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Abstract Endometrial stromal sarcomas are rare uterine
malignant tumours of mesodermal origin. The diagnosis is
usually made post-operatively. The usual presentation is
abnormal vaginal bleeding, abdominal lump and mild lower
abdominal pain. In this case report, we present a case of low-
grade endometrial stromal sarcoma where patient was ini-
tially thought to have fibroid uterus with cystic degenerative
changes and underwent vaginal myomectomy on two
occasions within a span of 4 months. Histopathology on the
second occasion showed low-grade endometrial stromal cell
sarcoma. Hence she underwent extrafascial total abdominal
hysterectomy and bilateral salpingo-oophorectomy followed
by continuous high-dose progestogen treatment.
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Introduction
Sarcomas of the uterus are uncommon, and may arise from

connective tissue, smooth muscle or the endometrial
stroma. Uterine sarcoma is a rare form of malignancy,
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occurring in 2-5 % of all patients with uterine malignancy,
with an incidence of approximately 1-2 cases per 100,000
women in the general population. Endometrial stromal
sarcomas are very rare malignant tumours that make up
approximately 10 % of all uterine sarcomas but only
around 0.2 % of all uterine malignancies [1]. Pre-operative
diagnosis of endometrial stromal sarcoma is usually fibroid
uterus. The diagnosis is usually made post-operatively. The
usual presentation is abnormal vaginal bleeding, abdominal
lump and lower abdominal pain. Endometrial stromal sar-
coma is characterised by proliferations composed of cells
with endometrial stromal cell differentiation. Low-grade
endometrial stromal sarcoma has an infiltrating margin and
typically show extensive worm-like vessel invasion.

Case Report

A 36-year-old para 2 was admitted at a local private hospital
with history of menorrhagia and dysmenorrhoea for the last
6 months. Her menstrual cycles were at intervals of
25-26 days, and bleeding lasted for 10 to 12 days. An
ultrasound scan showed an enlarged uterus of size
10 x 6 x 6 cm, endometrial thickness of 9 mm and
well defined cystic lesion in posterior myometrium of
4.6 x 3.8 cm, showing echogenic solid component,
indenting the endometrium suggestive of fibroid polyp. As
no hysteroscopic surgery facility was available at this hos-
pital, patient underwent vaginal myomectomy. The
histopathology report was of necrosed tissue material with
no definite pattern. However, she continued to have on and
off bleeding episodes over the next 2 months and was started
on progesterone therapy with norethisterone 5 mg thrice a
day to which she was unresponsive. An ultrasound scan
showed an enlarged uterus of size 9.6 x 4.6 x 6.1 cm with
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echogenic lesion of 4.6 x 4.5 cm with its stalk in endo-
metrium suggestive of fibroid polyp. Hence she changed to
another private practitioner, and again underwent vaginal
myomectomy, again no hysteroscopy facility was available
to her. The histopathology showed ulcerated and inflamed
round cell tumour infiltrating the myometrium. The tumour
was composed of round cells with scanty cytoplasm with
fine chromatin. Tumour cells showed 1-2 mitoses per high
power field, suggestive of low-grade endometrial stromal
sarcoma. She was referred to our tertiary care institute for
further management. Her general and systemic examina-
tions were normal. Liver and lungs were normal. Abdominal
and pelvic examinations revealed a uniformly enlarged
uterus of 10 weeks size, soft in consistency. Ultrasound scan
and thorax as well as abdominal and pelvic CT scans were
unremarkable except for uniformly enlarged uterus. She
underwent extrafascial total abdominal hysterectomy and
bilateral salpingo-oophorectomy. The operative findings
were uniformly enlarged uterus with normal-looking tubes
and ovaries. There were no metastatic deposits elsewhere.
The lymph nodes were not enlarged. Cut section of uterus
showed thickened walls and no gross pathology was noted
on cervix, fallopian tubes and ovaries. Microscopically, no
malignant cells could be demonstrated in the peritoneal
washings. Examination of uterus revealed low-grade
endometrial stromal sarcoma, infiltrating the entire thick-
ness of myometrium. The cervix and ovaries were normal.
Post-operative period was uneventful. Immunohistochem-
istry was not possible as our hospital does not have facilities
for the same, and the patient could not afford to have it done
in an advanced laboratory. At follow-up, patient was started
on high-dose progesterone therapy, medroxyprogesterone
acetate 100 mg per day. Patient came for regular follow-up,
and is presently fine with no recurrences.

Discussion

Endometrial stromal sarcomas are very rare malignant
tumours, constituting around 0.2 % of all uterine malig-
nancies [1]. Women with low-grade Endometrial Stromal
Sarcoma (ESS) are younger than women with other uterine
sarcomas, with a median age between 45 and 57 years and,
generally do not have the usual risk factors for endometrial
cancer [2]. Symptoms at presentation include abnormal
vaginal bleeding, progressive menorrhagia and abdominal
pain. While often indolent in behaviour, Endometrial
Stromal Sarcomas are malignant, and up to 30 % of women
with low-grade ESS have extra uterine disease at
presentation.

Endometrial stromal sarcoma is characterised by pro-
liferations composed of cells with endometrial stromal cell
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differentiation. Low-grade endometrial stromal sarcoma
has an infiltrating margin and typically show extensive
worm-like vessel invasion.

They are of three types depending upon mitotic activity,
vascular invasion and observed differences in prognosis
into:

1. Endometrial stromal nodule
Low-grade endometrial sarcoma and

3. High-grade or undifferentiated endometrial stromal

sarcoma [3]

Patients most commonly undergo surgery with pre-
sumptive diagnosis of uterine fibroid or pelvic mass. High
index of suspicion is required to make pre-operative
diagnosis of endometrial stromal sarcoma particularly in
fibroids with any abnormal presentation such as rapid
enlargement or abnormal ultrasound findings of heteroge-
neous mass or fibroid with degenerative changes. Also, the
physician should have suspicion when the histopathologi-
cal diagnosis of endometrial sampling yields hyperplastic
stroma with few glands [4].

Due to the high recurrence risk even with localised
tumours, many clinicians advocate use of adjuvant
chemotherapy, radiation therapy, and/or hormone therapy
with  medroxyprogesterone, tamoxifen, gonadotropin
releasing hormone (GnRH) analogues and aromatase
inhibitors [5-7]. Our patient received post-operative con-
tinuous hormonal therapy with high-dose medroxyproges-
terone acetate.

The surgical stage is most significant prognostic
regarding recurrence and survival in low-grade endometrial
stromal sarcoma. They tend to grow slowly and commonly
recur many years after initial diagnosis [8].

Post-operative pelvic radiotherapy reduces local recur-
rence but has not been consistently shown to prolong the
survival.

These tumours typically have an indolent growth with a
tendency for late recurrence [9]. Pelvic or abdominal
recurrences in stage I disease develop in one-third to one-
half of patients [10].

Conclusion

Endometrial stromal sarcomas are very rare tumours of
mesodermal origin presenting with abnormal uterine
bleeding, mostly in perimenopausal women. The usual pre-
operative diagnosis is fibroid and the diagnosis is made
after histopathological examination. High index of suspi-
cion of sarcoma in uterine tumours with the features not
typical of fibroid can make the pre-operative diagnosis of
uterine sarcomas.
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