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Abstract

We report a case of undifferentiated uterine sarcoma occurring in a 20-year-old
woman presenting as a pelvic pain with a mass discovered at the physical ex-
amination. The tumor ruptured into the abdominal cavity. A total hysterecto-
my was performed. On the pathological examination, the uterine corpus presents
a proliferation of markedly atypical spindle cells admixed with round cells and
pleomorphic cells. The tumor deeply infiltrated the myometrium. The tumor
was very necrotizing. There were more than 50 mitoses per 10 fields at high
magnification. The isthmus was invaded by the tumor. The diagnosis of undif-
ferentiated uterine sarcoma was confirmed by immunohistochemistry. The
tumor shows negativity for the following markers: CKAE1/AE3, h-caldesmon,
a-SMA, progesterone receptors, desmin, CD 10, alpha foeto-protein, CD 3 and
CD 20.
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1. Introduction

Endometrial stromal tumors in their well-differentiated form are tumors made
of cells that resemble proliferative phase endometrial stromal cells. These tumors
present numerous spiral arteries with concentric disposition of the cells around

these vascular structures of regular size and regularly dispersed [1].

Endometrial stromal tumors are rare uterine tumors. They constitute about

0.2% of all uterus malignancies. They are more common among black women

[1].

During a period of ten years from 2007 to 2016, we diagnosed 12 cases of en-
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dometrial stromal tumors including eight low-grade endometrial stromal tu-
mors, two high-grade endometrial stromal tumors, and two undifferentiated ute-
rine sarcomas. Undifferentiated uterine sarcoma rarely occurs in young women.

This pathology mostly affects menopausal women.

2. Clinical Case

The confidentiality of the patient was strictly respected for this study. A 20-year-old
woman with no particularity in her medical history presented with a pelvic pain.
She was nulliparous. The physical examination showed a large pelvic median
rounded mass, about 15 cm in diameter, sensitive and mobile. At vaginal touch,
this mass filled the anterior cul de sac, pushing back the cervix which was inac-
cessible to the finger. The pregnancy test was negative. Pelvic and endovaginal
ultrasound showed a heterogeneous uterine mass of 15 x 10 x 10 cm. The tumor
was well vascularized on Doppler ultrasound. The abdominal ultrasound and the
chest X-ray were without abnormality. The tumor increased rapidly in six days
and resulted in peritoneal syndrome. Emergency laparotomy showed a bulky
mass of the uterus ruptured into the abdominal cavity. The uterine mass meas-
ured 15 cm long axis. A total hysterectomy with adnexal preservation and partial
omentectomy were performed. On gross examination, the uterus weighed 1950 g
and measured 21 x 19 x 15 cm. There was a rupture of the anterior wall with
outcome of a cerebral greyish mass, with extensive necrosis. On histological
examination, the uterine corpus presented a proliferation of markedly atypical
spindle cells admixed with round and pleomorphic cells (Figure 1). The tumor
deeply infiltrated the myometrium. The tumor was very necrotizing. The mitotic
count was more than 50 mitoses per 10 fields at high magnification. Focally, we
observed images of lymphatic invasion. The isthmus was invaded by the tumor.
The cervix was free of neoplasm. Histological examination concluded to suspicion
of undifferentiated uterine sarcoma. Immunohistochemical studies showed ne-
gativity of polyvalent cytokeratin (AE 1/AE 3), h-caldesmon, a-SMA (Figure 2),
progesterone receptors (Figure 3), desmin, CD 10, alpha foeto-protein, CD 3
and CD 20. The patient died six months after the diagnostic.

3. Discussion

Undifferentiated uterine sarcoma is a rare tumor. It represents less than 1% of
uterus malignancies and less than 10% of uterine sarcomas [2] [3].

It presents clinically with menometrorrhagia, a pelvic mass and pelvic pain [2].
In our case, the tumor presented as a painful pelvic mass evolving towards a peri-
toneal syndrome.

Endometrial stromal tumors mainly occur in women between 40 and 55 years
[2], but rare cases have been reported in young women [4] [5] [6]. Our patient is
very young at the time of diagnosis. The prognosis in this age group is usually
poor because most of the time, the disease is already in an advanced stage [4]

[5].
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Figure 1. Total hysterectomy specimen. Undifferentiated uterine sarcoma. Proliferation
of spindle cells admixed with round and pleomorphic cells. Hematoxylin Eosin x 400.
Pathological Anatomy Unit of Joseph Ravoahangy Andrianavalona University Hospital.
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Figure 2. Total hysterectomy specimen. Undifferentiated uterine sarcoma. Undifferrenciated
uterine sarcoma. a-Smooth Muscle Actin negative immunolabeling with positive internal
vessel control. Immunohistochemistry x 400. Pathological Anatomy Unit, Haut Levéque
Bordeaux University Hospital.

P

Figure 3. Total hysterectomy specimen. Undifferentiated uterine sarcoma. Negativity of
progesteron receptors and presence of numerous mitosis. Immunohistochemistry x 400.
Pathological Anatomy Unit, Haut Levéque Bordeaux University Hospital.
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Morphologically, the WHO histopathological classification of uterine sarco-
mas was revised in 2003, 2009 and 2014. In the last classification, endometrial
stromal tumors are divided into four main histological types: endometrial stromal
nodule, low grade endometrial stromal sarcoma, high grade endometrial stromal
sarcoma and undifferentiated uterine sarcoma [3]. In high-grade endometrial
stromal sarcoma, there is a proliferation of atypical cells which morphology is not
very similar to that of the endometrial stromal cells. The cells show marked cy-
to-nuclear atypias. Mitotic activity is high (more than 10 per 10 High Power Field).
There are often abnormal mitosis [2] [3]. In our case, there were 50 mitoses in
10 consecutive fields at high magnification.

Endometrial stromal tumors should be distinguished from smooth muscle tu-
mors, mesenchymal mixed malignant tumors and uterine metastasis of a ga-
stro-intestinal stromal tumor (GIST). The immunohistochemical study is then of
great utility for the diagnosis. CD 10 is the most sensitive marker of endometrial
stromal tumors. However, its use in combination with other antibodies elimi-
nates differential diagnoses [7] [8].

The desmin, h-caldesmon, CD10 and estrogen receptor panel is used to make
the differential diagnosis with leiomyosarcoma. Carcinosarcoma and adenosar-
coma are also differential diagnoses that must be eliminated prior to the diagno-
sis of endometrial stromal tumor. In our case, CD 10 was negative. The negativ-
ity of polyvalent cytokeratin (AE 1/AE 3 and CKL 1) is not in favour of the di-
agnosis of undifferentiated carcinoma. The negativity of caldesmone, a-SMA and
desmin is not in favour of the diagnosis of leilomyosarcoma. Lymphoid markers
such as anti-CD3, anti-L26 and anti-CD20 antibodies were performed systemati-
cally and were also negative.

At the end of this immunohistochemical analysis, the diagnosis of undifferen-
tiated uterine sarcoma was retained, since the tumor showed no differentiation.

Recently cotzia P et al reported described new molecular alterations, such as
YWHAE-NUTM?2 fusions and BCOR genetic abnormalities in undifferentiated
uterine sarcoma. Molecular studies were not performed for our case in absence

of technical platform [9].

4. Conclusion

Undifferentiated uterine sarcoma is a tumor that affects pre-menopausal women
and exceptionally young women. For our patient, the tumor was revealed by a
painful pelvic mass evolving towards a peritoneal syndrome. Our case is distin-
guished by the rapid evolution of the disease. The lack of differentiation within
the tumor, the presence of necrosis and the mitotic count are in favour of undif-

ferentiated uterine sarcoma.
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