ABDOMINAL DEFECT (EXOMPHALOS)
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Two full-term vaginally delivered male newborn babies
had this abdominal wall defect. In both cases there was no
associated cardiac or any other anomaly, no dysmorphic
features and no significant antenatal history.

What is the diagnosis?

Exomphalos. It encompasses a spectrum of abnormalities ranging from a small defect with the gut prolapsing
into the cord (a hernia into the cord) through umbilical defects less than 5cm wide (Exomphalos minor) to larger
umbilical defects (Exomphalos major or giant omphalocele). (1) An Omphalocele is a herniation or protrusion
of the abdominal contents into the base of the umbilical cord. The herniation of intestines into the cord occurs
in about 1 in 5000 births and herniation of liver and intestines in 1 in 10000 births. (2) Although many are
isolated defects, some are part of constellation of malformation (such as Beckwith- Weidman syndrome or
Trisomy 18), and a few are associated with maternal intake of valproic acid. (3) Prenatal ultrasound detects
these defects after 14 weeks gestation as during 1st trimester midgut normally is herniated. (3,4) Surgical
closure of the defect may be accomplished with a primary closure or a staged repair once the neonate is
hemodynamically stable. (4) Urgent surgery is not indicated for the exomphalos with an intact amniotic sac.
Ruptured exomphalos requires urgent surgery. (1) .
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