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Introduction

Uterine tumors resembling ovarian sex cord tumors (UT-
ROSCTs) are a rare group of stromal neoplasms containing
prominent sex cord-like elements. Since they were first
described in 1945 by Morehead and Bowman [1], no more
than 100 such tumors have been reported [2]. In a report by
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Clement and Scully [3], these neoplasms were divided into
2 groups on the basis of clinical and histologic patterns.
The first group (group I) included endometrial stromal
tumors with less than 50 % sex cord-like elements, and the
second group (group II) included UTROSCTs exhibiting
sex cord-like differentiation of more than 50 %. In the
latest, according to the World Health Organization classi-
fication of uterine neoplasms, UTROSCTs were placed in a
miscellaneous category of tumors of the uterine corpus
because of their different morphology and benign clinical
behaviors [4]. More recently, UTROSCTs have been sug-
gested to be unusual neoplasms of uncertain malignancy
with polyphenotypic immunohistochemical expression,
characterized by positivity for sex cord, epithelial, and
myoid markers [5, 6]. These tumors usually occur in pre-
menopausal or menopausal women. Most patients have
symptoms such as abnormal vaginal bleeding, abdominal
pain, and enlarged uterus or a palpable uterine mass on
physical examination [7]. In most cases, UTROSCT is
diagnosed incidentally after hysterectomy for a clinical
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diagnosis of an endometrial polyp [8, 9] or sometimes
leiomyoma [10].

We report a case of UTROSCT in a postmenopausal
woman with vaginal bleeding who was diagnosed with
uterine sarcoma at a local clinic.

Case Report

A 56-year-old woman, gravida 4, para 2, was admitted to our
institute in August 2012 for management of abnormal vag-
inal bleeding and uterine malignancy tumor. She had reached
menopause 2 years previously and had experienced irregular
vaginal bleeding for 1 year. She visited a local gynecologic
clinic underwent endometrial curettage. Pathology indicated
malignant tumor with rhabdoid features, and the patient was

Fig. 2 Computed tomography (CT) of the abdomen and pelvis.
a Axial view of abdominal and pelvic CT. A small (2 cm) mass which
was mildly enhanced nodular mass with myometrial invasion was
shown (white arrow). The mass was suspected to be a malignant
mixed Miillerian tumor (MMMT) or endometrial cancer. b Coronary
view abdominal and pelvic CT (arrow head). No metastatic lesions
are noted

+Dist, 0.87cm

Fig. 1 Transvaginal ultrasonography. a Irregularly shaped 2 cm mass

with hyperechoic pattern is seen in the uterine fundus (white arrow), Fig. 3 Macroscopic examination. The 2.2-cm uterine mass is located
and b some of the fluid collection is shown in the endometrial cavity in the submucosal portion with good margination and a yellowish
(arrow head) color that is more intense than that for usual leiomyoma
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Fig. 4 a Microscopic view. The mass is located submucosally and is
relatively well delineated. Compactly packed elongated or rounded
tumor cells with scattered larger cell clusters are seen. a Hematoxylin
and eosin staining : low-power view (x 10). b Hematoxylin and eosin
staining : high-power view (x100). b Immunohistochemical analysis.

referred to our clinic. Her body mass index was 20.5 kg/m?,
and her medical history was unremarkable. Transvaginal
ultrasonography examination revealed a lesion in the uterine
fundus, which showed an irregular hyperechoic mass, and
there was not clear margin between the myometrium and the
mass. Fluid collection was noted in the endometrial cavity
(Fig. 1). Computed tomography of the abdomen and pelvis
showed a 2 cm mildly enhanced nodular mass, which was
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The elongated tumor cells are positive for a smooth muscle actin;
negative for b CD10, a marker of endometrial stromal cells; and focal
positive for ¢ o-inhibin and d calretinin, markers of sex cord
differentiation

suspected to be malignant mixed Miillerian tumor or endo-
metrial cancer with myometrial invasion, but no metastasis
was noted (Fig. 2). Abdominal hysterectomy with bilateral
salpingo-oophorectomy was performed, and the removed
organs were submitted for pathologic examination. The
removed uterus measured 7.5 x 5.0 x 3.0 cm and weighed
74.8 g. The cervix, fallopian tubes, and both ovaries were
unremarkable on gross observation. Macroscopic
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examination, showed that the lesion was projecting into the
uterine cavity. On section, the uterine mass was located
submucosally with relatively good margination and yel-
lowish color that was more intense than that for usual leio-
myoma. The uterine mass measured 2.2 cm in diameter
(Fig. 3). Microscopically, the tumor consisted of compactly
packed, elongated, or rounded cells and irregular trabeculae,
cords, or clusters of larger or foamy cells (Fig. 4a). Immu-
nohistochemical stains were positive for smooth muscle
actin and negative for CD10, a marker of endometrial stro-
mal cells, and desmin in the elongated or rounded cells and
positive for o-inhibin and calretinin in the larger cells
(Fig 4b). Histologic and immunohistochemical findings
indicated a mixture of smooth muscle elements and sex cord-
like elements, suggesting a diagnosis of UTROSCT. The
patient was discharged on the 8th postoperative day without
complications. Follow-up based on clinical examination and
imaging studies and laboratory tests was planned.

Discussion

UTROSCTs are considered as neoplasms and show benign
behavior: they are different from endometrial stromal tumors
with sex cord-like elements (ESTSCLEs or group I), which
are associated with metastasis and recurrence. The clinical
behavior of ESTSCLEs is similar to that of low-grade
endometrial stromal sarcoma, which has a locoregional or
distant relapsing rate of approximately 50 % [3, 11].
Although most UTROSCTs follow a benign course, some
cases have shown recurrence, with omental, retroperitoneal
extension, or subcutaneous suprapubic and abdominal
metastases [12—14]. These neoplasms usually occur in
middle-aged women with an average age of 50 years who are
premenopausal or menopausal [7]. Clinical manifestations
include abnormal uterine bleeding, enlarged uterus, palpable
mass, or pelvic pain [7-9]. Therefore, most patients undergo
hysterectomy with or without bilateral salpingo-oophorec-
tomy. Because of the low recurrence rate, conservative
management with fertility-sparing tumor resection has been
suggested as an alternative to hysterectomy [10].

Although the exact pathogenesis of UTROSCTs has not
yet been established, some researchers have hypothesized
that UTROSCTs originate from an uncommitted stem cell
enabling both epithelial and sex cord differentiation,
whereas others have postulated that UTROSCTs can be
considered a variant of endometrial stromal neoplasm [6,
15]. In most cases, UTROSCTs were diagnosed inciden-
tally after hysterectomy for a treatment after clinical
diagnosis of an endometrial polyp [8, 9] or a leiomyoma
[10]. In our case, the patient was a menopausal woman
diagnosed with uterine sarcoma by biopsy at a local clinic.
However, she was diagnosed with UTROSCT on final
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pathology after hysterectomy in our hospital. UTROSCT
can present some diagnostic difficulties when healthcare
practitioners examine a small biopsy specimen, because
this neoplasm can be similar to other benign or malignant
lesions with mesenchymal or epithelial structures. Because
UTROSCT shows a large variety of histological features, it
is necessary to differentiate it from a large number of
neoplasms. Epithelioid leiomyomas, stromal tumors, peri-
vascular epithelioid cell tumors, melanoma, and endome-
trioid carcinoma should be differentiated from UTROSCT
[7]. Therefore, immunohistochemical analysis is useful for
differentiating UTROSCT from leiomyoma, ESTSCLE,
and other malignant epithelial neoplasms such as endo-
metrioid adenocarcinoma and uterine mesonephric carci-
noma. According to Irving et al. [5], reliable histochemical
markers for UTROSCT are calretinin, inhibin, CD99, and
Melan-A, and positivity for calretinin and at least one of
the other 3 markers is suggestive of UTROSCT. In our
case, tumor cells were positive for calretinin and o-inhibin.
UTROSCTs are usually benign [3] and have low recur-
rence rates, and they are generally treated with hysterectomy
alone. If patients desire to have children, fertility-sparing
tumor resection can be suggested [10]. Few cases of recur-
rence of UTROSCT have been reported [14]. Therefore,
close long-term follow-up with imaging studies such as
vaginal ultrasonography, computed tomography, pelvic
magnetic resonance image, and chest X-ray is required [16].
In our case, the patient received total abdominal hyster-
ectomy with bilateral salpingo-oophorectomy in August 2012
and has been followed-up thereafter. This patient was initially
diagnosed with uterine sarcoma by endometrial biopsy, at a
local clinic, and her symptom was abnormal vaginal bleeding
in a menopausal state. Therefore, we had good reason to be
suspicious of a malignancy, but her final diagnosis was con-
firmed as UTROSCT by immunohistochemical analysis.
UTROSCT is a rare tumor, and it can sometimes be mis-
diagnosed as malignancy in postmenopausal women. Fur-
thermore, radical surgery or overtreatment can be performed
after misdiagnosis. UTROSCT is diagnosed using immuno-
histochemical analysis, which is justified because it prevents
overtreatment and the need for long-term follow-up.
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