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Introduction 

Exstrophy of the bladder is a rare congenital anomaly 

with an incidence of about 1 per 50000 newborns. Malignant 

potential is high; 95% are adeno-carcinomas; 3 to 5% are 

squamous cell carcinomas [1,2]  

To date, one hundred and ten cases of malignant 

neoplasms arising from untreated bladder exstrophy have been 

reported and early vesical reconstruction is the best oncologic 

prevention [3]. 

This disorder is of particular aspect in adults, who consult 

late, with reasons for not having approached for treatment 

earlier include ignorance and poverty mostly in third world 

countries. This significantly alters their quality of life from a 

psychological, social and professional aspect. 

Surgical management of this malformation disease 

particularly in adults is not easy, in view to abdominal wall 

closure. 

We describe a case of uncorrected bladder exstrophy with 

squamous cell carcinoma discovered in a man in mid thirties. 

Case Report 

A 34-year old male, who lived with an exstrophied 

bladder, had noticed a growth-like change in the bladder, 
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ABSTRACT 

Bladder  exstrophy is  a  rare congeni ta l  anomaly.  There are very few 

documented cases of adults  presenting wi t h  bladder  exstrophy in  

l i tera ture as wel l  as i ts  management which is  poor  and l imi ted to  

retrospec tive stud ies o f  small  number  o f  cases.  Mal ignant potent ial  o f  

the exstrophied b ladder  mucosa is  wel l  kno wn.  Sixty percent  o f  cancers  

in ec topic b ladder  occur  during fourth and f i fth decade of l i fe ,  major i ty  

being adenocarcinoma.  This disorder  i s  no t  only a  psychological ,  socia l  

and profess ional  handicap in adults  but  surgica l  di fficult ies a lso top -up  

i t s  par t icular  aspect  owing to  d i fficul ty in  par ie tal  c losure  wi th  

frequent use o f os teotomy,  and rare chances o f b ladder  preserva tion.  

We report  here in a  case of squamous ce ll  carcinoma of exstrophied  

bladder  in a  34 -year -o ld male pat ient  whom due to  poor  response  

neoadjuvant chemotherapy underwent radica l  cys topro sta tectomy,  

ur inary d iversion wi th a  cutaneous ure terosto my and  reconstruc tion of  

hypogastr ic  region.  He is  on a  frequent  fol low up .  The case i s  be ing 

reported on account o f  i ts  rar i ty.  Per t inent  l i tera ture is  being reviewed.  

Résumé  

Exstrophie vés ica le  es t  une ano mal ie  congéni tale  rare.  I l  y a  très peu de  

cas  documentés dans la  l i t térature d 'adultes présentant  une extrophie  

vés ica le  a insi  que sa p r ise en charge qui  es t  pauvre e t  l imi tée à  des  

études rétrospect ives de  pet i t  nombre de  cas.  La malignité  potent iel le  

de la  muqueuse de l ’exstrophie vésica le  est  bien connue.  Soixante  

pourcent  des cancers  sur  une vessie  ectop ique surviennent  pendant la  

qua tr ième et  c inquième décennie de la  vie ,  la  major i té  é tant  

adénocarcinome.  Ce trouble es t  non seulement un handic ap  

psychologique ,  social  et  profess ionnel  mais  les di fficultés chirurgicales  

aussi  se  surajoutent  pour  en fa ire  de son aspec t  par t icul ier  du fa i t  de la  

di fficulté  de fermeture par ié ta le  avec l 'u t i l i sa t ion fréquente de  

l 'ostéo tomie,  et  rares  chances de  prés erver  la  vessie .  Nous rappor tons  

un cas de carc inome ep idermoid sur  exs trophie vés ica le  chez un homme 

de 34 ans dont due à une mauvaise réponse à  la  chimio thérapie  

néoadjuvante a  sub i  une cystoprostatectomie radicale,  avec une  

dér iva tion ur ina ire  type urét éros tomie cutanée,  reconst ruct ion de la  

région hypogastr ique,  i l  est  survei l lé  régulièrement.  Le cas est  rappor té  

vu sa rare té .  Une revue per t inente de la  l i t té rature.  
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progressive in nature about a year prior to presentation, with 

pain; and mild bleeding. 

Examination revealed a relatively well-built man with a 

classical exstrophy-epispadias complex presenting a fierce 

looking growth measuring about 54 mm x 34 mm. Ureteric 

orifices were not discernibly visible. There was spillage of 

urine in between the growth. Scrotum was normal with 

normally descended testes (Figure 1). Digital rectal 

examination revealed no pelvic masses. The rest of the 

systemic examination was within normal limits. Patient had no 

known comorbid illnesses.  

Contrast enhanced CT scan showed classical deformities 

of bladder exstrophy with a tumour invading deep muscles 

causing bilateral ureteric obstruction that resulted to bilateral 

hydroureteronephrosis. Presence of lymph nodes in inguinal, 

iliac region. Absence of lesion in liver and lungs (Figure 2 and 

3). 

Biopsy of this growth revealed a squamous cell 

carcinoma.  

In view of locally advanced disease, he received 

neoadjuvant chemotherapy consisting of 3 cycles of Cisplatin 

and 5FU. However, a reassessment after chemotherapy did not 

show a measurable tumour regression. He was taken up for 

surgery. He underwent a radical cystoprostatectomy with en 

block bilateral pelvic lymphadenectomy, urinary diversion 

with a cutaneous ureterostomy. 

Reconstruction of the lower anterior abdominal fascia 

defect was undertaken with Prolene mesh with tensor fascial 

lata flaps without pubic approximation (Figure 4, 5, 6). We 

could achieve a tension-free closure of the anterior abdominal 

wall defect without any complication (Figure 7). Post 

operatively the patient had an uneventful recovery. 

Histopathology report showed a moderately differentiated 

squamous cell tumour with invasion of the entire bladder wall, 

the prostate (pT4). Presence of polyhedral cells. No 

keratinocytes revealed. The cut margins of both ureters were 

free. 

Post operative US Scan of the abdomen showed a marked 

reduction in the hydroureteronephrosis. Renal function 

parameters were within normal range. The patient is on 

regular follow up, with improved self-esteem and social 

interaction. 

 

Figure 1. Adult exstrophy before surgery; notice the fierce 

looking growth with urine spillage 

 

 

Figure 2. CT scan images of exstrophy bladder. 

 

 

Figure 3. CT scan image of bladder exstrophy 

 

Figure 4. Excision of bladder exstrophy. 
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Figure 5. Tensor fascia lata flaps prior to lower abdominal 

wall reconstruction. 

 

Figure 6. Prolene mesh in place to be covered by tensor 

fascia lata flaps. 

 

Figure 7. Adult exstrophy after surgery: lower abdominal 

wall reconstruction by tensor fascia lata flaps and 

continent diversion. 

 

Discussion 

Bladder exstrophy is a serious malformation of lower 

abdominal wall with pubic diastasis and lateralized rectus 

muscle that causes difficulty in abdominal wall closure in 

surgery.  

It is a rare congenital anomaly with well-known 

malignant potential if left untreated [4]. 

This bladder malformation is best managed in the 

neonatal stage with good results. Defect is obvious and 

definitive treatment with primary bladder wall reconstruction 

is possible in infancy. 

Adults presenting with exstrophy is very rare and its 

incidence at this stage is not documented adequately in 

literature. Patients with untreated bladder exstrophy are 

exposed to significant social constraints: they have difficulties 

to socialize, carry out their professional activities within the 

population because of the stench of urine [5, 6], and main 

concern of consultation being urinary incontinence, urinary 

smell, and social ostracism. 

Some of these patients show no interest regarding 

treatment primarily because of ignorance, financial constraint 

or poverty in developing countries. 

Debate on management of bladder exstrophy in adults 

remains open, given the limited number of published studies 

[7-10]. 

Ureterosigmoidostomy was the first form of diversion to 

be popularized for patients with exstrophy. Although the 

initial series were associated with multiple metabolic 

problems, results improved markedly with newer techniques 

of reimplantation. 

Difficulty of anterior lower abdominal wall closure also 

poses a peculiarly adult surgical problem. It resorts frequently 

to osteotomy. In our case, we did not have to resort to it. 

Mansour et al. reported the use of patch in bladder closure [7], 

while Pathak et al. reported the use of transposition grafts 

[8].We used tensor fascia lata flaps, leading to satisfactory 

results. 

The use of a rectus abdominis myocutaneous flap for 

closing exstrophy is more complex than the tensor fascia lata 

flap [11, 12]. Rectus fascial flaps have been used in abdominal 

repair because lack of support predisposes the bladder to 

reopening as well as fistula formation [13]. Marlex mesh 

[polyethylene] and Teflon mesh are expensive and not always 

easily available. 

We have used polypropylene [Prolene TM] mesh which is 

cheap and readily available in most of the centers. 

Even though squamous cell carcinoma [SCC] of urinary 

bladder is considered as a separate entity, treatment remains 

similar to transitional cell carcinoma [TCC] [14]. 

Systemic chemotherapy regimens used to treat transitional 

cell carcinoma are generally ineffective for tumours with non-

urothelial histology such as adenocarcinoma or SCC [15, 16]. 

However overall experiences with chemotherapy in non-

urothelial carcinomas are limited.  

Hayashi et al in a report of 18 cases of SCC bladder 

observed that radiation and cisplatin-based chemotherapy 

were effective supportive therapy to improve the prognosis 

[17]. Chemotherapy was given due to locally advanced disease 

T2b with ureteric involvement together with unwillingness on 

the part of patient to accept surgery.  

About 115 cases of cancer in exstrophic bladder have 

been reported [18, 19]. There are no comprehensive guidelines 

on role of adjuvant or neoadjuvant chemotherapy.
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The gold standard of treatment of SCC of bladder is 

radical cystectomy with no established guidelines for any 

adjuvant or neoadjuvant therapy. Radiation is used for cases 

found inoperable or where patient is reluctant for surgery [15]. 

In our case the choice of Gemcitabine & Cisplatin was 

guided by available literature reports for palliative 

chemotherapy in bladder cancer [15, 16, 17].  In view of poor 

response, and after discussion with patient and his consent, he 

underwent surgery. 

He is on a frequent follow up with no renal insufficiency, 

improved self-esteem, social integration which has made the 

whole exercise meaningful. 

Conclusion 

Adult bladder exstrophy correction is a very rare practice in 

urology due the fact that this congenital disease is diagnosed 

and corrected in neonates. Patients with bladder exstrophy 

presenting in adulthood should not be denied surgical 

correction. Malignant potential is high in adults; we advocate 

the radical surgical management, after exclusion of any 

primary malignant sites related to the gastrointestinal tract.  

The abdominal-wall defect in bladder exstrophy is often large 

and accompanied by a wide detachment of the pubic bone. 

Prolene mesh closure and various transposition grafts 

technique are possible; we used tensor lata flaps technique in 

our case with satisfactory results. Surgical correction in adults 

with exstrophy of the bladder greatly improves self-esteem, 

confidence, and social relationship. 
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