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An Unusual Clinical and Morphological 
Features of Uterine Leiomyosarcoma: 

Immunohistochemistry Solves the  
Diagnostic Pitfalls of Uterine Sarcomas
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ABSTRACT
Introduction: Leiomyosarcoma (LMS) arises from smooth muscle 
of the uterus and is a rare tumour that accounts for 2% to 5% of 
all uterine malignancies. Very few cases are reported in the liter
ature. Our patient presented with a pelvic mass and did not have 
any history of genital bleeding, which is the usual presentation 
in uterine sarcoma. We report here an original case report of 
an unusual presentation of this rare tumour in the endometrial 
cavity with combined features of epithelioid differentiation and 
haemangiopericytoma (HPC) like areas in a single tumour which 
is not yet reported in the published literature.

Case Report: A 55 years multiparous woman presented with a 
pelvic mass for 8 months duration with a rapid increase in size over 

the last three months. Ultrasonography showed a mass arising 
from the uterus. An exploratory laparotomy was performed and the 
histopathology report confirmed the diagnosis of uterine sarcoma 
combined with epithelioid differentiation and haemangiopericytoma 
like areas and hence a panel of immunohistochemical (IHC) workup 
was done which confirmed leiomyosarcoma.

Conclusion: Our report highlights how a good index of suspicion, 
detailed histopathological diagnosis which when complemented 
with immunohistochemical work up could prevent the pitfalls of 
misdiagnosis and mismanagement of uterine sarcomas. 
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InTRoduCTIon
Uterine sarcomas account for between 3–7% of all malignant dis-
eases of the uterine corpus. They can broadly be classified into 
leiomyosarcomas, which arises from the smooth muscle of the 
myometrium, and endometrial stromal tumours, which originates 
from the endometrial stroma [1,2]. Mixed mesodermal tumours or 
carcinosarcomas have both epithelial and mesenchymal components 
and are now thought to be metaplastic carcinomas, rather than a 
subgroup of sarcomas. Leiomyosarcomas are the most common, 
accounting for about 25–36% of uterine sarcomas [3,4] and they are 
notorious for their aggressive nature and poor prognosis.

Uterine sarcomas are uncommon and pre-operative diagnosis  
which is frequently unknown, ultrasonography and MRI can raise 
suspicion of a uterine sarcoma, however, there are no pathognomonic 
features on any imaging technique. The clinical benefit of chemo-
therapy is limited, which underscores the importance of targeted 
therapy. Endometrial Stromal Sarcoma(ESS) and uterine leiomyo-
sarcoma are driven by different pathways, resulting in a different 
clinical behaviour. ESS typically is a hormone-sensitive tumour 
with indolent growth. Uterine leiomyosarcoma is notorious for 
its aggressive growth and poor outcome. Individualisation of 
treatment is mandatory, for both ESS and uterine leiomyosarcoma, 
hysterectomy with bilateral salpingo-oophorectomy, but without 
lymphadenectomy, is the standard surgical treatment for early stage 
disease. There is no proven benefit from any adjuvant treatment 
(ie, radiotherapy, chemotherapy, or hormonal targeted) for both 
entities, however hormone receptors are the most important 
targets for primarily advanced or recurrent ESS, as for a subset of 
recurrent uterine leiomyosarcomas [5].

CASe RepoRT
A 55-years post-menopausal multliparous woman was reported 
to the outpatient clinic with complaints of a mass in the lower 
abdomen for 8 months duration associated with lower abdominal 
pain with rapid increase in size for three months. She had no history 
of genital bleeding.

On general physical examination, pallor was present, and the 
patient’s vital signs were normal. She was thinly built. On abdominal 
examination, an irregular midline mass arising from the pelvis was 
present. The mass was firmed to be hard in consistency with 
restricted mobility and nontender with no free fluid. There was no 
hepatosplenomegaly or lymphadenopathy.

On vaginal examination, the patient’s uterus was enlarged to 
18-20 weeks gestational size and nodular, occupying the whole 
pelvis. Ultrasonography findings were suggestive of a growth in the 
endometrial cavity with predominant solid elements measuring 8x6 
cms, and the patient was posted for exploratory laparotomy.

Intra-operatively enlarged uterus appropriately of 20 weeks size 
with a subserosal nodule measuring 5 cms in diameter. Both 
ovaries and fallopian tubes were normal.

Total abdominal hysterectomy with bilateral salpingo-ophorectomy 
was done. The uterus measured 18 × 12 × 10 cms with a sub-
mucosal growth arising from the fundus of uterus and occupying 
the endometrial cavity measuring 8 cm × 6 cm × 6 cm and solid 
in consistency. The tumour invades the myometrium through out 
the thickness at one area forming a sub-serosal nodule of 5 cms 
in diameter. Histopathologic examination showed a cellular tumour 
arranged in interlacing bundles of spindle cells with elongated 
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[Table/Fig-1]: Gross specimen cut surface of uterus showing a growth 
in endometrial cavity with myometrial invasion and subserosal nodule.

hyperchromatic nuclei. The tumour cells exhibits moderate degree 
of pleomorphism and bizarre nuclei with occasional multinucleate 
tumour giant cells, there were large areas with epithelioid 
differentiation and predominance of hemangiopericytoma like areas 
in the tumour. Areas of abnormal and normal mitosis varying from 
8-10/HPF were noted with large areas of necrosis. 

The combined histopathological features led to a differential diag-
nosis of endometrial stromal sarcoma and leiomyosarcoma, hence 
forth a panel of immunohistochemical markers which included 
CD-10, Desmin and Myogenin were done which confirmed the 
positivity of Desmin and Myogenin where as CD-10 was negative. A 
diagnosis of Leiomyosarcoma with combined hemangiopericytoma 
like areas and epithelioid differentiation was made.

dISSCuSSIon
Uterine sarcomas are rare and constitute about 2% to 5% of all 
uterine malignancies [6]. The incidence of sarcoma is 1% to 2% 
in post-menopausal women. These patients usually present with 
abnormal uterine bleeding [7]. Our patient did not have any history 
of uterine bleeding. The diagnosis of uterine sarcomas is made 
from histologic examination of the entire uterus however a one 
step furture with IHC which is required in cases with combined 
histopathological features. Our case had histopathological 
features of interlacing bundles of spindle cells and areas of 

[Table/Fig-2]: H&E (40X) showing interlacing bundles of spindle cells 
with few mitotic figures

[Table/Fig-3]: H&E (40X) showing epithelioid cell differentiation.

[Table/Fig-4]: H&E (10X) showing Hemangiopericytoma like areas in-
terpersed with epithelioid cell differentiation

epithelioid differentiation classic of Leiomyosarcoma and also 
Hemangiopericytoma like areas which were characreristic of ESS. 

The diagnosis of soft tissue tumours are traditionally based on 
histologic patterns. However, it is well established that histo gen-
etically different neoplasms might manifest similar if not identical 
histologic patterns, and neoplasms of common histogenesis often 
exhibit a spectrum of various histologic features. This is particularly 
valid for spindle cell variants, especially smooth muscle (SM) 
neoplasms [8]. Hence we suggest that tumours with combined 
HPE feature always histopathological examination must be 
complemented with Immunohistochemistry for confirmation which 
is mandatory in subclassification of the tumours and hence decide 
on the appropriate therapy.

Tumour diameter, stage and cellular atypia were important prog-
nostic parameters in uterine leiomyosarcomas. surgical staging 
was the best predictor of survival in uterine leiomyosarcomas. 
Tumour diameter was also a strong prognostic indicator. Of the 
cellular parameters the cellular atypia had the strongest prognostic 
influence. Radica l primary surgery, leaving no residual tumor,seems 
of utmost importance in uterine leiomyosarcomas [9]. 

Our case is unique because till date in the published literature there 
were only 2 cases of leiomyosarcoma with HPC like areas, one in 
tongue and other intramuscular [8],however ours was the first case 
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of leiomyosarcoma in uterus with HPC like areas combined with 
epithelioid differentiation.

ConCluSIon
Our report highlights how a good index of suspicion, detailed 
histopathological diagnosis complemented with immunohisto-
chemical work up could prevent the pitfalls of misdiagnosis and 
mismanagement of uterine sarcomas since they are characterized 
by pathological diversity. This report also explores the varied 
current dilemmas in uterine leiomyosarcomas, including clinical 
presentation, histopathological diagnosis which has to be 
complemented with immunohistochemical studies to facilitates the 
diagnosis, in treatment options and in exploration of novel therapies 
that might play a role in improving survival in the future [9]. 
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