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Clinical image description

A 29-year-old pregnant woman was referred to our hospital 
at the gestational age of 15 weeks. The umbilical cord hernia 
was pointed out during a fetal echocardiogram at the previous 
obstetrician’s office, and the patient was referred to our obste-
trician. An MRI scan of the fetus was performed at 30 weeks 
and 3 days after conception, and showed intra-abdominal or-
gan prolapse, right kidney defect, right lower limb defect, and 
flexion deformity of the spinal column (Figure 1). At 34 weeks 6 
days of gestation, her water broke, and she was born by emer-
gency cesarean section. She weighed 1262 g and had an Apgar 
score of 3/4. Postnatal physical examination revealed prolapse 
of intra-abdominal organs (liver, stomach, entire intestinal tract, 
and bladder) (Figure 2). The perineum was also dysplastic, and 
a cloaca was present; a diagnosis of body stalk anomaly was 
made, and the prolapsed organs were covered with sterile 
plastic at day 0. An enterostomy was created at day 1, and the 
prolapsed organ was covered with a hernia sac to await epi-
thelialization (Figure 3). The prolapsed organ was epithelialized, 
dried, and settled down, but at age 69, the patient developed 
respiratory failure due to pulmonary congestion and died per-
manently (Figure 4).

Figure 1: Fetal MRI T2 (30 weeks gestation).
A,B: There was a giant omphalocere. Digestive tracts was out of 
abdominal wall. C: Lung was hyperinflation.
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Figure 2: Appearance at birth. 34 weeks 6 days gestation.
Severe scoliosis, imperforate anus and a ruptured omphalocele 
(organs of prolapse were liver, stomach, all bowel and urinary 
bladder).

 
Figure 3: Prolapsed organs.
A,B: Prolapsed organs were covered with hernial sac at day 1.
C: The hernia sacs were dried. The perforated area was used as an 
enterostomy (arrow).

Figure 4: Chest CT at day 69. She died for congested lung. 

Kermauner first described BSA, in 1906, as an abdominal 
wall defect consisting of an amniotic sac, which contains viscera 
and is directly attached to the placenta, in the absence of an 
umbilical cord [1]. Van Allen et al. set forth the diagnostic crite-
ria for BSA in 1987. Two of the following three anomalies must 
be present to establish a positive diagnosis [2,3].

Exencephaly/encephalocele with facial clefts.

Thoracoschisis and abdominoschisis (midline defect).

Limb defect (for example, clubfoot, polydactyly, oligodactyly, 
syndactyly, brachydactyly, amelia).
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