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Introduction
Bladder exstrophy is a rare malformation occurring predominantly 

in males, with an incidence of 1:50,000 live births. Variants of 
bladder exstrophy including “split symphysis variants”, are very rare 
malformations with an incidence of 1 in 400,000-500, 0000 live births, 
making up 8% of all exstrophy patients [1, 2]. We describe a child with 
duplicate exstrophy, that is one of the rarest variants, and add a further 
case to the scarce published literature.

Case Report
A 2-year old female, born by normal vaginal delivery at 37 weeks 

of gestation with a birth weight of 3180 g, was admitted to our clinic 
for assessment of a congenital infra umbilical midline lesion. Antenatal 
history and family history were negative, there were no other congenital 
anomalies, and the child’s postnatal development had met normal 
milestones. Examination revealed a low-set umbilicus, below which 
was a soft, dry, pigmented 5 x 6 cm mucosa lined plaque. There was no 
urinary discharge and no ureteric orifices could be identified (Figure 
1). The external genitalia were normal female and the child was dry, 
passing urine with an intermittent forceful stream. There was a minimal 
diastasis at the pubic symphysis that measured 1.5 cm on X-ray. All 
routine laboratory studies including chromosomal analysis, urinalysis 
and urine culture were normal. Renal anomalies were excluded on 
ultrasound scan, and a micturating cystourethrogram showed a normal 
bladder, bladder neck and urethra, without UV reflux or urinary 
fistula. Urodynamic studies showed a bladder capacity of 100 cc that 
was appropriate for her age. At cystourethroscopy the urethra and 
bladder neck were normal leading up to a normal trigone with bilateral 
competent single ureteric orifices. The rest of the vulva and the vagina 
were normal. Surgical reconstruction consisted of a total excision of the 
mucosal lesion, with primary closure of the abdominal defect allowing 
the umbilicus to rise to a normal midline position. There was no 
communication between the abdominal lesion and the urinary tract or 
other viscera. Histology identified the mucosal plaque as ‘urothelium 
without atypia’. The child was discharged on the 7th postoperative day 
with a well healing wound. At 1 year follow-up the scar had stretched 
and was pigmented reducing the overall aesthetic appearance, but was 
otherwise satisfactory.

Discussion

Duplicate exstrophy is one of the rarest variants within the 
spectrum of bladder exstrophy. It is characterized by the presence of a 
non-functional exstrophic mucosal plate on the abdominal wall, with a 
normal bladder and no exposed ureteric orifices. The aetiology of this 
malformation is unknown, and the embryologic theories are many 
[3]. Sheldon et al. [4] divided the duplicate exstrophy into those with 
a true duplication with the classic findings of the exstrophy complex, 
and another group, to which our case conforms, characterized by a 
suprapubic exstrophic mucosal plaque with no communication to a 
covered normal functional bladder. These children usually have well 
formed external genitalia (as defined by Marshall and Muecke) [5] and 
are continent of urine with a normal voiding pattern [1, 6-7]. Surgical 
reconstruction for this latter group is relatively straightforward 
consisting of excision of the exstrophic plaque with primary aesthetic 
closure of the abdominal wall defect. In our case immediate healing 
was uncomplicated with good positioning of the umbilicus. However 
at 1yr follow-up the scar had stretched and was pigmented, detracting 
from the overall aesthetic appearance. Long term follow-up with and 
possible scar revision, are relevant to avoid psychological concerns in 
adolescence and young adulthood.

Conclusions

A literature review confirmed the rarity of the disease [3, 7, 8] 

revealing only 24 reported cases of duplicate bladder exstrophy, most 
of which are isolated case reports. This paper adds a further case to 
the scarce literature, emphasizing the need for a full evaluation to 
exclude any connection of the exstrophic plaque to the urinary tract, 
and the need for a long-term follow-up with possible scar revision in 
adolescence or young adulthood. 
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Figure 1: Preoperative appearance duplicate bladder extrophy.
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