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A Syndro1ne of Giant Omphalocele, Hypoplastic Left Chest Left 
Congenital Diaphragmatic Hernia, Cryptorchidism, Vertebral Deformities 
etc. -A Case Report 
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A 25 years old primigravida was admitted in a 
priva te nursing home on 6th March, 2000 w ith 9 months 
amenorrhoea and labour pain since 4 hrs. There was no 
h / o infection, exposure to radiati on, ingesti on of drugs 
etc in antenatal peri od . There was no famil y history of 
any congenital anomali es. Her antenatal peri od was 
uneventful but antenatal check up was irregular & 
ultrasonographic examinati on has not been done ins pi te 
of repeated adv ice. On examination nails were pink, pulse 
rate was 84/ min, regular, BP 130/82 mmHg with mild 
pedal oedema. A bdominal examination revealed gravid 
u terus of 36 w ks size, transverse li e of fetus, mild 
hydramnios & mild uterine conh·acli ons. FHS was aud ibl e 
& FHR was 1-±8 / min, cerv i x was 3 em s dil ated . 
Emergency LSCS vvas done for transverse li e of fe tus on 
same day. Post operati ve period was uneventful & she 
was d ischarged on Sth post operative day. 

Examination of the baby revealed a male baby of 
2.2 kgs wi th multiple congenital anomali es. U mbili cal 
cord was very short & only 20 ems long with normal 
placenta & umbili cal vessels. A giant omphalocele that 
con tained most of the abdominal v iscera including whole 
of li ver, spleen as well as the entire intestinal tract (Fig. 1 ). 
The peritoneal c<w it·y was under developed & very small. 

Photograph 1 Shows margin of �o �m�p�h �<�~ �l �o�c�e �l �e�,� intestines, 
li ver, spleen, diaphragmatic hernia, hypoplasti c left chest 
etc. 

The omp holocele sac rup tured �a�c�c �i �d�e �n �t�<�~ �l�l �y� during 
oper<1ti on. The leng th of intestines seems to be normal 
except malrot<1 ti on. Severe hypopl <1sia of chest \vall , ri bs, 
pectoral muscles on left side were no ticed. Costal 
cartil ogcs on left side also <1bsent & left nipple d isplaced 
li1 terall y (Photograph. I ). Left congenit<1 l �d �i �o�p �h�r �<�~�g�m�<�~�t �i �c� 

herni a of 3x 2 em s without sac, severe degree of 
hy popl asia of left lung <1 nd dex trocardi<1 were also 
present. Scoli osis at thoracic region towards ri ght side & 
cryptorchidisn1 were also noti ced. Both kidneys, u relers 
& uri nary bladder were normal. 

Baby surv ived only 15 min . <1fter birth & d ied 
due to respiratory failure. Post mortem �x �- �r �<�~�y� of whole 
baby revealed hypoplasti c left chest, �d�e�x�t�r�o �c �<�~�r�d �i �, �l �,� 

scoli osis tow<1rds ri ght side, mul tiple thor<1cic vertebr<1l 
d efo rmiti es & soft ti ssue shadow of o mphalocele 
(Photograph. 2). 

Gi<1nt omphalocele contili ning entire intcstinec,, 
li ver & spleen w ith congenital �d �i �a�p �h�r �i�l�g �m�<�~ �t �i �c� herni<1 have 
been reported in 1 i tera ture. Anterior <1bdomi nil I wil ll defect 
as giant omphalocelc w ith severe hypoplasiil of chest 
wall , thoracic cavi ty, pectoral muscles, d i<1phrc1gm & lung 
on left side as well as dcxtrocard i<1, cryptorch id ism, 
scoli osis, vertebral deformities etc. in combin <1 ti on is il 
rare occurencc; hence thi s CilSC is being presented. 

Photograph 2: �X�- �r �<�~�y� w ing ypopla;, l ic ldt 
chest, scoli osis thoracic region �t �o�w�<�~�r�d�s� Rt. side, thoracic 
vertebral dcformi ti cs, dextrocardia, soft tissue shadow of 
omphalocelc etc. 
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