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Abstract

Objective: Endometrial stromal sarcoma (ESS) is a rare mesenchymal tumor of the uterus.Literature has limited data
about the ESS. The aim of the present study was to contribute to literature by reporting the histo-pathological findings,
clinical characteristics of ESS patients and the data about the accuracy of preoperative diagnosis and prognosis.

Material and Methods: A total of 33 patients who were diagnosed and followed up with ESS at Department of
Gynecology and Obstetrics of Bursa Uludag University between 2007 and 2017 were retrospectively analyzed with
regard to clinical and pathologic characteristics, surgical procedures they underwent and survival.

Results: Mean age of the patients was 49.5 years and 60.2 years for low grade ESS (LG-ESS) and high grade ESS (HG-
ESS) (p=0,01). Post-menopausal hemorrhage was the most common complaint on admission. Correct histological
diagnosis was made in only 72.7% of the patients from whom pre-operative endometrial biopsy was obtained. Twelve
out of 16 cases (75%) were in Stage 1. While all patients underwent total abdominal hysterectomy and bilateral
salpingo-oophorectomy (TAH+BSO), 14 underwent pelvic and para-aortic lymphadenectomy for surgical staging.
Lymph node involvement was detected in no patients who underwent lymphadenectomy. The patients with LG-ESS
were found to have a good prognosis however the ones with HG-ESS had a high mortality rate even in the early stages
(mean survival of 10 months).

Conclusion: High grade ESS cases show different clinical characteristics and prognosis than LG-HSS. Diagnostic
accuracy of endometrial sampling is much lower when compared to epithelial uterine malignancies. Metastasis of pelvic-
paraaortic lymph nodes of which removal is reported which not to contribute to survival is rare.
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Introduction

Endometrial stromal sarcomas (ESS) constitute <1% of
uterine malignancies and <10% of uterine sarcomas (1) and
the second most common uterine mesenchymal neoplasia
following leiomyosarcoma (2-4). Endometrial stromal
sarcomas were revised and classified again by World
Health Organization (WHO) in the 2014. While vascular
and myometrial invasion of LG- ESS is typically composed
of uniform stromal cells and shows mild nuclear atypia and
few mitotic features, HG-ESS shows higher nuclear atypia,
pleomorphism, mitosis and widespread invasion (5).

While LG-HSSs usually have a good prognosis, HG-ESSs
have bad progress and shows recurrence and results in
death (1,5,6,7,8,9). Although 80% of ESSs is limited in the
uterus during surgery, Stage 1 HG-ESSs show an
aggressive course. High grade ESSs frequently recur before
completing one year (10).

Adjuvant radiotherapy or chemotherapy was not shown to
have a benefit on survival in HG-ESSs (11).

Although elevated serum lactate dehydrogenase (LDH) and
CA-125 values can be used for pre-operative diagnosis,
their value in preoperative diagnosis is controversial (12).

It is important to perform additional radiologic
examinations for distant metastases and thereby avoiding
from useless aggressive primary surgery for uterine
sarcomas which tend to hematogenous spread besides
making an accurate pre-operative diagnosis, intra-operative
staging and more careful evaluation of extra-uterine tissues.

While ESSs show a heterogenous mass image on ultra-
sonography, low resistance index values on color Doppler
examination, they yield an image with high signal density
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on T1-weighted magnetic resonance images due to intra-
tumoral hemorrhage and coagulation necrosis (13,14).
While pathological examination of endometrial aspiration
or dilation-curettage material has a high accuracy rate in
uterine malignancies, it is not such efficient in sarcomatous
histology (15,16,17).

Limited literature data about endometrial stromal sarcomas
makes developing an optimal treatment method difficult.
Unnecessary or insufficient treatments could be prevented
with accumulating data about these tumors and the most
appropriate approach algorithms could be created. In the
present study, we retrospectively analyzed the cases with
endometrial stromal sarcoma in our hospital and
investigated  clinical-pathological ~ findings, surgical
methods and survival and aimed to contribute to literature.

Method

Clinical-pathological findings, previous surgical procedures
and survival of the patients who were diagnosed with ESS
according to pathological examination at Department of
Gynecology and Obstetrics between 2007 and 2017 were
retrospectively analyzed. Data of 22 patients with LG-ESS
and 11 patients with HG-ESS who underwent operation in
our hospital could be reached.

Surgical staging was done based on FIGO/TNM 2017
guideline. All patients had undergone TAH+BSO. The
addition of the procedures like intra-abdominal wash, infra-
colic ~ omentectomy, pelvic and para-aortic
lymphadenectomy was defined as surgical staging.

Statistical Analysis

Data distribution was evaluated with Kolmogorov-Smirnov
test. Inter-group comparisons were done by using Mann-
Whitney U test and independent samples t test. Analyses
were done with SPSS 22.0 program and a p level of <0.05
was accepted as statistically significant.

Results

Age range of the patients was 33 and 85 years. While mean
age of the patients with LG-ESS was 49.5 years, it was 60.2
for HG-ESS (p=0.01). Post-menopausal hemorrhage was
the most common complaint (36.8%) followed by the
presence of an incidental mass lesion detected with
radiologic or pelvic examination (26.3%) and pelvic pain
(21%). Pathological examination was reported as benign
endometrial pathology in 4 out of 22 patients who
underwent pre-operative endometrial sampling, high grade
malignant tumor in 2 however the main histological type
was not reported. Ratio of pre-operative diagnostic
accuracy was found to be 72.7% in our study.

Serum LDH values were known pre-operatively in 12
patients and mean values were 175.4 U/L and 200.3 U/L
for LG-ESS and HG-ESS, respectively (p=0.078). CA-125
values were found to be elevated in only 2 out of 15
patients whose values could be reached. While estrogen
receptor (ER) was found to be positive in 11 and
progesterone receptor (PR) was found to be positive in 9
out of 12 LG-ESS cases whose ER, PR status could be
known, estrogen and progesterone receptors were positive
in only 2 patients out of 5 with HG-ESS whose receptor
status was known. While only TAH+BSO was applied in
only 17 out of 33 cases, complete surgical staging was done
in 16 (48.4%). Of them, 14 had undergone
lymphadenectomy and pelvic or para-aortic lymph node
involvement was detected in none of them. Omental
involvement was detected in 3 patients who were accepted
to be in Stage 3 (Table 1). Post-operative follow-up records
could be reached in 11 patients (4 with HG-ESS and 7 with
LG-ESS). Three out of 4 patients with HG-ESS had died
and mean survival was 10 months. Omental involvement
(Stage 3A) was present in 1 of 7 LG-ESS cases and this
patient was lost due to bone marrow metastasis at 30th
month of follow up. Remaining patients were surviving
healthily (36-140 months) (Table 2).

Table 1. Distribution of endometrial sarcomas according to the stages

Stage 1 Stage 2
L-ESS 6 =
H-ESS 6 1

Stage 3* Stage 4
2 -
1 -

*:0mental involvement. L-ESS: Low grade endometrial stromal sarcoma, H-ESS: High grade endometrial stromal sarcoma.

Table 2. Clinical data and survival data of the patients whose records could be reached

Surgical Recurrence Location of Survival

staging recurrence
1 80 H-ess i 1b - - 44 months healthy
2 62 H-ess  + 1b +(3. month) Pelvis Ex(4.month)
3 66 H-ess - - +(2. month) Abdomen Ex(5. Month)
4 61 H-ess  + 1b +(9. month) Liver Ex(22. Month)
5 51 L-ess - - - - 36. Month healthy
6 56 L-ess - - - - 40. Month healthy
7 70 L-ess - - - - 76. Month healthy
8 48 L-ess - - - - 127. Month healthy
9 45 L-ess - - - - 123. Month healthy
10 33 L-ess + 3a +(28. month) Bone Marrow Ex(30. Month)
11 45 L-ess - - - - 140. Month surviving

L-ESS: Low grade endometrial stromal sarcoma, H-ESS: High grade endometrial stromal sarcoma
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Discussion

Endometrial stromal sarcomas are rare uterine malignancies
and therefore sufficient literature data and a universal
treatment plan are not available.

While Abeler and Nagai reported that the mean age for
ESSs was 50.7 and 60.3 years, respectively, it was found to
be 53.1 years in our study (3,18). Mean age of LG-ESSs
and HG-ESSs was found to be statistically significant, as in
our study.

Endometrial stromal sarcomas may be misdiagnosed as
leiomyoma or benign uterine pathology pre-operatively
(19). Atypical vaginal hemorrhage, metrorrhagia, palpable
masses or uterine enlargement are the most common
complaints.  Guintoli  reported abnormal  vaginal
hemorrhage as the most common complaint on admission
(56%) (20). Post-menopausal hemorrhage was the most
common (36.8%) complaint also in our study. However
these symptoms are non-specific and not lead to differential
diagnosis.

Serum CA-125 and LDH values were reported to be the
markers which could be used for pre-operative diagnosis of
sarcomas (12, 21). While Ning Li detected elevated CA-
125 values in 53.8% of the patients (22), CA-125 elevation
(>35 U/L) was detected in only 2 patients (13.3%) in our
study. Not serum CA-125 values but LDH values were
reported to be able to be used for discriminating sarcoma
and benign lesions (18).

Lymph node positivity was reported as 10.3% and 18% in
LG-ESS and HG-ESS, respectively (1, 8). However Seagle
reported that survival was similar between the patients who
did not undergo lymphadenectomy and the ones who were
detected to have lymph node positivity (23). Today,
Gynecologic Cancer Inter-Group does not recommend
lymphadenectomy for ESS (10, 23). Lymph node
involvement was detected in no patients who underwent
lymphadenectomy in our study, supporting the literature.

While ratio of accurate histological diagnosis was reported
as 64% for pre-operative endometrial sampling by Bansal,
this ratio was 72.7% in our study (17).

Gynecologic Cancer Group trial showed that adjuvant
radiotherapy does not prolong overall survival and disease-
free survival in Stage 1-2 HG-ESS (24, 25). However
hormone receptor positive patients with HG-ESS could be
suggested to benefit from hormone therapy (26).

Conclusion

High grade ESSs show different clinical features and
prognosis from LG-HSS. Our study showed that HG-ESSs
are seen in older ages, progress more aggressively and lead
to a poorer survival. Detecting involvement in none of the
patients who were performed lymph node dissection leads
to suspicion about performing lymphadenectomy in these
cases. Serum markers like LDH and CA-125 were seen not
to be helpful for discriminating LG-ESS and HG-ESS.
Although the rate of an accurate pre-operative
histopathological diagnosis is low when compared to
epithelial endometrial carcinomas, the accuracy rate of

Medical Science and Discovery, 2020; 7(1):360-3

72.2% found in our study indicates that pre-operative
endometrial biopsy has an important place also in
endometrial sarcomas. The most appropriate treatment
methods could be developed through a more
comprehensive perspective together with the accumulating
data regarding endometrial sarcomas and thereby
unnecessary or insufficient treatments could be avoided and
maximum comfort could be provided.
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