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Rare variants of bladder exstrophy are pseudo- 
exstrophy, covered exstrophy, duplicate 
exstrophy, superior vesical fissure, visceral 
sequestration, and omphalocele, exstrophy 
of the cloaca, imperforate anus, and spinal 
defects syndrome. They comprise 10% of all 
cases of the exstrophy–epispadias complex.1 
Here, we managed a 1- year- old male child who 
presented with a 2.5 cm diameter mucosal 
opening in the hypogastric region, draining 
urine through it. The child also had distal 
penile hypospadias with a stenotic meatus 
through which he passed urine. The prepuce 
was hooded, and there was no chordee. On 
inserting a small- caliber feeding tube through 
the stenotic meatus, it is visible through the 
hypogastric region defect. A low- lying umbi-
licus was present (figure 1A,B). Widening of 
the symphysis pubis both clinically and on an 
X- ray was present. There was a divergence of 
the rectus abdominis muscle. Both testes were 
in the scrotum. He was continent of urine. 
Blood investigations were normal, including 

serum creatinine, and ultrasonography of 
the bilateral kidney and ureter was normal. 
The anatomy of the bladder was studied 
preoperatively via contrast study, although 
the bladder was open and not holding the 
contrast, so proper VCUG (voiding cysto-
urethrogram) was not possible to perform 
at that time (figure 2). At 1 year of age, the 
child was planned for surgical correction. A 
circumferential bladder fissure incision with a 
lower abdominal midline incision was made; 
the upper part of the bladder was mobilized 
extraperitoneal. The bladder was repaired in 
two layers, and then the rectus muscle was 
approximated in the midline. Meatotomy was 
performed because of the stenotic meatus 
(figure 1C,D). The patient tolerated closure 
well. The child developed a right inguinal 
hernia at follow- up. The second surgery was 
performed at 2 years of age. Snodgrass repair 
for hypospadias along with right inguinal 
hernia was performed. The child was doing 

Figure 1 Clinical and operative pictures 
of the case of superior vesical fissure with 
hypospadias. (A) Low- set umbilicus and 
hypospadias meatus. (B) Hypospadias meatus. 
(C) Picture showing hypospadias meatus, 
meatotomy performed. (D) Intraoperative view 
showing repair of abdominal wall after repair of 
the bladder.

Figure 2 Cystogram (radiograph of the bladder 
with contrast, not properly visualized as not 
holding the contrast). R, right.
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well at the 2- year follow- up. The outcome in these cases 
of continence and renal function is better, as no bladder 
neck is involved and bladder capacity and compliance 
are good.

The exstrophy–epispadias complex occurs due to 
mechanical disruption or enlargement of the cloacal 
membrane during embryonic life, and the timing of 
the rupture causes varied presentation. Animal models 
of the exstrophy–epispadias complex summarized that 
agenesis of the dorsal part of the cloacal membrane 
may form the basis of congenital malformations of 
cloaca- derived orifices, such as hypospadias, epispadias, 
bladder, and cloacal exstrophy, double urethra, and 
cloacal membrane agenesis, although hypospadias is not 
described with exstrophy bladder.2 Hypospadias associ-
ated with an exstrophy variant is rare, with only one prior 
report that is associated with pseudo- exstrophy. Jindal et 
al reported that a 2- month- old child presented with an 
exposed bladder plate at the hypogastrium, which looked 
like a classic exstrophy–epispadias complex. As in our 
case, diastasis of the pubis and divergence of the rectus 
abdominis muscle were present, and both testes were in 
the scrotal position. The baby also had a hypospadias 
urethral opening. This urethral opening was draining 
the underlying normal bladder located posterior to the 
exstrophy bladder patch.3 In this case, the hypospadias is 
associated with a superior vesical fissure, which is the first 
case in the literature. This is the congenital anomaly of a 
variant of bladder exstrophy involving the urinary system, 
musculoskeletal system, pelvic floor, abdominal wall, and 
genitalia, as in this case of hypospadias.
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