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Olgu Sunumu

Pentalogy Of Cantrell In One Fetus Of A Twin Pregnancy Diagnosed At First Trimester
Birinci trimesterde tani alan bir ikiz gebeligin tek esinde Cantrell Pentalojisi
Tugba Altun Ensari, Dilek Uygur, Ayse Seval Ozgii Erding, Ayse Kirbag, Salim Erkaya, Nuri Danisman
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OzET

Cantrell Pentalojisi, insidansi 1/100.000 olarak bildirilen ve bes karakteristik bulgu ile kendini gésteren nadir bir konjenital anomalidir. Bulgular:
ektopia kordis ve intrakardiyak anomaliler, sternum alt kisminda defekt, supraumblikal torakoabdominal duvar defekti, diafram 8n kisminda defekt
ve perikardiyumun diafragmatik kisminda defekt olarak siralanabilir. Sendromun etyolojisi tam olarak belirlemis degildir. Burada ikiz olarak baslayan
gebelikte erken dénemde tani koydugumuz Cantrell Pentalojisi vakasini sunuyoruz. 34 yasinda diamniyotik di koryonik ikiz gebelik n tanisiyla
bagvuran hastanin ultrasonografisinde fetuslardan birinde kardiyak aktivite saptanamamis ve diger fetusun da ense saydamiigi (NT) 5.38 mm olarak
dlclilmustd. Bu fetiistin detayli ultrasonografik incelemesi genis omfalosel ve karin duvar defektinin ist komsulugunda regiiler fetal kalp atiminin
fetal toraksin diginda izlendigini ortaya koymasi (izerine terminasyon karari alindi. Terminasyon sonrasi detayli anatomik inceleme bulgulari Cantrell
Pentalojisini isaret etmekte idi. Bu nadir anomalinin ilk trimesterde erken tanisi ile ilgili az miktarda vaka takdimi mevcuttur. Bu denli agir komponentler
iceren anomalilerin erken prenatal tanisi perinatoloji pratiginde énemli bir unsurdur.
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ABSTRACT

Pentalogy of Cantrell is a rare congenital anomaly, with an incidence of 1/100.000 and has five characteristic findings: Ectopia cordis and intracardiac
anomalies; defect of lower sternum; midline supraumbilical thoraco-abdominal wall defect; anterior diaphragmatic defect; and defect of diaphragmatic
part of pericardium. The exact aetiology of the syndrome is still unknown. Here we report an early diagnosed pentalogy of Cantrell in a twin pregnancy.
A 34-year-old patient with a diamniotic and dichorionic twin pregnancy in which one of the fetuses had no heart activity and other fetus had a nuchal
translucency of 5.38 mm. Ultrasonographic examination revealed a large omphalocele and above the defective abdominal wall regular fetal heart
rate was seen out of the fetal thorax. After termination of the pregnancy anatomic examination revealed findings meeting the criteria of Pentalogy of
Cantrell. Since its early detection is found in a few cases we report a very early detection of a rare abnormality. Early detection of an entity with a poor
prognosis is extremely important in the prenatal medicine practice.
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supra umbilical thoraco-abdominal wall defect; anterior diaphragmatic
defect; and defect of diaphragmatic part of pericardium that results in
relation between pericardial cavity and peritoneum (3). Pentalogy of
Cantrell is a rare condition with an incidence of 1/100.000 (4). There
are cases with the complete syndrome and incomplete variants.
Although the exact etiology is unknown, there are case reports of the
entity associated with chromosomal abnormalities and other congenital
defects in the literature (5). As the prognosis depends on the severity of
the abnormality, and is usually determined as poor; antenatal diagnosis

Introduction

Anterior abdominal wall defects are of a large spectrum of fetal
anomalies and usually appear as a part of complex syndromes. Isolated
ectopia cordis is a rare congenital anomaly, in which the fetal heart is
partially or completely located outside the thoracic cavity. The condition
is extremely rare and its estimated prevalence is 5.5-7.9 per million live
births (1). It is usually associated with pentalogy of Cantrell (2).

Pentalogy of Cantrell is a rare congenital anomaly, first described by
Cantrell et al in 1958, in 5 cases with five characteristic findings: Ectopia
cordis and intracardiac anomalies; defect of lower sternum; midline

is crucial for the parental informing and the decision making about the
continuing pregnancy. Here we report an early diagnosed pentalogy of
Cantrell in a twin pregnancy.
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Case Report

A 34-year-old patient with a diamniotic and dichorionic twin pregnancy,
was 17 weeks and 3 days according to the last menstrual period admitted
to the outpatient clinic for a routine first trimester control. It was her
fourth pregnancy; she had two spontaneous labors and one dilatation
curettage. The patient and her husband were neither relatives, nor any
family history of chromosomal abnormalities, congenital anomalies
or birth defects and she did not experience any of them in previous
pregnancies. The patient did not have any chronic health problems and
any complications related with the pregnancy. Her current pregnancy
was a spontaneous multiple pregnancy.

Ultrasonographic assessment revealed that one of the fetuses had no
heart activity and other fetus had a nuchal translucency of 5.38 mm
(Figure 1).The fetus was measured as 12 weeks and 4 days according
to crown- rump length. Further examination of the living fetus revealed
ectopia cordis and anterior abdominal wall defect. Abdominal wall defect
was a large omphalocele and above the defective abdominal wall regular
fetal heart rate was seen clearly out of the fetal thorax (Figure 2).

Figure 1: Ultrasonographic measurement of nuchal translucency (5.38
mm).
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Figure 2: Fetal heart seen out of the thorax at the ultrasound examination
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After detailed information about the findings, possible diagnosis and
poor prognosis of the entity, family decided the elective termination of
the pregnancy. Pregnancy was terminated and a postabortal complete
anatomical examination was performed.

There was an anterior defect at the abdominal wall located just above the
umbilicus (Figure 3) and the heart, liver, intestines were all placed out of
the abdominal cavity from this defect (Figure 4). The edema located at
the neck of the fetus was clearly visible (Figure 5).

Figure 3: Fetal omphalocele detected during detailed anatomic
examination

Figure 4: Fetal heart and liver seen out the thorax and abdominal wall
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Discussion

Full Pentalogy of Cantrell is very rare, but incomplete forms with
combination of two or three defects were reported more frequently.
Common intra-cardiac anomalies seen with Pentalogy of Cantrell are
ventricular septal defect, ostium secundum atrial septal defect, pulmonary
stenosis or atresia and Tetralogy of Fallot (6).The exact aetiology of
the syndrome is still unknown. Cantrell offered a developmental failure
in lateral mesoderm during day 14-18 as a reason for indecision of
transverse septum of diaphragm, therefore thought to involve failure
of the lateral body folds to fuse in the thoracic region. Failure of the
transverse septum to develop, as well as abnormal development of the
myocardium, cause diaphragmatic and cardiac defect (7,8).

Because of the poor prognosis even with the treatment after birth; early
prenatal detection is really important. Midline abdominal wall defect
detected together with other abnormalities especially with ectopia
cordis; Pentalogy of Cantrell should be considered as the most possible
diagnosis. Both 2D and 3D examination can be performed but 3D is not
necessary for the diagnosis (9).

In the present case, increased measurement of nuchal translucency
(NT) was the key factor which was the alerting signal for seeking other
possible abnormal findings. Increased fetal nuchal translucency can
be an early result of cardiac malformation and increased mediastinal
pressure because of the diaphragmatic herniation or omphalocele.
This finding reveals the importance of the first trimester screening and
NT examination for determination of any congenital abnormalities or
chromosomal disorders (10).

Since its early detection is found in a few cases we report a very early
detection of a rare abnormality. Early detection of an entity with a poor
prognosis is extremely important in the prenatal medicine practice.

References

1. Unal S, Cakmak Celik F, Ozaydin E, Kacar A, Giinal N: A newborn
with pentalogy of Cantrell and pulmonary hypoplasia. Anadolu
Kardiyol Derg. 2009; 9 : 519-20.

2. Kumar B, Sharma C, Devendra D. Sinha, Sumanlata N:
Ectopiacordis associated with Cantrell's pentalogy Ann Thorac
Med. 2008; 3: 152-153.

3. Cantrell JR, Haller JA, Ravitch MM: A syndrome of congenital
defects involving the abdominal wall, sternum, diaphragm,
pericardium, and heart. Surg Gynecol Obstet. 1958; 107:602-14.

4. Ludwig K, Salmaso R, Cosmi E, laria L, De Luca A, Margiotti K,
Citton V, Manara R, Rugge M:Pentalogy of cantrell with complete
ectopia cordis in a fetus with asplenia. Pediatr Dev Pathol. 2012;
15:495-8.

5. Onderoglu L, Baykal C, Tulunay G, Talim B, Kale G: Case: Prenatal
diagnosis of Cantrell’s pentalogy: a case report. Turk J Pediatr
2003; 45: 357-358

6. Bhat RY, Rao A, Muthuram: Cantrell syndrome in one set of
monozygotic twins Singapore Med. J 2006; 47:1087-1088

7. Emanuel PG, Garcia GI, Angtuaco TL: Prenatal detection of
anterior abdominal wall defects with US. Radiographics. 1995;
15:517-30.

8. Ranganath P, Pradhan M: Complete Pentalogy of Cantrell with
craniorachischisis: a case report J Prenat Med. 2012; 6: 10-12

Peixoto-Filho FM, do Cima LC, Nakamura-Pereira M: Prenatal
diagnosis of Pentalogy of Cantrell in thefirst trimester: is
3-dimensional sonography needed? J Clin Ultrasound. 2009;
37:112-4

. Staboulidou I, Wiistemann M, Schmidt P, Ginter HH, Scharf

A:Increased fetal nuchal translucency as a predictor of Cantrell's
pentology--case report]. Z Geburtshilfe Neonatol. 2005; 209:231-4.

Jinekoloji - Obstetrik ve Neonatoloji Tip Dergisi 2014; Volum: 11, Say!: 3, Sayfa: 105 - 107



