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INTRODUCTION

Exstrophy of the urinary bladder is a rare congenital anomaly with an incidence of 1 in 10,000 to 1 in
50,000 live births.[1] Bladder exstrophy is a complex abnormality and is traditionally treated within the
early years of life. It is associated with an increased risk of bladder cancer, with 95% of the arising tumors
being adenocarcinomas and 3 to 5% being squamous cell carcinomas. HPV infections are also associated
with an increased risk of bladder cancer. [2] The occurrence of squamous cell cancer is very rare in these
patients.We report a rare case of adenocarcinoma of the bladder in a 30-year-old male child in a reconstructed
exstrophy of bladder.

CASE REPORT

An 18-months-old male child presented to our outpatient department with complaints of a reddish mass in
the lower abdomen since birth. There was associated history of an abnormal urinary opening and continuous
dribbling of urine from the mass. Examination of the child revealed classical Bladder Exstrophy-Epispadias
Complex (BEEC), including an absent umbilicus, defect in the lower abdominal wall with exposed bladder
mucosa with areas of epithelization, pubic diastasis, and visible ureteric orifices over the exposed bladder
mucosa. The anus was anteriorly placed. The penis was short and stubby with an epispadias. Routine
investigations showed normal bilateral kidneys on ultrasonography (USG), no evidence of scars on the
DMSA scan and preserved functioning kidneys with non-obstructive function on the Renal Dynamic scan.
With this background, the child underwent primary turn-in with epispadias repair at two years of age. On
follow-up investigations, there was a fall in GFR, and the USG showed the presence of bilateral
hydroureteronephrosis. The child further underwent bladder neck tightening two years later as the child
had continuous dribbling of urine. However, the complaint persisted, and the follow-up Urodynamic Study
showed a high-pressure bladder with low capacity and poor compliance. Because of these findings, the
child then underwent augmentation gastrocystoplasty. Post augmentation, the child had a stable course and
was doing well. The GFR showed no deterioration, and the nuclear scans showed no fall in function or
formation of new scars.
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The patient remained asymptomatic till 29 years of age when the patient developed painless hematuria
associated with lower back pain. The check cystoscopy, performed for the mentioned complaints, revealed
an irregular nodule near the transition zone (between the native and the augmented bladder). The findings
on histopathologic examination of the biopsy of the nodule were suggestive of adenocarcinoma. A Positron
Emission Tomography scan for metastatic workup showed lesions in the Lumbar vertebra (L1 - L5)
suggestive of bony metastasis. With a diagnosis of metastatic adenocarcinoma of the bladder, the patient
received chemotherapy for a possible attempt to salvage. Unfortunately, the patient finally succumbed to
the malignancy in the same year.

Figure 1. Histopathological examination of biopsy from nodule showing features of
Adenocarcinoma.

DISCUSSION

The taboos and myths of a child born with congenital anomalies haunts the humans even in 21st century,
more so in the Indian subcontinent. Quiet often these babies are abandoned or not taken care of leading to
medical neglect. [7] Bladder exstrophy is a rare midline congenital defect caused by abnormal development
of the cloacal membrane. The incidence varies between 1 in 10000 to 1 in 50000 live births. [1,2,3] The
malignant potential of the exstrophied bladder mucosa is well known, with 95% of the arising tumors being
adenocarcinomas and 3-5% being squamous cell carcinomas. [5,6] It is associated with an increased
incidence of bladder cancer with incidence of adenocarcinoma reaching 250 to 800 times the normal
population by the age of 40 years.

The exact pathogenesis of tumor development in an exstrophied bladder is not clear. It was proposed that
genitourinary secretions might exert a carcinogenic effect on the boundary skin [8], but this has yet not
been proved. Chronic irritation and infection that lead to metaplastic transformation of the urothelium
which may end up with malignant transformation seem to the most logical possibility. In addition to this, the
intrinsic predisposition to malignancy should be considered [9]. For enteric augmentation bladders, exstrophy
is a risk factor for cancer development.[10]

Despite bladder closure or diversion surgery within the first year of life, patients with exstrophy have an
almost 700 fold greater incidence of bladder cancer than the age-matched normal population. Early
reconstruction is not protective. [11] In a cohort of 740 patients of exstrophy epispadias syndrome, with
meticulous follow-up, not a single case of malignancy was detected even after 25 years by Gearhart et al.
[12]



Augmentation with a gastric patch may cause increased irritation of the bladder mucosa. In this case, the
patient remained asymptomatic for carcinoma for more than 2 decades. The patient presented with
complaints of lower back pain which often maybe ignored. Augmented bladder being at an increased risk
of malignancy close and regular follow-up is essential to keep an eye out for early signs and symptoms of
malignancy.

The risk for cancer following a gastric cystoplasty appears to be elevated above this level at a risk of
approximately 2.8% per decade post augmentation [13,14].Gastrocystoplasty maybe an independent
risk factor for the development of bladder cancer. This concern is based on the relatively high incidence of
malignancy reported in this patient population during relatively short follow-up intervals [13, 15]. The
concern is heightened by the frequent finding of gastric atrophy in surgical specimens and biopsies [13,15;
16; 17,18]. Gastric atrophy is a known premalignant condition.

In a metanalysis conducted by Hussmann, development of selective guidelines for the evaluation of patients
with augmented bladders was deemed necessary. Regular follow-up of patients at yearly intervals with
medical history, urinalysis, serum B12 and electrolyte assessment, and renal and bladder ultrasound. If
medical history, laboratory evaluations or radiographic studies reveal; >4 symptomatic UTI per year, a
history of gross hematuria, chronic perineal or bladder pain, urinalysis reveals 450 RBC/HPF or an abnormal
US finding we proceed with additional radiographic, endoscopic and cytologic evaluations.[19]

CONCLUSION

The awareness about malignant potential of exstrophied bladder needs to be told to patients and patient
care givers. Robust and accurate surveillance protocols are a necessity for early detection of malignant
transformation for more successful long-term outcomes of bladder augmentation and/or bladder replacement
in patients with exstrophy bladder. Subtle pointers towards possible development of malignancy and/ or
metastasis should be evaluated promptly.
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