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Two-month-old male baby presented with swelling of the abdomen. He
was born of non-consanguineous marriage by normal vaginal delivery with
an uneventful postnatal period. There was no history of steroid intake.
On examination, he had pallor, microcephaly, doll like facies, distended
and hypotonic abdomen with loose skin folds over the abdomen. Liver
and spleen were not palpable. Other systems were normal. Ultrasound
of abdomen and scrotum revealed bilateral hydroureteronephrosis,
obstructive uropathy and undescended testis on right side. Laboratory
report revealed serum urea 158.9 mg/dl and serum creatinine 1.36 mg/dl.
What is the diagnosis?
Prune Belly Syndrome (PBS). It is characterized by the classical triad of urinary tract anomalies, deficient
abdominal musculature and undescended testis. The impaired removal of urine from the bladder is responsible
for oligohydramnios and pulmonary hypoplasia. The massive bladder distension and urinary ascites due to
severe obstructive uropathy lead to degeneration of the abdominal wall musculature and failure of testicular
descent. Associations of PBS with anomalies of musculoskeletal, cardiovascular, pulmonary and genital have
also been reported. (1) The etiology of PBS is unclear and possible familial genetic inheritance was reported in
some of the studies. PBS carries poor prognosis as the majority of infants are either stillborn or die within the
first few weeks of life due to pulmonary hypoplasia or renal failure or a combination of congenital anomalies.
PBS may survive into adult life if urinary tract repair and abdominal reconstruction surgery done during infancy.
(2) In utero placement of a vesicouterine shunt is advisable to prevent the development of PBS. (3)
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