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Squamous Cell Carcinoma in Bladder Extrophy
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ABSTRACT

Extrophy of the bladder is a rare congenital
anomaly with an incidence of about 1/50000
newborn. Malignant potential of ectopic
mucosa is high. Sixty percent of cancers in
ectopic bladder occur during fourth and fifth
decade of 1life, majority Dbeing
adenocarcinoma (95%). Here we report a
case of squamous cell carcinoma of ectopic
urinary bladder in a 74-year-old male
patient. In view of locally advanced disease,
he received neoadjuvant chemotherapy with
poor response. He underwent total
cystectomy with ileal conduit diversion and
continues to be alive and disease free at 36
months interval. The case is being reported
on account of its rarity. Pertinent literature
is being reviewed.

INTRODUCTION

Exstrophy of the bladder is a rare congenital
anomaly with an incidence of about 1 per 50000
newborns. Malignant potential of the
exstrophied bladder mucosa is well known; 95%
are adeno-carcinomas; and 3 to 5% are
squamous cell carcinomas 2. Here we report a
case of squamous cell carcinoma of the
exstrophied bladder that occurred in a man in
mid seventies.

Case: A 74-year old healthy male, who lived
with an exstrophied bladder [exstrophy-
epispadiasis complex], reported with history of
bleeding from the site of bladder exstrophy. He
had noticed a growth like change in the
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exstrophied bladder, progressive in nature about
1-year prior to the presentation (fig. 1); It had
started bleeding at the time of presentation.

Fig 1: pre-operative photograph showing tumour

Examination revealed a short well-built man.
Local examination of the lower abdomen
presented a classical exstrophy - epispadiasis
complex in the supra-pubic region of the
anterior abdominal wall with fierce looking
growth in the ectopia vesicae. The whole
bladder area was filled with the tumour
measuring about 15 cm x 10 cm. Ureteric
orifices were not discernibly visible. Careful
examination could only reveal the spillage out
of urine in between the growth. Growth was not
extending into the urethra and scrotum was
normal with normally descended testes. Per -
rectal examination revealed no pelvic masses.

Rest of the systemic examination was
within normal limits. Patient had no known co-
morbid illnesses. Contrast enhanced CT scan of
the abdomen showed classical deformities of
Exstrophy — Epispadiasis complex with a growth
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in bladder exstrophy invading deep muscles
causing obstruction of bilateral ureteric orifices
with resultant bilateral hydrouretero-nephrosis.
No grossly enlarged lymph nodes in inguinal,
iliac or retroperitoneal region or any lesion in
the liver were noted. Chest x ray was normal.
The patient was planned for neoadjuvant
chemotherapy and received two cycles with
Gemcitabine & Cisplatin. However, a
reassessment after two courses of chemotherapy
did not show a measurable tumour regression.
He was taken up for surgery.
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Fig 2: Histopathology showing squamous cell carcinoma
involving submucosa

On surgery, a wide excision of the tumour
along with exstrophy-epispadiasis complex
(entailing total cystectomy) was done along with
an Ileal conduit urinary diversion using Becker
uretero-intestinal anastamosis method.
Reconstruction of the lower anterior abdominal
fascia defect was undertaken with marlex mesh
with the scrotal skin being advanced to partly
cover the skin defect. Post operatively the
patient had an uneventful recovery.

Fig 3: Histopathology showing squamous cell carcinoma
invading into deeper muscle
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Histopathology report showed a
well differentiated squamous cell tumour
(fig. 2 & 3) of size 11x14.5 cm with invasion into
the deeper layers of muscle (fig. 3) along with
occasional areas of perivesical fat infiltration
(pT3a). The tumour showed areas of pearl
formation (fig. 2) and was seen to involve the
uretero-vesical junction bilaterally, the cut
margins of both ureters were free.

Post operative US Scan of the abdomen
showed a marked reduction in the hydrouretero-
nephrosis. Renal function parameters were
within normal range. The patient is on regular
follow up and continues to be disease free at 36
months of surgery.

DISCUSSION

Squamous cell carcinoma of urinary bladder is
infrequent. A frequency of 3% (United States) to
40% in middle east (Egypt) has been reported.
In exstrophy bladder about 3 to 5% are of
squamous histology.'?

Chronic irritation and infection leading to
metaplastic transformation of urothelium
resulting in malignant changes is most likely
possibility. Malignant degeneration of
embryonic rests of gastrointestinal tissue can
give rise to adenocarcinoma. It is also suggested
that adenocarcinoma in exstrophic bladder
originates from the colonic epithelium covering
the mucosa of the organ.3 Majority (60%) of the
malignant tumours in ectopic bladder occur
during fourth and fifth decade of life and out of
the remaining, about 20% each occur after 60
years and before 40 years.

Even though squamous cell carcinoma
[SCC] of urinary bladder is considered as a
separate entity, the treatment remains similar to
transitional cell carcinoma [TCC].5 The prognosis
is reported to be poor due to advanced stage at
detection.’

Systemic chemotherapy regimens used to
treat transitional cell carcinoma are generally
ineffective for tumours with non-urothelial
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histology such as adenocarcinoma or scc.™
However overall experience with chemotherapy
in non-urothelial carcinomas is limited. The gold
standard of treatment of SCC of bladder is
radical cystectomy with no established
guidelines for any adjuvant or neoadjuvant
therapy.7 Radiation is used for cases found
inoperable or where patient is reluctant for
surgery.

About 115 cases of cancer in exstrophic
bladder have been reported.m’11 There are no
comprehensive guidelines on role of adjuvant or
neoadjuvant chemotherapy.

Kassouf et al reported their experience
with 27 cases of pure squamous cell histology of
non-bilharzial etiology over a 15-year period at
MD Anderson Cancer Center."” They reported a
2-year overall survival of 47.6% with a median
recurrence free survival of 5.1 months. For eight
patients who recieved pre-operative
chemotherapy, five progressed. Authors
concluded that radical cystectomy remains the
mainstay of treatment with locoregional
recurrence being the most common cause of
failure. 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.13

Present case, to our knowledge is the oldest
patient to present with primary squamous cell
carcinoma of an unreconstructed exstrophic
bladder."

Chemotherapy was given due to locally
advanced disease T2b disease (tumour
infiltrating more than half the muscle thickness)
with ureteric involvement together with
unwillingness on the part of patient to accept
surgery. The choice of Gemcitabine & Cisplatin
was guided by available literature reports for
palliative chemotherapy in bladder cancer.” In
view of poor response, patient was subjected to
surgery, the disease free survival of 36 months
along with the comfort of being dry with
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ileostomy bag has made the whole exercise
meaningful.
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