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Sarcomas account for only 1% of adult solid tumours. Visceral sarcomas except Gastrointestinal Stromal Tumours (GIST) are rare
and therefore little is known about the natural history and prognosis of these tumours. They tend to occur in older adults with no sex
predilection and are characterized by an aggressive behaviour. Proper evaluation of these tumours is necessary because these are
uncommon tumours which often present with advanced disease in an anatomically complex location. Since there are very few published
studies on visceral sarcomas, the data is insufficient to suggest prognosis and optimum treatment strategies. We present two cases of

such unusual malignancies in spleen and urinary bladder.

CASE REPORT

Case 1

A 54-year-old North Indian female presented with a history of pain
in lower abdomen since 1 month and decreased appetite since 15
days. The patient was treated for carcinoma ovary 4 years back for
which she had undergone cytoreductive surgery, chaemotherapy
as well as radiotherapy. On examination, spleen was palpable 3
cm below the costal margin. Hepatomegaly, lymphadenopathy
and ascites were absent. Chest X-ray showed normal lung fields
and mediastinum. Magnetic Resonance Imaging (MRI) of abdomen
showed a large heterogeneous mass in spleen measuring 7x6 cm
[Table/Fig-1]. A differential diagnosis of splenic hematoma or splenic
metastasis was considered, for which exploratory laparotomy
with splenectomy was performed and sent for histopathological
examination. Gross examination of spleen revealed a poorly
encapsulated grey white tumour measuring 7x6x5cm. Tumour was
replacing almost the entire organ and showed splenic capsular
rupture at few places. Tumour had a variegated appearance with afish
flesh consistency and showed areas of haemorrhage and necrosis
[Table/Fig-2]. Haemorrhage and necrosis were seen at few places.
Microscopic examination showed a cellular high grade spindle cell
sarcoma with brisk mitotic activity 10-12/10 HPF (High Power Field)
and multiple areas of tumour necrosis [Table/Fig-3,4]. Tumour was
infiltrating the hilar vessels microscopically however regional lymph
nodes were free of tumour. On Immunohistochemistry tumour cells
were Vimentin positive and negative for Cytokeratin (CK), Smooth
Muscle Actin (SMA), Desmin and S-100 [Table/Fig-5]. A diagnosis of
fiorosarcoma was made. The recovery of the patient was uneventful
and she is presently follow-up.

Case 2

A 62-year-old North Indian female presented with history of
haematuria, dysuria and bilateral flank pain since 6 months. For
the past 20 days she observed a lump in lower abdomen. There
was no history of haematuria or calculi in bladder or kidneys. Her
general and systemic examinations were unremarkable. Chest
X-ray revealed clear lung fields. MRI pelvis showed multiple urinary
bladder growths, largest measuring 10x10x8 cm [Table/Fig-6].
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[Table/Fig-1]: MRI pelvis showing mass in spleen.

Cystoscopy revealed multiple broad based, polypoidal growths
occupying almost the whole of the bladder. Transurethral Resection
of Bladder Tumour (TURBT) was done and sent for histopathology,
which suggested a malignant mesenchymal tumour following which
radical cystectomy was performed. Grossly, specimen measured
18x18x9.5 cm. The entire bladder was replaced by macroscopically
a deeply infiltrating lobular tumour measuring 13x10x8 cm. Tumour
was infiltrating the walls of bladder and reaching till the perivesical
fat [Table/Fig-7]. Microscopically a cellular, high grade spindle cell
tumour was seen forming fascicles. Mitotic figures were 15-20/10
HPF. Large areas of tumour necrosis were also seen [Table/Fig-8].
A differential diagnosis of sarcoma versus sarcomatoid variant of
urothelial carcinoma was made. Immunohistochemistry showed
Vimentin and SMA positivity thus confirming a diagnosis of high
grade leiomyosarcoma [Table/Fig-9].
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[Table/Fig-2]: Gross photograph of splenectomy specimen showing an infiltrative tumour with areas of haemorrhage. [Table/Fig-3]: Photomicrograph of celluar high grade
sarcoma in spleen with brisk mitotic activity (Arrow) (H&E, 10X). [Table/Fig-4]: Photomicrograph of spindle cell sarcoma with large areas of necrosis (Arrow) (H&E, 4X).
[Table/Fig-5]: Photomicrograph of tumour cells exhibiting cytoplasmic positivity for Vimentin (Peroxidase-antiperoxidase, 20X).

[Table/Fig-6]: MRI pelvis showing a large mass in the urinary bladder. [Table/Fig-7]: Gross specimen of Urinary Bladder showing a polypoidal mass coming out of the urethral
orifice and infiltrating the walls of bladder. [Table/Fig-8]: Photomicrograph of high grade spindle cell sarcoma in urinary bladder (H&E, 40X). [Table/Fig-9]: Photomicrograph of
tumour cells showing cytoplasmic positivity for Smooth Muscle Actin (Peroxidase anti-peroxidase, 40X).

DISCUSSION

Soft tissue sarcomas of the abdomen and pelvis include a wide
variety of both low and high grade tumours. These are subclassified
on the basis of their sites of origin i.e., retroperitoneal, intra-
abdominal, gynaecological and abdominal wall sarcomas. Non-
urothelial malignancies of bladder are rare and account for <5% of
all bladder tumours [1].

Visceral sarcomas or intra abdominal sarcomas tend to involve
any visceral organ in the abdominal cavity with a predilection
for gastrointestinal tract. Histopathologically, Gastrointestinal
Stromal Tumour (GIST) and leiomyosarcoma are more frequent
subtypes of visceral sarcoma. Visceral sarcomas are rare. Their
etiology is unknown and clinical presentation may vary from case
to case. Diagnosis can be suspected on Ultrasonography, CT
or MRI however exploratory laparotomy with histopathological
examination is necessary for confirmation. However by the time
a diagnosis is made, tumour usually metastasizes to liver (most
frequently), skin, bone, lung, brain and soft tissues [2]. Radical
surgical resection (splenectomy) is the treatment of choice and it is
still debatable whether adjuvant therapy in the form of radiotherapy
and chemotherapy has any beneficial role in long term survival rate
of patients [3].

In the indexed Case 1 since splenic sarcoma occurred after the
patient was treated for carcinoma ovary, a possibility of radiation
induced sarcoma was considered. This type of sarcoma may be the
result of intensive cancer treatment combining surgery with adjuvant
or neo-adjuvant chaemotherapy and pre operative or postoperative
radiation. The precise genetic mechanism of radiation induced
sarcoma is largely unknown however it is attributed to genomic
stability induced by ionizing radiation [4]. These tumours can
develop anytime after radiotherapy are aggressive and carry a worse
prognosis as compared to the usual type of sarcomas [5]. In our
case the median latency period between irradiation and diagnosis
of splenic sarcoma was 4 years which is almost comparable to the
published literature where the latency period is roughly 10 years
(average 3 months to 50 years) [6,7].

Non epithelial tumours account for <5% of all bladder malignancies
with leiomyosarcomas representing 0.1% of all these malignancies
[8]. However, leiomyosarcomas constitute the majority of bladder
sarcomas (approximately 20%) followed by rhabdomyosarcoma,
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carcinosarcoma, angiosarcoma and osteosarcoma. There are no
clear cut predisposing factors for development of bladder sarcomas
however pelvic radiation and chaemotherapy for other carcinomas
are considered to play a major role in their etiology.

Lee et al., studied seven bladder soft-tissue sarcomas, on the basis
of 28 years of experience with these tumours at one centre in Korea
[9]. Tsujita et al., reported a 68-year-old male with a huge bladder
diverticulum that infiltrated the mesentery and abdominal wall with
multiple pelvic lymph nodes [10]. This was the 3 case reported
in Japan, of a leiomyosarcoma in the urinary bladder diverticulum.
Bakaris et al., reported co-existence of 2 distinct and separate
primary tumours of bladder i.e., Urothelial carcinoma (TCC) and
leiomyosarcoma [11]. The overall local recurrence of bladder
leiomyosarcoma is almost 16%, mostly recurring in the pelvis [12].
Therefore, there should be close monitoring with abdomino-pelvic
CT, chest X-ray and cystoscopy, especially in the first year after
surgery. This might help in the early detection of tumour recurrence
and metastasis [13,14].

CONCLUSION

Since there is limited data on visceral sarcomas, it is not very clear
whether the prognosis for such tumours is worse or not particularly
after controlling for gender, stage and grade of tumour. All such
tumours require a multimodality approach in their treatment.
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