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Abstract: Endometrial stromal sarcoma (ESS) is a rare malignant neoplasm of the uterus. We report the first case 
of undifferentiated ESS (UES) coexistent with grade 1 endometrioid adenocarcinoma in a 73-year-old female who 
presented with irregular vaginal bleeding for 4 days after menopause 20 years. Imaging examination including 
Magnetic Resonance Imaging (MRI) demonstrated multi-node reflection in uterine cavity without metastatic lesions, 
and the endometrium essentially normal. Grossly, a grey-red breakable polypoid tumor of 4.5 × 3.0 ×2.0 cm was 
recognized in the posterior uterine wall with surrounding slight rough endometrium. Microscopically, the tumor was 
composed of a larger component of undifferentiated stromal sarcoma that was distinct from a smaller endometri-
oid adenocarcinoma. The separate components of the tumor could be supported in immunohistochemical studies. 
There was no sign of recurrence for postoperative 6 months.
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Introduction

Traditionally, ESS were classified into 2 catego-
ries (according to the mitotic index), low-grade 
and high-grade ESS, but in 2003, the World 
Health Organization (WHO) changed the defini-
tion and the diagnostic criteria, only low-grade 
ESS (LGESS) is currently considered as ESS, 
whereas high-grade ESS is known as undiffer-
entiated endometrial sarcoma [1-3]. We report 
a rare case involving a patient with undifferenti-
ated endometrial stromal sarcoma (mitotic 
activity greater than 10 mitotic figures/10 HPF) 
in the International Federation of Gynecology 
and Obstetrics (FIGO) stage IB and concomitant 
grade 1 endometrioid adenocarcinoma in the 
FIGO stage IA. This is extremely rare report to 
our knowledge that describes a synchronous 
endometrial stromal sarcoma and endometri-
oid adenocarcinoma of the uterus.

Due to a significantly improved prognosis of 
these tumors suggest that they should be dis-
tinguished from malignant mullerian mixed 
tumors. The patient underwent a complete hys-
terectomy and bilateral adnexectomy, and 
there is no sign of recurrence after 6 months of 
follow-up.

Case report 

The patient was an old woman of 73 years who 
presented with irregular vaginal bleeding for 4 
days after menopause 20 years. Physical exam-
ination revealed an enlarged size of the uterus 
of pregnant in 3 months with elevated serum 
markers: cancer antigen 125 (CA 125)-155.50 
U/mL (normal value: < 35.00 U/mL) and normal 
ranges serum marks: CA 19.9-26.35 U/mL (nor-
mal value: < 39.00 U/mL), CA 15-3 -8.08 U/mL 
(normal value: < 25.00 U/mL), CA 72-4-4.16 U/
mL IU/mL (normal value: < 8.20 U/mL) and CEA-
2.98 ng/mL (normal value: < 5.00 ng/mL). A 
type-B ultrasonic examination showed a strong 
echo (4.9 × 4.0 cm) closely relative to posterior 
uterine wall and the endometrium had a thick-
ness of 4 millimeter and the bilateral annex 
area were essentially normal. On MRI, the 
lesions displayed multiple node mass forma-
tion (5.2 × 2.3 × 1.4 cm) in uterine cavity with 
hypo-or iso-intensity on T1W images and hyper-
intensity on T2W images, which were slightly 
enhanced after contrast administration. The 
endometrium and the bilateral annex area 
didn’t demonstrate abnormal signal intensity. 
Upon surgical exploration, an enlarged uterus 
(pregnant uterus of 3 months gestation in size) 
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and no celiac effusion was found in the pelvic 
cavity and adhesion between the posterior wall 
of the uterus, omentum majus and intestinal 
canal was observed.

Grossly, a grey-red breakable polypoid tumor of 
4.5 × 3.0 × 2.0 cm was recognized in the pos-
terior uterine wall with surrounding slight rough 
endometrium. The adnexal masses did not be 
discovered (Figure 1). Microscopically, the 
tumor composed of a larger component of high-
grade stromal sarcoma with hemorrhage and 
necrosis that was connected to the endometri-
um and distinct from a smaller grade 1 endo-
metrioid adenocarcinoma. The sarcoma com-
ponent infiltrated adjacent myometrium and 
had uneven distribution of thin-walled vascular 
spaces, pronounced cytologic atypia with undif-
ferentiated bizarre or giant sarcoma cells and 
mitotic activity greater than 10 mitotic fig-
ures/10 HPF; however focal cell may still 
resemble endometrial stromal cells (Figure 
2A-C). The surrounding endometrium present-
ed endometrioid glandular structures restricted 
to home position with slight pleomorphism, 
hyperchromatic nuclei and an increased nucle-
us/cytoplasm ratio which was dignosed as 
grade 1 endometrioid adenocarcinoma (Figure 
3). 

Immunohistochemically, the ESS cells were 
positive for vimentin, CD10 (Figure 4A), 
p16INK4 (Figure 4B) and CD34 (Figure 4C). 
The index of cell proliferation (Ki67) was 70%.
The tumor cells were negative for estrogen 
receptor (ER), progesterone receptor (PR), cyto-
keratin (PAN), inhibin-α, cyclin D1 and actin. 

According to the classification of FIGO, the ESS 
was in FIGO stage IB, endometrioid adenocarci-
noma in stage IA. The patient is treated by PT 
chemotherapy: oxaliplatin (70 mg/m2, 133 mg) 
+ duoxitasai (75 g/m2, 142 mg) after operation. 
Now, the patient terminated therapy when was 
performed in 2 courses chemotherapy over a 
4-week period and there is no evidence of 
recurrence after 6 months of follow-up.

Discussion

Endometrial stromal sarcoma was rare uterine 
mesenchymal neoplasms that had debated 
diagnosis and was difficult for preoperative 
diagnosis. Generally, ESS occurs in postmeno-
pausal women who present with abnormal 
bleeding or pelvic pain [4]. According to the lat-
est WHO Classification, ESS can be classified 
into low-grade ESS and undifferentiated endo-
metrial sarcoma. LGESS are low malignant 
tumors with mitotic rate typical lower than 
10/10 HPF.LGESS and composed of resem-
bling of endometrial stromal cell with numerous 
small plexiform arterioles and limitation of the 
endometrium. In contrast, UES are malignant 
and the mitotic rate is usually greater than 
10/10 HPF. It often exhibits myometrial inva-
sion, uneven distribution of thin-walled vascu-
lar spaces, hemorrhage and necrosis, as well 
as marked nuclear pleomorphism with undiffer-
entiated bizarre or giant sarcoma cells [5].

The case we reported presented UES. Addi- 
tionally, endometrioid glandular was dignosed 
as grade 1 endometrioid adenocarcinoma whi- 
ch showed the structures restricted to home 
position with slight pleomorphism, hyperchro-
matic nuclei and an increased nucleus/cyto-
plasm ratio. For that reason, the case was dig-
nosed as UES and concomitant grade 1 endo-
metrioid adenocarcinoma.

CD10 is a well-known positive diagnostic mark-
er of ESS, but there are exceptional cases that 
lack diffuse CD10 expression, especially in 
high-grade ESS [6-8].

Lately, p16INK4 and cyclin D1 were considered 
to use as extended markers. The case was pos-
itive for vimentin and p16INK4 and focal posi-
tive for CD10. The index of cell proliferation 
(Ki67) was 70%. There were negative for ER, 
PR, Cytokeratin (PAN), Inhibin-α, cyclin D1 and 
Actin. 

Figure 1. Gross findings. A grey-red breakable polyp-
oid tumor of 4.5 × 3.0 × 2.0 cm was recognized in 
the posterior uterine wall.
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Presently, müllerian tumor is mesenchymal epi-
thelial mixed tumors which was regarded as 
malignant transformation of epithelial neo-
plasms [9]. We consider the case we reported 
was mixed tumor of carcinoma and sarcoma 
that is named collision carcinoma. In the case, 
epithelial component separated from mesen-
chymal component and both did not have 
transition.

Surgery has always been described as the most 
effective treatment for uterine sarcomas. Total 
hysterectomy with bilateral salpingo-oophorec-
tomy and complete resection of the macro-
scopic lesion is considered the standard treat-
ment for ESS. Extrauterine invader needed fur-
ther cytoreductive surgery and pelvic/abdomi-
nal aortic lymphadenectomy. The use of adju-
vant treatment, including chemotherapy, radia-
tion therapy and endocrine therapy remains 
controversial [1, 10-12]. 

It is generally acknowledged that the significant 
factors of decisive prognosis involved clinical 
stage, histological grade, cell differential 
degree, tumor size and expression of sexual 
hormone receptors [13-15]. Taking all these 
facts into account, we take a complete hyster-
ectomy and bilateral adnexectomy with PT 
chemotherapy. 

The patient terminated therapy when was per-
formed in 2 courses chemotherapy over a 
4-week period.

Presently there was no evidence of recurrence 
after postoperative follow-up period of 6 
months. All in all high-grade ESS has a relative-

Figure 2. HE histology of endometrial stroma. A. The 
sarcoma component invades into the endometrium. 
Low power view, HE, × 100. B. Higher power view. The 
sarcoma component infiltrates adjacent myometrium. 
HE, × 400. C. The tumor cell show pronounced cytologic 
atypia with undifferentiated bizarre or giant sarcoma 
cells. Higher power view. HE, × 400.

Figure 3. HE histology of grade 1 endometrioid ad-
enocarcinoma. The surrounding endometrium pres-
ent endometrioid glandular structures restricted to 
home position High power view. HE, × 400.
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ly poor prognosis, therefore, follow-up is neces-
sary for the patients in order to make clear 
recurrence at an early stage.
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