PERINATAL

JOURNAL

Case Report
Perinatal Journal 2013;21(1):32-34

Cantrell’s syndrome revisited: a case with increased
nuchal fold diagnosed in the first trimester
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Abstract

Objective: Our aim was to evaluate the characteristics of a case of
pentalogy of Cantrell diagnosed at our obstetrics department.
Case: A 25-year-old pregnant patient, unaware of date of last
menstrual period, applied for first trimester anomaly scans. A
transabdominal ultrasound evaluation revealed a fetus of 11 weeks,
5 days by CRL measurements. The fetus had a septated cystic
hygroma, thickest measurement 6 mm, and accompanying wide
defect of the fetal abdominal wall. A large part of the liver and
heart were extracorporeal in the area of the defect. The patient
was thought to suffer Cantrell’s syndrome due to fetal omphalo-
cele and ectopia cordis.

Conclusion: In cases of first trimester ultrasonography identify-
ing omphacele, pentalogy of Cantrell should be kept in mind and
ultrasonographic scans should be deepened to carefully determine
whether the heart is contained within the omphalocele sac.

Key words: Cantrell’s syndrome, cardiac malformation,
omphalocele.

Introduction

Cantrell’s syndrome (or pentalogy of Cantrell), a rare
thoraco-abdominal developmental disorder, was first
described by Cantrell et al. in 1958." The syndrome
includes defects of the abdominal wall, pericardium,
diaphragm, sternum and heart. Anomalies of the lower
sternum and midline abdominal wall defects with
accompanying diaphragm and frontal pericardiac
defects are the characteristics of the syndrome.”

Artmis ense kalinhgi ile birlikte ilk trimesterde

tani konulmus olgu nedeniyle Cantrell
sendromunun gézden gecirilmesi

Amag: Bu calismada obstetrik klinigimizde tan: konulan bir Can-
trell pentalojisi olgusunun tartigilmasi amaglanmaktadir.

Olgu: Son adet tarihini bilmeyen 25 yagindaki gebe birinci trimes-
ter anomali taramast i¢in bagvurdu. Transabdominal ultrasonografik
degerlendirmede CRL 6l¢iimiine gore 11 hafta 5 giin olarak ol¢iilen
fetusta en kalin yerde 6 mm 6lciilen septal kistik higroma ve eslik
eden fetal karin 6n duvarinda genis bir defektin bulundugu goriildi.
Karaciger ve kalbin biiyiik bir kismimin bu defekt diizeyinde ekstra-
korporal yerlesimli oldugu saptandi. Hastada fetal omfalosel ve ek-
topia kordis bulgulart ile Cantrell sendromu diisiiniildii.

Sonug: Ultrasonografik olarak birinci trimesterde omfalosel sap-
tanan olgularda Cantrell pentalojisi olasiligr akla gelmeli ve ultra-
sonografik tarama derinlestirilmeli omfalosel kesesi igerisinde kalp
olup olmadig: dikkatlice degerlendirilmelidir.

Anahtar sézciikler: Cantrell sendromu, kardiyak malformasyon,
omfalosel.

Differential diagnosis should be made keeping in mind
ectopia cordis, simple omphalocele and amniotic band
syndrome.” Cardiac anomalies, which are useful in
determining prognosis, are included in the anomalies
of the disorder. In the literature case reports of major
cardiac anomalies such as atrial septal defects, ventric-
ular septal defects and tetrology of Fallot are frequent-
ly reported.” To our knowledge, early diagnosis of
Cantrell’s syndrome is rare with only a few cases of
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diagnosis in the first trimester, and there are a few
reports about diagnosis of Cantrell’s syndrome which
is including increased nuchal fold in first trimester.

This article presents the case report of a prenatal,
early diagnosis of Cantrell’s syndrome with increased
nuchal fold, and aims to discuss Cantrell’s syndrome
together with a review of the literature.

Case Report

A 25-year-old pregnant patient, unaware of date of last
menstrual period, applied for first trimester anomaly
scans. The patient, married to a third degree relative,
was pregnant for the second time, the first ending in
abortion (2 months). The patient was not taking folic
acid due to hyperemesis gravidarium.

A transabdominal ultrasound evaluation revealed a
fetus of 11 weeks, 5 days by CRL measurements. The
tetus had a septated cystic hygroma, thickest measure-
ment 6 mm, and accompanying wide defect of the fetal
abdominal wall. A large part of the liver and heart were
extracorporeal in the area of the defect (Figs. 1 and 2).
The patient was thought to suffer Cantrell’s syndrome
due to fetal omphalocele and ectopia cordis. With peri-
natology council decision, taking account of the patient
and her partners’ wishes and permission, a medical

evacuation was performed. Monitoring after the termi-
nation showed no abnormal results and the patient was
discharged.

Discussion

Pentalogy of Cantrell is a syndrome characterized by full
or partial ectopia cordis, together with omphalocele,
congenital heart disease and defects of the pericardium,
lower sternum and anterior diaphragm. Pentalogy of
Cantrell is a rare syndrome seen in 1/65,000 to
1/200,000 births. Male to female ratio is 1:1.” Though
the pathogeny is not fully understood, it’s thought that
pentalogy of Cantrell results from faulty mesoderm cell
development, differentiation and migration in the first
weeks of embryonic life. There is no family predisposi-
tion known. Isolated cases of Cantrell’s syndrome with
trisomy 18 and trisomy 21 are known.” Literature
search showed that even without all parameters, diagno-
sis of Cantrell’s syndrome based on identification of
ectopia cordis and omphalocele can be made in the Ist
trimester. In this case, two major ultrasonographic
results were used to make the diagnosis.

Early diagnosis in the first trimester using nuchal

translucency measurements is thought to identify chro-
mosomal anomalies as well as cardiac anomalies which
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Fig. 1. Transabdominal axial ultrasound image showing omphalocele sac containing he-

art and liver.
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Fig. 2. Transabdominal sagittal ultrasound image showing septated cystic hygroma and

heart located outside the thorax.

cause significant increased N'T." Cystic hygroma iden-
tified in the first trimester, which can accompany
Cantrell’s syndrome, may be a noticeable, early symp-
tom. While cases of Cantrell’s syndrome babies born
when pregnancy is not terminated generally have a neg-
ative prognosis with cardiac anomalies, it is basically the
degrees of cardiac anomaly and accompanying other
extra cardiac anomalies which determine the prognosis.
Very few cases survive after corrective surgery."

Conclusion

In cases ultrasonographically diagnosed to have
omphacele during first trimester, pentalogy of Cantrell
should be kept in mind and ultrasonographic scans
should be deepened to carefully determine whether the
heart is contained within the omphalocele sac. Early
diagnosis in pregnancy weeks 10-14 can be aided by
first trimester scanning tests such as N'T' measurements
which can help to identify chromosomal anomalies as
well as cardiac anomalies and thus can be a warning
sign for diagnosis of Cantrell’s syndrome.

Conflicts of Interest: No conflicts declared.

Perinatal Journal

References

1.

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

Desselle C, Herve P, Toutain A, Lardy H, Sembely C,
Perrotin F. Pentalogy of Cantrell: sonographic assessment. J
Clin Ultrasound 2007;35:216-220.

Gongalves LF, Jeanty P. Ultrasonographic diagnosis of fetal
abdominal wall defects. In: Callen PW, editor. Callen’s
ultrasonography in obstetrics and gynecology. 3rd ed.
Philadelphia: WB Saunders; 1994. p. 432-433.

Vanamo K, Sairanen H, Louhimo I. The spectrum of
Cantrell’s syndrome. Pediatr Surg Int 1991;6:429-33.

Vazquez-Jimenes Jf, Muehler EG, Daebritz S, et al.
Cantrell’s syndrome: a challenge to the surgeon. Ann
Thorac Surg 1998;65:1178-85.

Staboulidou I, Wiistemann M, Schmidt P, Giinter HH,
Scharf A. Increased fetal nuchal translucency as a predictor
of Cantrell's pentology: case report. Z Geburtshilfe
Neonatol 2005;209:231-4.

Correa-Rivas MS, Matos-Llovet I, Garcia-Fragoso L.
Pentalogy of Cantrell: a case report with pathologic findings.
Pediatr Dev Pathol 2004;7:649-52.



