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A 1650 g male neonate was born at 33 + 3 weeks gestation 
by cesarean to a 31‐year‐old mother. Prenatal ultrasonogra-
phy (Figure 1) detected left‐sided gastroschisis, persistent 
right umbilical vein (PRUV), and right aortic arch. Molecular 
karyotyping resulted normal.

At birth, a 2.5 cm wide abdominal wall defect was iden-
tified to the left of the umbilical cord (Figure 2). Stomach, 

small and large bowel were eviscerated and thickened. They 
were not malrotated, atresic or stenotic, but with a Meckel 
diverticulum. Imaging investigations did not reveal situs 
abnormalities.

After 24 hours of the primary repair, the patient devel-
oped an abdominal compartment syndrome. Despite of exte-
riorization of the bowel by silo, he expired at 36 hours.
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Key Clinical Message
Gastroschisis is a full‐thickness congenital abdominal wall defect usually occurring 
to the right of the umbilicus. About twenty cases of left‐sided gastroschisis have been 
reported, without reference to the laterality of the umbilical vein. This first case high-
lights the importance of considering and reporting this association by the perinatal 
team.
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F I G U R E  1  Left‐sided herniation of dilated bowel (dotted line) 
and persistent right umbilical vein (PRUV) turning toward the stomach 
(S) were first detected at 21 wk gestation and monitored with serial 
fetal transverse abdominal US

F I G U R E  2  Gastroschisis placed on the left of the umbilical cord 
(asterisk); the X‐ray confirmed a levocardia and a normally left‐located 
stomach (S)
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Gastroschisis, unlike omphalocele, is not commonly as-
sociated with chromosomal disorders and extra‐intestinal 
anomalies.1 However, left‐sided gastroschisis is associated 
with other anomalies, and can be a laterality defect indica-
tor.1,2 Our case, although presenting a right aortic arch, does 
not meet diagnostic criteria for heterotaxy.

The underlying pathogenetic mechanism of gastroschisis 
is still unclear. The most reliable mechanism is timely ab-
normal resorption of the right umbilical vein during embryo-
genesis.1 This case suggests a mirror theory of PRUV and 
concomitant regression of the left umbilical vein as a cause 
of left‐sided gastroschisis.
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