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ABSTRACT

Omphalocele is frequently associated with many other congenital malformations. In cardiac 
anomalies, association of omphalocele with dextrocardia has been rarely noticed before. We present 
here a child with dextrocardia and omphalocele alongwith a brief review of the literature on this rare 
association.
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INTRODUCTION

Omphalocele and gastroschisis are the two most 
common congenital malformations of the anterior 
abdominal wall. Omphalocele is a midline abdominal 
wall defect with extrusion of abdominal viscera, covered 
by a membranous sac, into the base of the umbilical 
cord. Omphalocele is frequently associated with many 
other congenital malformations, like cardiac anomalies, 
ranging at the rate of 15 to 54%.1-7 In cardiac anomalies, 
association of omphalocele with dextrocardia has been 
noticed in very few literatures only.3,4 We describe 
here such a rare association, with a brief review of the 
literature.

CASE REPORT 

A two day old male neonate presented to our surgical 
unit with an abdominal wall defect (Figure 1). On 
examination, the child was morphologically normal 
except for the omphalocele, his vitals were stable, and 
on examination of the chest the heart sounds were 
predominantly heard on the right side. A radiograph of 
the chest and abdomen showed the heart shadow in 

the right side, along with the omphalocele sac (Figure 
2).  An echocardiography was done, which showed 
dextrocardia of the heart, without other anomalies 
(Figure 3). The omphalocele sac was excised after 
opening the sac and freeing the contents which were 
cecum, ascending colon and distal ileum. Anatomical 
closure of the anterior abdominal wall was done. There 
were no complications in post-operative period. At three 
months follow-up, the child was doing well. 

DISCUSSION

Omphalocele is a sporadic abnormality with a birth 
prevalence of about 1 in 4000. The sac is composed 
of peritoneum, amnion and Wharton’s jelly. Visceral 
contents in the sac may include loops of intestine, 
liver, and stomach. Omphalocele has been found to be 
isolated or associated with various other malformations, 
like chromosomal abnormalities, non-chromosomal 
syndromes (including Beckwith–Wiedemann syndrome, 
Goltz syndrome, Marshall–Smith syndrome, Meckel–
Gruber syndrome, Oto-palato-digital type II syndrome, 
CHARGE syndrome, and fetal valproate syndrome) 
malformations (like ectopia cordis, body stalk anomaly, 



JNMA I VOL 48 I NO. 3 I ISSUE 175 I JUL-SEP, 2009250

exstrophy of bladder, exstrophy of cloaca, and OEIS), 
malformation complexes (including Pentalogy of Cantrell) 
and non-syndromic multiple congenital anomalies.1-

7 Malformations of the cardiovascular system include 
one of most common congenital malformations in 
patients with omphalocele. However, dextrocardia with 
omphalocele has been reported in very few literatures, 
even including large series.3,4  

In Stoll et al’s study, dextrocardia has been found to 
be associated with 5 out of 68 patients.3 Ventricular 
septal defect was the commonest, dextrocardia was 
the second commonest. In another study by Mayer et 
al, two out of 28 patients had associated dextrocardia, 
alongwith anophthalmia, microcephaly, and trisomy-13; 
both these child did not survive.4 In many other studies, 
dextrocardia has not been mentioned.5,6 Common heart 
diseases that have been found with it include ventricular 
septal defect, atrial septal defect, Tetralogy of Fallot, 
hypoplastic left ventricle and coarctation of aorta.3-7 

Isolated dextrocardia has not been associated with an 
increased mortality rate.3,4  Dextrocardia in combination 
with other anomalies (multiple or chromosomal 
anomalies) defi nitely has been associated with an 
increased mortality, and the available literatures show 
that mortality is mainly attributable to the associated 
anomalies.3,4 Hence, some authors have even 
considered screening for other congenital malformations 
as mandatory in patients with omphalocele.3 This case 
report highlights isolated dextrocardia as a possible 
association with omphalocele. 

Figure 1. Photograph showing the omphalocele.

Figure 2. A plain radiograph of the chest and abdomen 

showing dextrocardia and the omphalocele sac 

(arrow)

Figure 3. Echocardiography showing dextrocardia 
(heart positioned above the liver)
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