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Abstract

Case Report

IntroductIon

Bladder exstrophy is a complex spectrum of congenital 
anomalies characterised by abnormalities of the bladder, 
bony pelvis, pelvic floor and genitalia.[1] Unlike cloacal 
exstrophy, classic bladder exstrophy is not typically associated 
with gastrointestinal malformations.[2] This is a report of an 
extremely rare variant of bladder exstrophy associated with 
exstrophic rectal duplication and anorectal malformation.

case rePort

 A 4‑month‑old male  infant was referred for the evaluation 
of his exstrophy vesica. He had not been surgically treated 
so far because  his family  had just immigrated from Somalia. 
On physical examination, a perineal mucosa-lined lesion 
looking like a prolapsed rectum and anorectal malformation 
with perineal fistula were detected in addition to an exstrophic 
bladder and widening of the pubic symphysis, bifid phallus 
and scrotum [Figure 1a and b].   The patient was defecating 
via the perineal fistula and nothing has been done to the 
anorectal malformation and bladder exstrophy until now.  
Echocardiographic evaluation of the patient revealed a 
4-mm secundum atrial septal defect. However, no additional 
anomaly was detected radiologically except severe pubic 
symphysis diastasis of 5 cm. A staged operation was planned. 
The exstrophic bladder was closed primarily without pelvic 

osteotomy. There were two exstrophic intestinal tissues in 
front of the rectum. Although they were in proximity with 
the native rectum at the midline, they did not communicate 
with it. They were excised without rectal injury, perineal 
reconstruction was performed and then a sigmoid colostomy 
was fashioned [Figure 1c]. Histologically, only colonic mucosa 
was present in the excised exstrophic intestinal tissues, and 
these were diagnosed as exstrophic duplications of the rectum. 
After an uneventful post-operative recovery, the patient was 
discharged and planned for future anoplasty, pelvic osteotomy 
with bladder neck and penile and urethral reconstruction.

dIscussIon

Alimentary tract duplications are rare congenital anomalies, 
which can occur anywhere from the oropharynx to the anus. 
Rectal duplications account for only 5% of all duplications. 
They are more commonly located in the presacral space behind 
the rectum as a cystic mass and do not communicate with the 
rectum in 90% of cases.[3] However, the patient in the present 
case had an exstrophic anterior rectal duplication. While 
anterior localisation is rarely seen, it is also far more unlikely 
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for these to be exstrophied.[4,5] The proposed embryologic 
mechanism for exstrophic rectal duplication is that the rectal 
duplication cyst becomes sufficiently large in utero to prevent 
mesodermal migration or increase apoptosis of mesenchyme in 
the surrounding area, causing weakening of the overlying surface 
ectoderm, resulting in rupture of the cyst onto the perineum.[5]

Rectal duplications may be associated with other anomalies of 
the urinary tract and the genitalia.[3] However, exstrophic rectal 
duplication and its association with bladder exstrophy are an 
extremely rare entity. Gupta et al.[6] have reported only case of 
exstrophic rectal duplication associated with classical bladder 
exstrophy. In this respect, this is the second reported case of 
this association, but this case is unique in two ways: first, two 
separate exstrophic rectal duplications were observed in the 
patient and second, all these anomalies were accompanied by 
a mild form of anorectal malformation.

conclusIon

An extremely rare variant of bladder exstrophy associated with 
exstrophic rectal duplication has been presented. This case may 
be diagnosed as an atypical form of cloacal exstrophy by some 
clinicians due to its association with an anorectal malformation and 
exstrophic rectal duplication. However, it is more prudent to leave 
this case as bladder exstrophy with exstrophic rectal duplication.
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Figure 1: Photographs of the patient. (a) The appearance of bladder exstrophy (black arrow), bifid phallus (white arrows) and scrotum (white 
arrowheads), and two exstrophic rectal duplications (asterisk symbols). (b) The appearance of anorectal malformation with perineal fistula (black 
arrow). (c) Post‑operative photograph
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