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Abstract

can go unnoticed until advanced stages.

stages.

Background: Endometrioid Stromal Sarcomas are an infrequent group of mesenchymal tumors that we must take
into account in the differential diagnosis despite representing only 0.2% of tumors of the female genital tract, as they

Case presentation: Fifty-fourth year-old woman referred from the Urology department due to incidental finding of
adnexal mass in MRI during examination after renoureteral colic, in the case of a 50 mm solid cystic mass in LE. MT
were within the normal range, and the CT scan observed this mass in contact with the left ureter. The surgery was
completed with hysterectomy and contralateral adnexectomy without incident and chemotherapy treatment was
not added. The pathological result was ovarian tissue with low-grade endometrial sarcoma. Currently, after two years
of follow-up, the patient remains stable without any recurrence of disease.

Conclusions: Endometrioid stromal sarcomas are rare tumors that originate in the endometrial stroma, the ovarian
location being rare. Management lies in surgical treatment, and adjuvant therapy is sometimes necessary in advanced
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Background

Endometrioid Stromal Sarcomas (ESS) are rare mesen-
chymal tumours that can occur in women across a wide
range of age, from puberty to menopause, taking place
around a median age of 50 years, and that represents only
0.2% of all female genital tract tumors and 15-26% of pri-
mary uterine sarcomas [1-8].

An extrauterine location is extremely rare with ova-
ries being the most common location, although another
type of locations has been reported involving the intes-
tinal wall, peritoneum, pelvis and vagina [2, 5-7]. The
clinical presentation is sometimes non-specific and
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heterogeneous, with patients having symptoms related
to the location and size of the tumor or being asymp-
tomatic, which results in a late diagnosis in advanced
stages.

The main treatment for this type of tumour is surgery,
although adjuvant treatment, chemotherapy and radio-
therapy, may be of benefit in advanced stages [2, 4]. There
is also a role for hormonal therapy in tumours expressing
high levels of progesterone receptors [3, 7].

Case presentation

A 54-year-old woman with a personal medical his-
tory of hypertension only who is receiving hydrochlo-
rothiazide therapy. No other pathologies, no drug
allergies and no previous surgeries. Regarding her
obstetric and gynaecological history, she has had two
deliveries and one spontaneous miscarriage, as well
as established menopause one year and half ago. The

©The Author(s) 2022. Open Access This article is licensed under a Creative Commons Attribution 4.0 International License, which
permits use, sharing, adaptation, distribution and reproduction in any medium or format, as long as you give appropriate credit to the
original author(s) and the source, provide a link to the Creative Commons licence, and indicate if changes were made. The images or

other third party material in this article are included in the article’s Creative Commons licence, unless indicated otherwise in a credit line
to the material. If material is not included in the article’s Creative Commons licence and your intended use is not permitted by statutory
regulation or exceeds the permitted use, you will need to obtain permission directly from the copyright holder. To view a copy of this
licence, visit http://creativecommons.org/licenses/by/4.0/. The Creative Commons Public Domain Dedication waiver (http://creativeco
mmons.org/publicdomain/zero/1.0/) applies to the data made available in this article, unless otherwise stated in a credit line to the data.


http://orcid.org/0000-0003-3537-6852
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/publicdomain/zero/1.0/
http://creativecommons.org/publicdomain/zero/1.0/
http://crossmark.crossref.org/dialog/?doi=10.1186/s12905-022-02046-9&domain=pdf

Moral et al. BMC Women’s Health (2022) 22:491

last gynaecological examination with transvaginal
ultrasound was performed 3 months earlier and was
reported to be normal.

The patient was referred to the gynecological outpa-
tients department from the urology unit due to an inci-
dental finding of adnexal mass on MRI during a medical
examination performed after a renal-ureteral colic.

The MRI report included the following: solid-cystic
mass in the left ovary with a 50 mm size, anterior
cystic component and a heterogeneous solid pole on
the posterior wall visualised on the contrast-enhanced
ultrasound, having irregular contours and diffusion
restriction (Fig. 1).

The abdomen was soft, depressible and painless to
palpation with no palpable masses present. The vagina
and external genitalia were normal in appearance,
and the cervix was macroscopically normal. Bimanual
examination revealed a mobile cyst formation involving
the left adnexa, but it was hard and tender palpation,
and with regular contours.

An ultrasound scan showed an anteverted uterus
measuring 59 x 33 mm with a 5-mm-thickened endo-
metrium at the expense of a formation with hyper
reflectivity compatible with an endometrial polyp. The
right adnex was normal in appearance. In the left ovary,
it was observed a multiloculated (5 loculi) solid-cystic
mass measuring 50 x 46 mm, with anechoic contents
and regular contours, thin septa, no papillae, with cres-
cent sign and a vascular score of 1 compatible with a
borderline lesion (Fig. 2). No free fluid in the pouch of
Douglas.

After diagnosis, tumor markers and an abdomin-
opelvic CT scan were requested. Tumor markers (TM)
were in the normal range (CA 125 10, CA 19.9 6, CEA
2, HE4 45 and ROMA index 8) and the CT scan was
reported as showing a heterogeneous solid-cystic image

Fig. 1 MRIT2-weighted image of solid-cystic lesion
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Fig. 2 Ultrasound image of solid-cystic lesion

measuring 55 x 59x64 mm located in the left parauter-
ine region of potential left adnexal origin that seems to
be in contact with the left ureter (Fig. 3).

The case was discussed in a committee comprising
specialists in gynecology and gynecology oncology, and
it was decided along with the patient to perform an
exploratory laparotomy.

A midline infra-umbilical laparotomy was performed.
During surgery it was observed the above-mentioned
solid-cystic mass measuring 60 mm in the left ovary,
with smooth surface, firmly attached to the peritoneum
of the ovarian fossa and loosely to the colon. No infil-
tration or compromise of the ureter or vascular struc-
tures was observed. The rest of the examination of the
abdominopelvic cavity was normal. An intraopera-
tive biopsy was performed and no malignant features
were found, so the surgery was completed with total

Fig. 3 Abdominopelvic CT scan showing the above-described
solid-cystic formation measuring 50-60 mm
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hysterectomy and contralateral adnexectomy with no
incidents.

The postoperative course was favourable and
the patient was discharged after four days without
complications.

Peritoneal lavage cytology was examined in the path-
ological report and results were negative. There was
present a moderate chronic cervicitis, an inactive endo-
metrium and an endometrial polyp inside the uterus.
The right adnex was normal and there was a fragment of
ovarian tissue with low-grade endometrial sarcoma in the
left ovary.

The pathological report revealed nests of cells with uni-
form oval and round shape in fragments of the left ovary,
with very scant cytoplasm, no cytologic atypia and a low
mitotic index accompanied by abundant small vessels
(Fig. 4a).

At immunohistochemistry, tumor cells were positive
for CD 10, desmin and for estrogen and progesterone
receptors (ER, PR). They were negative for smooth mus-
cle actin (SMA) and alfa-inhibin. Proliferative index <5%
(Fig. 4b).

The case was presented to the tumor committee of our
hospital ( composed by pathologists, medical and radia-
tion oncologists, radiologists and gynecologists) and
it was agreed to follow up by gynaecology without the
need for adjuvant treatments. After two years of follow-
up care in the oncology outpatients department, the
patient is asymptomatic and is having routine checkups
with normal TM and six-monthly CT scans that show no
findings.

Discussion and conclusion

Endometrioid stromal sarcomas are an infrequent group
of tumors that arise in the endometrial stroma and pri-
marily affect the uterus. These show differentiation in
the proliferative stage, which is similar to that of the
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endometrial stroma but without evidence of a uterine
origin, being the ovary the most frequent location [2]. In
our case, the patient was 54 years old and had no gyneco-
logic history of interest.

The latest WHO classification from 2014 divided ESS
into 4 subgroups based on clinical and pathological char-
acteristics: endometrial stromal nodule (ESN), low-grade
endometrial stromal sarcoma (LG-ESS), high-grade
endometrial stromal sarcoma (HG-ESS) and undifferen-
tiated uterine sarcoma. The most frequent group is the
low-grade ESS with a 5-year survival rate of 90% in the
early stages, although it presents a high recurrence rate
[2]. The other groups have lower survival rates being
around 30% for high-grade endometrial stromal sarcoma
and undifferentiated uterine sarcoma [9].

Therefore, its diagnosis includes different techniques
such as the use of imaging tests (contrast-enhanced
T2-weighted MRI) or the positive expression of tumor
markers, such as CD-10, vimentin or estrogen/proges-
terone receptors by immunohistochemistry [2, 5, 7].
However, the lack of specificity of these tests as well as
the potential fluctuation of CA-125 levels within normal
range suggests the surgical approach to posterior histo-
logical analysis to be the best diagnostic and treatment
option. In this case, hysterectomy and bilateral salpingo-
oophorectomy procedures are the standard of care [4].

The basic treatment for the initial disease includes hysterec-
tomy and bilateral salpingo-oophorectomy [2, 4, 7]. Regarding
the adjuvant therapy (hormonal therapy, chemotherapy and
radiotherapy), despite the fact that there are no standardized
protocols and no clinical trials that have been able to confirm
if there are any survival benefits due to the tumor rarity and
the disease heterogeneity, it should be considered for patients
with advanced-stage cancer (chemotherapy and radiother-
apy combination) and expressing high levels of progesterone
receptors (hormonal therapy) [2—4, 7]. The use of additional
therapies depends on whether the excised tumour is low or

Fig. 4 Histologic aspects of the ovarian tumor. Hematoxylin and eosin stain x 20 (A) and inmmunohistochemical features of the tumor with tumor
cells positive for CD 10 (B)
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high grade and whether sarcoma components may remind of
a fibrosarcoma or a endometrioid stromal sarcoma. The latter
could be potentially treated with progesterone, radiotherapy
or both, while chemotherapy may be indicated for high-grade
fibrosarcomas.

This tumor can lead to local recurrence or even dis-
tant metastasis a few years later after the initial diagno-
sis. It has been estimated that they usually recur in about
50% of cases [2, 10]. The extra-ovarian dissemination
and a high tumor grade are associated to a high recur-
rence rate, even at stage I. It suggests that an age below
53 years, a tumor rupture and a high tumour grade are
key predictors of disease recurrence, particularly at stage
L. It seems that the premenopausal status of the patient,
and therefore the hormonal status, might play a role in
these tumors progression [10].

After reviewing the literature, we have found a total
of 91 cases, of which 41 have been treated with surgery
only and 41 with a treatment-associated surgery (chemo-
therapy or hormonal therapy), whereas only 9 cases were
treated with radiotherapy.

Ovarian adenosarcomas have a similar prognosis to the
homonymous uterine sarcoma and have a tumour recur-
rence in 50% of patients, which occurs almost always
within the first 5 years after surgery [1, 2, 10]. The 5-year
overall survival rates of patients with FIGO stage I have
been higher than 90% and 30% in patients with FIGO
stage II, whereas patients with FIGO stage III and stage
IV have worse survival rates, that is, 50% [4, 11].

The appearance of this type of ovarian tumor may
be related to the previous presence of endometriosis.
Although the pathogenesis is not clear, there seems to be
a risk of malignization of these endometriotic foci. Nev-
ertheless, the presence of endometriosis is considered a
favorable factor since these patients have a higher DFS
than patients without endometriosis.

In cases of extrauterine tumor without endometriosis
(as in the case of our patient) the origin may arise from
pluripotent mesothelial and mesenchymal mesenchymal
cells of the pelvic cavity.

Most patients at stage I have at least one relapse. High
recurrence rates are associated with patients aged under
53 years with stage I disease, a high-grade tumour rup-
ture and sarcomatous overgrowth. The time from diag-
nosis to the first recurrence has been estimated to be 0.4
to 6.6 years (mean: 2.6 years; median: 2.2 years). Distant
metastatic lesions, if any, are usually preceded by intra-
abdominal recurrences. A recurrence can occur as a low-
grade or high-grade adenosarcoma or as a sarcoma of
variable grade [12, 13].
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In our case, the patient was presented to an Oncology
Committee and, given that it was a low-grade tumor con-
fined to the ovary, it was decided not to prescribe adjuvant
therapy but to follow her closely. Currently, after two years
of follow-up, the patient remains asymptomatic and stable
with no evidence of recurrence.

As shown above, there are several strategies used in the
management of this disease entity, partly justified by its
rarity and the absence of specific protocols laying down
solid standards for the disease management. Although no
significant differences were found in terms of results, this
challenge is one of the main objectives of future research
at ESS.
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