
Introduction

Uterine tumors resembling ovarian sex cord tumors

(UTROSCTs) are rare uterine neoplasms first reported by

Clement and Scully in 1976 to describe a series of uterine

neoplasms with sex cord like patterns [1]. They classified

neoplasms in two groups. Tumors showing overt endome-

trial stromal differentiation were classified as endometrial

stromal tumors (ESTs) with sex cord-like differentiation

(group 1 tumors). Group 2 tumors predominantly or exclu-

sively composed of sex cord-like elements classified as

UTROSCTs. According to a recent review, there are only

43 cases reported so far [2]. In group 1 tumors, the prog-

nosis depends on the type, grade, and stage of the underly-

ing stromal neoplasm. UTROSCT, which stands for uterine

tumor resembling ovarian sex cord tumor, is now com-

monly used for group 2 tumors. Group 2 tumors generally

behave in a benign fashion, but there is one reported case

with small bowel metastases [3] and one case with epiploic

metastases at initial diagnosis [4]. Also there are at least

two cases of recurrence after initial treatment; one pelvic

recurrence of an UTROSCT associated with galactorrhea

one and a half years after hysterectomy [5] and one case of

extensive distant metastases three years after initial diag-

nosis [6].

The authors report a case with UTROSCT concurrent

with adenomyosis and complex hyperplasia with atypia of

endometrium and her three-year follow up.

Case Report

A 45-year-old gravida 3 para 3 Turkish woman, BMI of 28 pre-

sented with menorrhagia. On ultrasound examination uterus was

105×85 mm and had a globular appearance. There was no adnexal

mass and endometrium thickness was five mm. According to the

endometrial biopsy taken in a private institute, the diagnosis was

malignant mixed Müllerian tumor. She was referred to the pres-

ent institution for definitive diagnosis and treatment. The patho-

logical samples were re-evaluated by the present pathologists. 

The patient underwent proper staging surgery including total

abdominal hysterectomy, bilateral salpingo-oophorectomy, pelvic

and para-aortic lymph node dissection with diagnosis of

UTROSCT.

On macroscopic evaluation of the specimen, there were two in-

tramural nodules in the myometrium. They were leiomyomas and

their diameters were greater than 1.5 cm, with whorl-like appear-

ance in cross section. Endometrium was measured as one mm and

myometrium was 40 mm. There was no abnormality in ovaries or

in fallopian tubes. 

On microscopic examination, multiple endometrial glands in-

laid by irregular contoured stratified epithelium, were seen inside

endometrial stroma. In some areas there was a tumoral infiltra-

tion between the endometrial glands. The tumor was seen as tra-

becular structures which constituted of epithelioid cells with

vesicular nuclei and mild pleomorphism. There were no mitoses

seen in neoplastic cells. The stroma between these neoplastic cells

was mostly hyalinised. There was atypical endometrial hyperpla-

sia adjacent to the tumor as seen in (Figure 1).

According to the immunohistochemical staining, there was ro-

bust positive immunoreactivity with vimentin in both endometrial

glands and neoplastic cells (Figure 2). C-Kit was positive in neo-

plastic cells (Figure 3). There was no staining with Melan A,

CD10, CK7, SMA, and CD99 in neoplastic cells. Inhibin positiv-
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Summary

Uterine tumors resembling ovarian sex cord tumors (UTROSCTs) are very rare uterine neoplasms. They mostly behave in a benign

fashion but cases were reported with extra-uterine spread. There are less than 50 cases reported in the literature so far according to the

present authors’ knowledge. We report a case of 45-year-old woman with UTROSCT concurrent with adenomyosis and complex hy-

perplasia with atypia of endometrium and her three-year follow up.
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ity was not detected in the tumor (Figure 4). With these findings

the tumor was diagnosed as UTROSCT. No metastasis was de-

tected in lymph nodes.

Discussion

UTROSCTs are rare tumors. For the differential diagno-

sis, epithelioid variant of leiomyosarcoma, epithelioid

leiomyoma, adenosarcoma, corded and hyalinised endome-

trial carcinoma, and stromal tumors, perivascular epithelioid

cell tumor should also be considered. Immunophenotype of

the UTROSCTs is diverse, there is not a single pattern. Most

markers are also expressed in tumors mentioned above,

hence many immunohistochemical stains should be used,

especially sex cord markers. 

There is no consensus for the management of this type

of tumor, but according to the literature, total abdominal

Figure 2. — Strong cytoplasmic positivity for vimentin in neo-

plastic cells (×200).

Figure 1. — UTROSCT and atypical endometrial hyperplasia adjacent to the tumor (A: Hematoxylin and Eosin ×100, B: Hematoxylin

and Eosin ×200).

Figure 3. — C-Kit positivity in neoplastic cells (×200).

Figure 4. — Immunohistochemical inhibin negativity in the tumor

and endometrial glands (×200).
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hysterectomy, bilateral salpingo-oophorectomy seems to

suffice. The present authors performed a proper staging sur-

gery, for the probability of encountering a different kind of

tumor in final pathological specimen, due to the difficulty

in diagnosis of these tumors and also the rare but significant

unpredictable behavior of UTROSCTs [4-6].

After three years of follow up, there was neither pelvic

recurrence nor distant metastasis detected on CT scans and

ultrasonographic evaluation of the patient. 
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