece % 6 daha fazla yan etki goralmustur.5 EN SIK KULLANILAN DOZ 4mg’dir.6
Referanslar:

1. H. Lepor, S. Kaplan, I. Klimberg D. Mobley, A. Fawxy M Gaffney, K. Ice, and N. Dias for the multicenter study group. Doxazosin for BPH: Long term efficacy and safety in hypertensive and normotensive patients. The Journal of Urology, vol 157, 525-530,
February 1997 2. Grimm Rh; Grandits G; Svendsen K Journal of Urology-1996; 155: 469A 3. Chappie Cr, Carter TJ, et ol A three month double blind study of doxaxosin as treatment for benign prostatic bladder outflow obstruction Br. J Urol 1994, 74:50-56
4. Fawxy A; Braun K; Lewis G P$ Gaffney M; Ice K; Dias N, Journal of Urology-1995 154:105-109 5. Claus G, Roehrbom and Richard L. Siegel. Safety and Efficacy of Doxazosin in BPH: A pooled analysis of three double-blind, placebo controlled studies.
Urology 48 (3), 1996; 406-415 6. Data on file Pfizer Inc. 7. Cardura Griin prospektiisii. Ayrintili bilgi igin prospektiis 8zetine bakiniz.

CARDURA® Prospektiis Ozeti:
CARDURA®, 2 mg ve 4 mg mesilat tuzu seklinde aktif madde olan doksazosinin 2 mg ve 4 mg'a esdeger miktarlarini ihtiva eden beyaz tabletler halindedir. Farmakolojik 6zellikleri: Doksazosin vazodilatér

etkisini, alfa-1 adrenoseptérlerin postsinaptik bélgede kom petitif ve selektif blokaji yoluyla gésterir. Terapétik dozlarin oral uygulanmasindan sonra doksazosin iyi absorbe edilir ve doruk kan seviyeleri yaklasik
2 saatte tesekkil eder. Plazma eliminasyonu bifaziktir ve terminal plazma eliminasyon yari émri 22 saattir ki bu, giinde bir kez uygulanmasinin temelini olusturur. Doksazosin yogun bir bicimde metabolize
olur ancak %5'inden azi degismemis ila¢ halinde itrah edilir. Yaslilarda ve bébrek yetmezligi olan hastalarda yapilan farmakokinetik calismalar, normal bobrek fonksiyonu olan hastalara kiyasla anlamli
degisiklikler gostermemistir. Endikasyonlari: Hipertansiyon ve Benign Prostat Hiperplazisi. Kullanim Sekli ve Dozu: (Hipertansiyon) Doksazosinin mutat giinlik doz sinirlari giinde 1-16 mg'dir. Tedavinin bir
veya iki hafta siireyle giinde bir defa verilen 1 mg ile baslatiimasi 6nerilmektedir. Daha sonraki bir veya iki haftada doz giinde 1defa verilen 2 mg'a cikarilabilir. Eger gerekirse, kan basincinda istenen azalmayi
gerceklestirmek icin hastanin kisisel cevabina bagl olarak dozaj benzer siirelerde tedricen artirilarak giinde 4 mg, 8 mg ve 16 mg'a cikarilabilir. Olagan dozaj giinde tek doz olarak 2-4 mg'dir. (BPH) Doksazosinin
baslangic dozu ginde bir defa 1 mg'dir. Hastanin ferdi trodinamiklerine ve BPH semptomatolojisine bagh olarak doz 2 mg'a, 4 mg'a ve énerilen en yiiksek doz olan 8 mg'a kadar cikarilabilir, 6nerilen titrasyon
arahgi 1-2 haftadir. Bébrek yetmezlIigi olan hastalarda doksazosin farmakokinetigi degismedigi icin ve doksazosinin mevcut bébrek disfonksiyonunu kétilestirdigine iliskin higbir kanit bulunmadigindan bu
hastalarda mutat dozlar kullanilabilir. Kontrendikasyonlari: CARDURA®, kinazolinlere asiri hassasiyeti oldugu bilinen hastalarda kontrendikedir. Uyarilar/Onlemler: Her ne kadar hayvan deneylerinde teratojenik
etkiler gorilmemisse de cok yiksek dozlarda, hayvanlarda fetal hayatta kalmanin azaldigi géralmustar. Bu dozlar insanlar icin énerilen maksimum dozun yaklasik 300 kati idi. Hamile ve emziren kadinlarda
yeterli ve iyi kontrollii calismalar bulunmadigi i¢in, hamilelik veya emzirme doneminde CARDURAR® kullaniminin emniyeti heniiz tespit edilmemistir. CARDURA®'nin ¢ocuklarda kullanimi hakkinda herhangi
bir deneyim mevcut degildir. Araba/Makine Kullanimi: Ozellikle tedavinin baslangicinda makine kullanma veya motorlu arag kullanma aktivitelerinde bozulma gériilebilir. Yan Etkiler/Advers Etkiler: (Hipertansiyon)
Hipotansiyonlu hastalarla yapilan kontrollii klinik arastirmalarda CARDURA® tedavisine iliskin en sik rastlanan yan etkiler postiirel tipte (nadiren senkop ile birlikte gortilen) veya non-spesifik reaksiyonlar
olup bunlar arasinda bas donmesi, bas agrisi, yorgunluk/halsizlik, postiirel goz kararmasi, vertigo, 6dem, asteni, uyku basmasi, bulanti ve rinit mevcuttur. (BPH) BPH'de yapilan kontrollii klinik cahismalar,
hipertansiyondakine benzer yan etki profili gésterir. ilag Etkilesimleri: Plazmadaki CARDURA®'nin buytik bir kismi (%98) proteine baghdir. insan plazmasindaki in-vitro veriler CARDURA®'nin, digoksin,
fenitoin, varfarin veya indometazin'in proteine baglanisi tizerinde bir etkisi olmadigini géstermisti. CARDURA® klinik deneyimde, advers ila¢ etkilesimi olmadan, tiazid ditretikler, furosemid, beta bloker
ilaclar, non-steroid antienflamatuar ilaglar, antibiyotikler, oral hipoglisemik ilaglar, trikostirik ajanlar veya antikoagulanlarla beraber kullaniimistir. Doz Asimi: Asiri doz hipotansiyona neden olmussa, hasta,
basi asagiya dogru, sirtiistii yatar bir vaziyete getirilmelidir. Kisisel olarak hastanin durumuna gére uygun olacag! diasintlen diger destekleyici 6nlemler ainmalidir. CARDURA® yiiksek derecede proteine
bagh oldugu icin diyaliz endike degildir. Takdim Sekli: Beheri 2mg doksazosine esdeger 20 tabletlik blister ambalajlarda. Beheri 4 mg doksazosine esdeger 20 tabletlik blister ambalajlarda. Satis Fiyati:
CARDURA® (doksazosin) her biri 2 mg'a esdeder 20 tablet 1.490.000 TL; her biri 4mg'a esdeger 20 tablet 2.765.000 TL. (Temmuz 1997 tarihindeki perakende satis fiyatlari esas alinmistir.)
Ayrintih bilgi icin firmamiza basvurunuz. Yasal Kategori: Recete ile satilir. Ruhsat No: 166/91 Ruhsat Tarihi: 25.11.1993 Ruhsat Sahibi: PFIZER ILACLARI A.S. tarafindan PFIZER INC. sirketinin miisaadesiyle
Ortakéy / ISTANBUL'da imal edilmistir. TEL: (0212) 260 22 10/8 Hat -258 30 10 (IPD: 26.10.1992) / (SB: 06.04.1995)



« UC YASIN USTUNDEKI COCUKLARDA

+ BARSAK MOTILITESINI DUZENLEYEN
+ BARSAK SPAZMLARINI ONLEYEN

+ ANTIKOLINERJIK YAN ETKILERI VE
HERHANGI BIR KONTRENDIKASYONU OLMAYAN

GUVENLI ve ETKIN TEDAVI !

FORMULU: Her mL'de 10 mg mebeverin HCl'e esdeger miktarda mebeverin pamoat ENDIKASYONLARI: Sindirim yollarinin fonksiyo-
nel bozuklugu (6rnegin iritabl kolon sendromu) nedeniyle ortaya ¢ikan barsak agrisi, spazmi ve siskinlik gibi belirtilerin giderilmesin-
de kullanilir, KONTRENDIKASYONLARI: Yoktur, UYARILAR/ONLEMLER: Gebelik sirasinda kullanimi konusunda her ilag igin oldugu gi-
bi dikkatli davraniimahdir. YAN ETKILER: Tedavi dozlarinda kullanildaginda Duspatalin'e bagl hi¢ bir yan etki bildirimemistir, KUL-
LANIM SEKLI VE DOZU: 3 Yas/ginde 3 kez 2.5 mL, 4-8 yas/ ginde 3 kez 5 mL, 9-10 yas/ giinde 3 kez 10 mL, 10 yas sti ve eris-
kinlerde giinde 3 kez 15 mL. TICARI SEKLi: 250 mLlik siselerde. Regete ile satilir. ®:Tescil edilmis marka.

Solvay Duphar B.V., Weesp-Hollanda Daha fazla bilgi igin kurulusumuza basvurunuz. II—Ecza:lbaSI

lisansi ile Ruhsat sahibi ve tretim yeri Eczacibas! llag Pazarlama

Eczacibag! ilag Biylkdere Cad. 185 80710 Levent, istanbul



. Estrofem®

170 - 6stradiol

zamansliz ya nan hastaniz igin

Cerrahimenopozda dofalinsan 0strojeni

Oral ostrojen preparati
Bilesimi: Aktif madde Ostradiol (Hemihidrat) 2.0 mg Endikasyonlan: Estrofem film tablet; strojen eksikligi sendromunun tedavisinde kullanilir. Utcrusu intakt
(saglam) olan kadinlarda koruma yapilarak tedavi uygulanmalidir. Kontrendikasyonlan « igerdigi maddelere karsi bilinen asin duyarlilik « Bilinen, stiphelenilen meme
kanseri ya da gegmisinde meme kanseri dykiisii olmasi « Bilinen ya da stiphelenilen; dstrojene bagimh neoplazi (6rnegin endometrium kanseri) « Akut ve kronik karaciger
hastaliklan, derin ven trombozu, tromboembolik serebral ve periferik hastaliklar, etyolojisi acik olmayan genital kanamalar, gebelik, hemoglobinopatiler, porfi hipertansiyon,
myoma uteri, Dubin Johnson sendromu, hemolitik anemi, otoskleroz. Uyanlar/Onlemler: Koruyucu olarak progestogen kullanilmaksizin yapilan éstrojen tedavisinin endometrial
hiperplazi ve kanser riskini arttirdigi gosterilmistir. Atipik veya adenomatoz endometrial hiperplazi siklikla kanserin dnctliidir ve korumasiz 6strojen tedavisi endometrial
hiperplazi prevalansini arttirir. Endometriumda fazladan hiperplazi gelismesi riski, her siklusta en az 10 guin suireyle yeterli dozda progestogen kullaniimasi sayesinde énlenebilir. Ostrojen ile tedavi gérmiis
kadinlarda meme kanseri i olasihgina yonelik gérusler mevcuttur. Ancak yapilan calismalarin cogunda artmis bir meme kanseri insidansi gésterilememistir. Bazi calismalarda ise 10 yil ve daha uzun sureli
kullanimda meme kanseri riskinde hafifbir artisa dikkat gekilmistir. Epidemiyolojik calismalarda 6strojen tedavisi gormtis kadinlarda meme kanseri mortalitesinde hig bir artis gorilmemistir, 6nlemler: Tedaviye
baslamadan énce: Herhangi bir dstrojen tedavisine baslamadan énce hastanin fizik muayenesinin yani sira medikal ve ailesel éykiisiiniin detayli bigimde alinmasi gerekir.Ozellikle kan basmei 6lgtilmeli, meme,
karin ve jinekolojik muayene ayrintiyla yapiimaldir. Saglam bir uterusu olan ancak nedeni belli olmayan genital kanamadan sikayet eden kadinlarda ve yine saglam bir uterusu olan ve daha 6nce korumasiz olarak
ostrojenle tedavi gormus kadinlarda; endometriumda olasi bir hiperstimtlasyon ve maligniteye karsi EstrofemTablet tedavisine baslamadan 6nce 6zel dikkat gosterilmelidir. Akut veya kronik bir karaciger hastalig
gecirmekte olan ya da daha 6nce bu tip bir hastalik gegirmis olan kadinlarda karaciger fonksiyon testleri normale donmemisse, EstrofemTablet ile tedavi sirasinda diizenli olarak karaciger fonksiyon tesderi takip
edilmelidir. Venéz trombolik bozuklugu olan veya gegmisinde 6strojenlere bagl olarak buna benzer bir bozukluk gegirmis olan kadinlarda tedavi sirasinda diizenli olarak plazma pihtilasma testleri yapiimahdir.
Antihipertansif tedavi géren , epilepsi, migren, diyabet, astma ve kalp yetmezligi gibi hastaliklan olan kadinlar siki kontrol altinda tedavi edilmelidir. Ostrojen tedavisi sirasinda daha énceden var olan uterus
miyomlannin boyudan artabilir, endometriosis varsa; semptomlan alevlenebilir. Tedavi Sirasinda: Tedavi sirasinda veya tedaviden hemen sonra anormal ve dtizensiz kanamalar gelisirse; olasi bir uterus malignitesini
ekarte etmek icin diyagnosdk aspirasyon biyopsisi veya kuretaj yapiimalidir. Genel kural olarak yapilan jinekolojik muayenenin disinda herhangi bir fiziksel muayene yapilmadan éstrojenlerin kullanimi bir yildan
daha uzun sureli olmamalidir. Kemik mineral icerigindeki kaybi 6nlemek igin uzun vadeli koruma, kirik olusma riski olan kadinlarla sinirlandiriimalidir. Tedavinin Hemen Sonlandinimasini Gerektiren Durumlar:
Venoz tromboembolik bozukluklar  Sardik baslamasi « Migren tipi basagnlannin baslamasi = Ani gérme bozukluklari « Kan basincinda bariz artis, Gebelik ve Laktasyon sirasinda Onlemler: Estrofem film
tablet’in gebeligi onleyici etkisi yoktur. Bilinen veya stiphelenilen gebelik durumunda Estrofem Tablet kullanimi kontrendikedir. Bu tedaviyi gorecek kadinlarda laktasyon olasi degilse de ;6strojenlcr emziren
kadinlarda stite gegmektedir. Yan Etkiler/Advers Etkiler: Tedavinin ilk birkac ayinda doza bagimli olarak yaklasik %10 oraninda memelerde hassasiyet,bulanti ve 6dem gortilmektedir. Bu gibi belirtiler normal
olarak gegicidir. Bildirilen meme kanseri vakalar da vardir. ilag Etkilesimleri: Karaciger enzimlel uyaran ilaglar éstrojenlerin metabolizmasini arttinir. Bu 6strojenin etkisinin azalmasina yol acabilir. Barbittratlar,
fenitoin, rifampisin ve karbamazepin gibi karaciger enzimlerini uyaran ilaglarla etkilestigi gosterilmistir. Kullanim Sekli ve Dozu: Estrofem Film Tablet oral yolla, hergtin 1 tablet alinacak sekilde ara verilmeksizin
kullanilir. Histerektomize kadinlarda ya da postmenopozal kadinlarda uygun herhangi bir giinde tedavi baslatilabilir. Eger hasta adet goriiyorsa tedaviye kanamanin 5. gtinti baslanir. 1-2 mg. 17{5-6stradiol, 6strojen
iginin semptomlarim gidermek icin yeterlidir. Bu doz kemikten mineral kaybinin engellenmesi icin de yeterlidir. Glinde 1-2 mg. dstrojen ile vazomotor semptomlan giderilemeyen kadinlarda daha ytiksek
. Ticari Takdim Sekli ve Ambalaj Muhtevasi: Estrofem Film Tablet takvimli ve gevrimli plastik kutusu icinde, mavi renkte 28 tablet ierir. Ruhsat Sahibi: Novo Nordisk Saglik Urtinleri Tic.
Ltd. Sti. Nispetiye Cad. Akmerkez E3 blok Kat:7 80600 Etiler - istanbul Ruhsat tarihi ve No’su: 19.08.1997 102/46 Uretim yeri, isim ve adresi: Novo Nordisk A/S DK-2880 Bagsvaerd, Danimarka.

Regete ile satilir. KDV dahil P.S.F 1.133.300TL. (Temmuz 1997) Daha genis bilgi icin firmamiza bagvurunuz.

Novo Nordisk, 54 tlkede, 13.200 calisaniyla, hormonbilimin 6nde gelen firmasidir.
Novo Nordisk Internet Home Page: http: // www.novo.dk
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ipstilde mide asidine dayanikli enterik kapl mikropelletler halinde;
(PMAKOLOJIK OZELLIKLERI: Lansoprazol, gastrik asit sekresyonunu
ireden antitlser bir ilagtir. Lansoprazol, parietal hiicrelerde, proton

ren H7 K ATP az'l inhibe ederek gastrik asit olusumunu son asamasinda

engeller.’ id, hem bazal hem de stimiile edilmis asit sekresyonunu inhibe eder.
ENDIKA! mffi Duodenal Ulser 2. Gastrik Ulser 3. Reflii §zofajit'in kisa sureli
tedavisinde pger Ellison Sendromu dahil patolojik hipersekresyonun uzun sireli
tedavisinde] m . KONTRENDIKASYONLARI: Aprazol'dn bilesiminde bulunan
maddelerdi fte asirn duyarlihgi olan hastalarda kullaniimamahdir.

UYARILAR/Oi m R : Lansoprazole'iin gebelikte, laktasyonda ve 18 yasin altinda
kullanim ile ilgili m”K heniiz yoktur. Bu nedenle kesin gerekmedikge kullanilmamalidir.
YAN ETKILER/  EfQVIXILER: Aprazol iyi tolere edilir. Seyrek olarak gérillen bulanti,
diyare, konstipasye gaoKayetleri, deri dokuntuleri ve bas agrisi gibi yan etkiler hafif
ve gegicidir. Bu Y1gmlaniBpg ile baglantisi tespit edilememistir.iILAC ETKILESMELERI:
Teofilin klirensinde mi tisa neden olabilir. Sukralfat, lansoprazol emilimi ve
biyoyararlanimini %30 azalta ~ fenilimi pH'ya bagimli ketokonazol, ampisilin esterleri,
demir tuzlari, digoksin gib « K ailim i etkilenebilir. KULLANIM SEKLi VE DOZU:
1 Duodenum lseri tedavisi 30 mg (1 kapstul) yemeklerden énce
uygulanmalidir. Tedavi siresi 411 ftad irti " H frs e r tedavisinde gtinde bir defa 30 mg
dozunda kullanilir. Tedavi siiresi 4 haftad S jH p ise tedaviye 2-4 hafta daha devam
edilir. 3. Reflii 6zofajit tedavisinde giinde 1isNHPmg dozunda kullanilir. Tedavi siiresi
4-8 haftadir. 4. Zollinger Ellison Sendromu gibippersekresyon durumlarinda; baslangic
dozu tek seferde 60 mg'dir. Gerektiginde guinliijooz 120-180 mg'a arttirilabilir. 90 mg'in
tzeri guinlik dozlar ikiye boliinerek uygulanmaliding”Braatdpzayarlanmasina gerek
yoktur SAKLAMA KOSULLARI: 30'C'nin altinda, oda sicakt*Ef~feiru yerde ve igiktan
koruyarak saklayim/ TiICARI TAKDIM SEKLI VE AMBALAJ MUH”ASI: 14 kapsQllOok
sisede. FIYATI: Aralik 1997 itibariyle KDV dahil P.S.F. 2 /60.000 - TL.4gbat Tarihi ve
No : 13.06.1997 - 182/80 Ruhsal Sahibi: HUSNU ARSAN ILAGLARI A.sT | b70 Maslak-
ISTANBUL imal Yeri: BILIM ILAC SAN. VETIC. A'S. 80670 Maslak-iISTANBUL Akintili
bilgi igin Bilim ilag San. ve Tlc. A.S. 80670 Maslak-istanbul adresine miiracaat edOTra)M

14 Mikropellet kapsul

Lansoprazol 14 Mikropellet

30mg

ANTIULSER

ANTIULSEf

Hisnu Arsan ilaglan AS.



Ideal Oral Antidiabetik

Pankreastaki Beta hucrelerinin

glukoza cevabini normale donusturir.1

Hipoglisemi riski dusuktar.2

N Diabetin vaskuler komplikasyonlarini

geciktirir.3

A Ekonomik 100 tablet ambalajli ilk

gliclazide preparati.

Referanslar: 1. Diabétes Care, Vol. 15 No: 6, 1992 737-754 2. Curr. Med. Res. Vol. 9
No: 1 1984 56-63 3. The American Journal Medicinc Junc 24. 1991 Vol: 90 (Suppl. 6 A)

Yasuo Akanuma et. al. 4. Curr. Med. Res. Opin Vol. 10 Nd: 5 1986 351 - 358

aspartam 18 mg

» Diabet ve zayiflama diyetinde,
orijinal tatlandirici aspartam.

» Sakarin ve siklamat icermez.
» Agizda metalik aci tat birakmaz.

Elmadag§i Caddesi No: 61 Sisli 80230 istanbul Tel: O 212. 225 83 69

(5)

URUN BILGISI

Formili: Her tablet 80 mg gliclazide igerir. Endlfcasyonlari:
Beslenme eksikligi olmayan tim diabet sekilleri,
Konlrendikasyonlari: Sulfonilare bilesiklerine asiri duyarhlik, ciddi
enleksiyon, tremi, ciddi karaciger, bobrek, liroid ve endokrin
hastaliklarinda konlrendikedir. Uyarilar/Onlemler: Belanorm InsOlin
kullanan ve antikoagiilan tedavi gérenlerde tibbi goézlem ve biyolojik
kontrol altinda kullaniimalidir. Yan etkiler: ilaca bagh olarak cilt
reaksiyonlari, bas agrisi ve mide barsak sikayetleri gibi yan etkilerin
goruldigu bildirilmistir. llag etkilesimferi: Suifonamidler
tenilbutazon, salisilatlar, probenecid. dikumarol, MAO inhibitorleri ve
propranolol gibi kardio selekli! olmayan belablokerlerle birlikle
kullanildiginda hipoglisemik etkisi artacagindan doz ayarlamasi
yapilmaldir Kullanim sekil ve dozu: Gliseml normal diizeye gelene
kadar doktor taralindan ayarlanmahdir. Giunlik doz 1-4 tablet arasinda
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gastrik asit olusumunun inhibisyonu tizerinedir. ENDIKASYONLARI: NEVOFAM-L liyofilize enjektabl ampul Zollinger-Ellison sendromu, sistemik mastositozis ve multipl endokrin adenomalar gibi patolojik hipersekretuar durumlar ile inatgi peptik
tilser, H2-reseptdr antagonistleri ile oral tedavi 1 hastalarin ve aspirasyon pnomonisinin (asit aspirasyonu pnémonisinin) profilaksisinde endikedir. KONTRENDIKASYONLARI: Famotidin ve diger H2-reseptdr antagonisti
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doz eriskin ve adolesanlardaki gibidir. TICARI SEKLI: NEVOFAM-L 20 mg liyofilize enjektabl; 2 liyofilize ampul, 2 eritici ampul prospektiisii ile birlikte . Regete ile satilir.

nevofam N i
20-40mg tablet tamoMm  FORMULU : Her NEVOFAM tablet 20 / 40 mg famotidin icerir. OZELLIKLERI: Histamin H2-reseptér antagonistidir. Primer etkisi gastrik asit olusumunun inhibisyonu tizerinedir. ENDIKASYONLARI: NEVOFAM tablet
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Postmenopozal kadinlarda Ginde 1 tablet ile

Vazomotor semptomlari giderir

Libido ve ruhsal durumu duzeltir

Osteoporozu 6nler

Kanamasiz tedavi saglar

LIVIAL TABLET : 1Tablet 2.5 mg. tibolon icerir.
Farmoloiik Ozellikler: Tibolon sentetik bir steroiddir.Tibolon klimakterikte overfonsiyonlarinin kaybolmasindan sonra hipotalamik-hipofizersistemi stabilize eder. Bu santral etki, tibolon’un

hormonal 6zelliklerinin asagidaki etkilerle gdsterilen, estrojenik, progestagenik ve zayif androjenik etkilerinden kaynaklanmaktadir.Tibolon giinde 2.5 mg. dozda postmenopozal
kadinlarda gonadotrofin dizeylerini baskilar ve fertil kadinlarda ovilasyonu inhibe eder. Yine ayni dozda, Tibolon postmenopozal kadinlarda endometriumda uyariya neden olmaz.
Ayni zamanda vajinal mukoza tzerinde uyarici etki de goértlmustir. Tibolon'un ayni dozda postmenopozal kemik kaybini inhibe ettigi; menopozal sikayetler,6zellikle ‘ates basmasi ve
terleme gibi vazomotor sikayetleri giderdigi,libido ve ruh halini olumlu yonde etkiledigi gésten\mist\r.Endikasyonlari: Dogal ve cerrahi menopoz sonrasi olusan sikayetler.
Kontrendikasyonlari : Gebelik ve laktasyon, hormonlara bagh timér vartigr veya suphesikardiovaskiler veya serebrovaskiler bozukluklar, veya 6zge¢miste bunlarin tanimlanmasi ,
etiolojisi bilinmiyen vajinal kanama, agir karaciger bozukluklari. Uyarilar/Onlemler: Tibilon kontraseptif amacla kullaniimaz, 6nerilenden yuksek dozlar vaiinal kanamaya neden olabilir.
Tibolon son adet kanamasinin tzerinden bir yil(12 ay) ge¢cmeden alinmamahdir. Bu siire gecmeden alinirsa diizensiz menstriel kanama olusabilir. HRT i¢in baska bir preparattan
Tibolon'a gegiliyorsa, endometrium evvelce uyariimis olabileceginden, bir progestagen yardimiyla cekilme kanamasi indiksiyonu onerilir. Yan etkiler!Advers etkiler: ub\lor\a tahammul
iyidir ve tedavi esnasindaki yan etki insidansi disiktir. Seyrek olarak su yan etkiler gézlenmistir: viicut agirhginda degisme, bas dénmesi seborelk dermatoz, vajinal kanama, bas agrisi,
gastrointestinal rahatsizlik, prétibial 6dem ilag etkilesimleri: Fenitoin, karbamazepin ve rifampisin gibi enzim indiksiyonu yapan ilaglar Tibolon metabolizmasini hizlandirabilir ve sonucta
aktivitesini dusurebilir. Kullanim sekli ve dozu: Tabletler tercihan gunin ayni saatinde ¢ignenmeden, bir miktar sivi ile yutulmalidir.Doz giinde bir tabletdir ve kesintisiz uzun sure
kullanilabilir. Kullanim sekli: Bir ka¢ hafta icinde semptomlarda dizelme goérular*, ama optimal sonuclar tedaviye en az 3 ay devam edildikten sonra alinir.

Taktim sekli ve fiyati: 28 tabletlik strip iceren kutularda %15 KDV.li P.S.F. 2.344.000 TL.(Temmuz 1996) Ruhsatta. ve no: 22/3/1994-168/41 (Regete ile satilir.)
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CASE REPORT

A 38-year-old woman was seen at Marmara
University Hospital, Nephrology Unit in 1990
complaining of right flank pain. This right sided pain
has been present for the last three years. Eight years
previously a diagnosis of left renal mass had been
made at another hospital, and left radical
nephrectomy had been performed. Pathologically the
kidney was enlarged with huge fat tissue, hydropic
and granular degeneration, pelvic fat tissue, huge fat
tissue in perirenal tissues were seen in light
microscopic examination. She also described
recurrent protuberan nodular skin lesions occurring
particularly on the face aggravated by sunlight,
starting in her childhood. On presentation physical

Fig. 1:

CT scan of abdomen,
showing renal
angiomyolipoma,
typical fat tissue density
in the right kidney
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examination revealed a blood pressure of 120/80
mmHg, pulse rate 76/min, nodular lesions on the
face, depigmented irregular areas on the limbs and
trunk, on palpation an irregular soft mass in the right
flank. The neurological examination was normal.
Abdominal ultrasonographic examination revealed a
149x145 mm lobulated, nonhomogen, hyperecoic
right kidney with multiple calcified lesions. Abdominal
CT demonstrated a huge right kidney containing fatty
tissue (Fig 1). She had had a spontaneous
pneumothorax 8 years previously but it had healed
spontaneously. At presentation to our Nephrology
Clinic, chest examination was interpreted as normal,
slight increase of reticulonodular marking and right
sided hyperinflation in chest X-Ray being overlooked
(Fig 2). Routine laboratory examination of blood and

Fig. 2:

PA chest X-Ray,
showing bilateral re-
ticulonodular
pattern with right
sided hyperinflation.
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urine was normal. The patient was followed up in
the Nephrology Clinic with a diagnosis of renal
angiomyolipomatosis. Two years later she was
presented to the Department of Pulmonary
Medicine complaining of progressive dyspnea on
exertion for 2 years. Chest X-Ray revealed bilateral
reticulonodular infiltration. Pulmonary function tests
revealed FVC:1.40L (44%predicted), FEV1.0.80L
(30% predicted), FEV1/FVC:57%, and these were
interpreted as obstructive and restrictive changes.
Thorax CT revealed widespread, diffuse, small, thin
walled, pulmonary cysts with a larger one on the
right side (Fig 3). She had never smoked cigarettes,
did not take oral contraceptives, and had passed
the menopause 1 year previously. The clinical,
radiographic and functional lung findings were
consistent with the pulmonary manifestations of
lymphangioleiomyomatosis. Skin, kidney and
pulmonary findings were consistent with a diagnosis
of tuberous sclerosis. Biopsy of the skin nodules
showed adenoma sebaceum. The patient refused
lung biopsy. There was no history of disease in any
of her relatives. The patient became progressively
more dyspneic, follow-up pulmonary function tests 4
years later showed deterioration in pulmonary
volumes and flows. CT of thorax 4 years later
revealed enlargement of the biggest cyst. She
developed mild hypertension controlled by antihy-
pertensives, and CT of the abdomen showed
enlargement of renal angiomyolipoma after 4 years.
She had restricted exercise capacity on usual daily
activities.

DISCUSSION

In this case report, we describe a female patient
with tuberous sclerosis and pulmonary involvement
who had pulmonary cysts, skin adenoma
sebaceum, and renal angiomyolipomas.

There is a controversy about the terminology in
tuberous sclerosis and lymphangioleiomyomatosis.
Tuberous sclerosis and lymphangioleiomyomatosis
are nearly identical histologically, yet whether they
are part of the same disease spectrum is
controversial. In lymphangioleiomyomatosis,
chylothorax is more frequent and the smooth
muscle is located primarily around the lymphatics,
spontaneous pneumothorax is the typical
presentation and lymphangioleiomyomatosis is
considered to be a forme fruste (7,8). Although
tuberous sclerosis is inherited as an autosomal
dominant trait, it has variable penetrance and as is
likely in this case with a high rate of spontaneous
mutation (9).

Pulmonary involvement in tuberous sclerosis was

first reported in 1918 by Lutembacher (10). Fie
described cystic and nodular changes in the lungs
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CT scan of the thorax, showing multiple, thin-
walled different sized cysts distributed in both
lungs, and a big cyst on right side.

Fig. 3:

of a 36-year-old woman with dyspnea who died of
bilateral pneumothoraces. By 1997 many cases of cystic
lesions in the lungs of patients with tuberous sclerosis
had been reported (Table I). Recently, Castro et al
reported 9 patients with pulmonary involvement in
tuberous sclerosis complex with an average of 17 years
follow-up after diagnosis. They found pulmonary
involvement of patients with tuberous sclerosis (n=388) to
be approximately 2.3%, this series being the biggest in
the literature. All patients were female, the mean age at
the onset of pulmonary symptoms was 33 years (range
22 to 36). There was a mean delay in the diagnosis of
tuberous sclerosis of 8 years (11), (in our patient, this
time was 8 years after first kidney operation). Respiratory
manifestations included dyspnea, pneumothorax,
hemoptysis, cough and chest pain (11). In our patient,
there were exertional progressive dyspnea, flank pain,
skin lesions, and spontaneous pneumothorax. In Castro's
seri CT of thorax revealed numerous well-defined cysts
outlined by thin walls (11). Similarly, high resolution chest
CT of our patient showed diffuse well defined thin walled
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Table I. Cases with pulmonary and/or renal Involvement In literature

Author's name Publication year

LutembacherR (10) 1918 1 case
Dwyer JM (1) 1971

Bender BL (5) 1982 50 cases
Capron F (3) 1983 1case
Kerr LA (8) 1993 7 cases
Uzzo RG (18) 1994

Scully RE (22) 1994 1case
Castro M (11) 1995 9 cases
Lantuejoul S (23) 1997 1case

cysts, with a large bullae. High resolution chest CT Is
more sensitive In showing pulmonary involvement in
tuberous sclerosis. Lenoir et al found thin walled
cysts scattered at random in all parts of the lungs and
findings correlated better with carbonmonoxide than
did the plain radiographic findings in tuberous
sclerosis and lymphangioleiornyomatosis. They have
reported that pulmonary involvement illustrated by CT
did not necessitate pulmonary biopsy proof (12).
Castro et al found an obstructive pattern in lung
function tests in all patients except one (11). In our
patient, the lung function test revealed a mixture of
restrictive and obstructive patterns. We believe skin
biopsy, renal biopsy and CT findings in our patient
are consistent with tuberous sclerosis resembling
diagnoses made by Castro et al without any lung

biopsy (11).

Lesions of the kidney, most commonly are associated
with tuberous sclerosis. Angiomyolipoma and
epithelial cysts which are frequently multiple and
bilateral, may occur singly or in combination. The
prevalence of renal angiomyolipoma in cases of
tuberous sclerosis has been estimated to be between
50 and 80% (13,14). Chronic renal failure due to
angiomyolipoma is not widely known to clinical
nephrologists (15). In a recent study, Schillinger et al
surveyed the French dialysis centers with a
questionnaire and found the approximate prevalance
of tuberous sclerosis with end-stage renal failure to
be 0.7 cases per million and that of end-stage renal
failure in tuberous sclerosis to be 1 per 100. Renal
impairment was the first manifestation of tuberous
sclerosis in about half of the cases. They found
angiomyolipomas in 23.1% of cases, cysts in 18.5%,
both in 53.8%, malignancies were associated in
13.8% of cases (16). Hyperreninemic hypertension
has been reported to be the earliest sign of tuberous
sclerosis in young children (17). In our patient, renal
function was normal, however hypertension
developed. New diagnostic techniques (such as CT
and ultrasonography) make it easy to diagnose.
Angiomyolipomatosis has a classic appearance on
CT and the fatty component also makes this lesion
hyperechoic on renal ultrasonograpy. Uzzo et al

Number of cases

3 cases and 31 cases from literature

1 case and 5 cases from literature

Involved organ system

Pulmonary
Pulmonary/renal
Pulmonary/renal
Pulmonary
Pulmonary/renal
Pulmonary/renal
Pulmonary/renal
Pulmonary/renal
Pulmonary

reported a young white woman with bilateral
angiomyolipomatosis and tuberous sclerosis who
presented 8 years after initial diagnosis with
spontaneous pneumothorax as the first indication of
pulmonary involvement (18). They reviewed the
urological literature, and found similar 5 women who
had suffered renal angiomyolipoma and pulmonary
signs (18). We believe that our patient is another
example of this association, first presenting with
angiomyolipoma and spontaneous pneumothorax
and later developing progressive exertional dyspnea.

Previous experience in treating patients with
lymhangioleiomyomatosis has served to guide
therapy in pulmonary tuberous sclerosis. A meta-
analysis has showed that administration of
progesterone or oopherectomy are the most effective
treatments, resulting in improvement or stabilization
of the disease in the majority of cases (19). Estrogen
and progesterone receptors have been identified in
patients with pulmonary tuberous sclerosis and
lymphangioleiornyomatosis, but no correlation is
known between the response to treatment and the
presence of these receptors (20). Castro et al treated
4/9 patients with hormonal manipulation, 1/7 with
oopherectomy and followed up for an average of 23
months. Three of these patients had beneficial res-
ponses. Overall survival was 78% after an average of
17 years following the diagnosis of tuberous sclerosis
(11). They found that the survival of patients with
pulmonary tuberous sclerosis is not significantly
different from that of patients with tuberous sclerosis
without lung involvement, in that series the cause of
death was the pulmonary involvement in 86% of
patients. The morbidity of angiomyolipomatosis is
minor when compared to that of pulmonary
lymphangioleiornyomatosis although in a recent large
review the most common cause of death among
patients with tuberous sclerosis was renal disease
with renal failure in half of these patients (21). To
date, our patient survived 14 years after first sign, still
renal function is in normal limits.

In conclusion, we believe that although the number of
patients is small, tuberous sclerosis complex should
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be

pneumothorax,

patients with spontaneous
renal mass and skin adenoma

thought in

sebaceum lesions.
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