
Introduction

Gastrointestinal stromal tumors (GIST) are rare mes-

enchymal malignancies of the gastrointestinal tract. They

usually arise from the muscular layer of the digestive tract

and most often express immunoreactivity for CD117, a c-

kit proto-oncogene protein [1]. When these tumors develop

outside the gastrointestinal tract such as omentum, mesen-

tery, retroperitoneum, and undefined abdominal sites, they

are called extra gastrointestinal stromal tumors (EGISTs)

[2]. There are unusual sites of EGIST such as uterine, ovar-

ian, tubal, rectovaginal or vulvavaginal spaces presenting as

a mass [3-10]. In English literature, there are only two re-

ported cases of uterine EGIST presented as a mass con-

nected to the uterus from the posterior wall [3, 4]. To the

best of the authors’ knowledge, they describe the first case

of EGIST presenting as a uterine leiomyoma.

Case Report

A 50-year-old woman gravida 4 para 2 was admitted to the hos-

pital because of abdominal pain and constipation. The family his-

tory was unremarkable. General examination and laboratory

findings were normal. Bimanual pelvic examination revealed en-

larged and nodular uterus up to 20 weeks’ gestational size. Trans-

vaginal ultrasound demonstrated the existence of enlarged uterus

(15 x 10 x 9 cm) and multiple uterine myomas with bilateral nor-

mal ovaries. Laparotomy was planned and patient underwent total

abdominal hysterectomy with bilateral salpingo-oophorectomy.

The exposure of abdomen revealed enlarged uterus (15 x 10 x 10

cm) and multiple subserous and intramural myomas. Ovaries and

other intraabdominal organs were normal. Postoperative course

was uneventful.

Histopathologic evaluation of the specimen revealed cellular

lesion with myometrial and lymphatic invasion. In most areas

cells were in spindle morphology and pleomorphic epitheloid cells

with eccentric hyperchromatic nucleus and large eosinophilic cy-

toplasm were seen. Some of these epithelioid cells were binuclear

(Figure 1). There were tumoral necrotic surrounded with multin-

uclear osteoclast-like cells . Eosinophilic skenoid fibers were de-

tected (Figure 2). Mitotic figures were more than 10 in 50 high

power field (HPF). Immunohistochemistry with CD117 revealed

intense membranous and cytoplasmic positivity (Figure 3). Actin

was moderately positive while desmin was negative. Histologic

activity index with Ki-67 was 30%. According the microscopic

and immunohistochemical findings, final histopathological results

reported as high grade EGIST. 

Discussion

GISTs are mesenchymal tumors of the gastrointestinal

tract, approximately 70% occurring in the stomach, 20-30%

occurring in the small intestine, and less then 10% in the

esophagus, colon, and rectum [1]. GISTs rarely develop out-

side of the digestive tract especially in the soft tissues of the

abdomen and pelvis, designated as EGISTs. EGISTs usu-

ally present during adult life as enlarging masses and ap-

proximately 80% are located in the omentum and mesentery.

In women, rare cases of EGISTs have been reported as an

unusual anatomic locations like vaginal, vulvovaginal,ovar-

ian, uterine, and rectouterine pouch of Douglas [3-10]. Most

are firm, fleshy, gray-red masses lacking the whorled ap-

pearance that is often seen with conventional smooth mus-

cle tumors and may mimic gynecologic malignancies when

they appear in the female pelvis. In the present case, the ap-

pearance of the tumor resembled intramural and subserous

myomas with enlarged uterus. In the two previous cases, the

tumor was like a mass attached to the uterus from the pos-

terior wall [3, 4]. There is also one report presenting a case

locating at Douglas pouch mimicking uterine tumor [7]. 

Revised manuscript accepted for publication October 21, 2013

Uterine extra gastrointestinal stromal tumor presenting

as intramural leiomyoma

T. Oge1, D. Arik2, E. Uysal1, O.T. Yalçin1, S. Kabukcuoglu2, S. Ozalp1

1Eskisehir Osmangazi University School of Medicine, Department of Obstetrics and Gynecology, Eskisehir 
2Eskisehir Osmangazi University School of Medicine, Department of Pathology, Eskisehir (Turkey)

Summary

Extra gastrointestinal stromal tumors (EGIST) are reported in different sites and organs. This tumors are rare in gynecologic appara-

tus. Here the authors report an uterine unique tumor represented as intramural leiomyoma. Because of different treatment options, cli-

nicians should be aware of this rare tumor which may be located in uterus and confused with a smooth muscle tumor.

Key words: Uterus; Extra gastrointestinal stroma tumor.

EJGO European Journal of
Gynaecological Oncology

7847050 Canada Inc.
www.irog.net

Eur. J. Gynaecol. Oncol. - ISSN: 0392-2936

XXXVI, n. 2, 2015

doi: 10.12892/ejgo2512.2015



T. Oge, D. Arik, E. Uysal, O.T. Yalçin, S. Kabukcuoglu, S. Ozalp232

The histologic appearance of EGISTs is variable, but in

general there are two patterns: epithelioid and spindle cell.

In the epithelioid pattern, cells vary from small uniform

cells to large pleomorphic cells with eosinophilic cyto-

plasm. Another characteristic features of these tumors are

the hyperchromatic nuclei and prominent cytoplasmic vac-

uole, which in extreme instances result in a signet ring cell

appearance. Tumors with a spindled pattern more closely

resemble conventional smooth muscle tumors but nonethe-

less can be distinguished by the fact that their cells usually

have a short fusiform shape in contrast to the elongated

cells of leiomyomas and leiomyosarcomas. Nuclear pal-

isading is occasionally seen.The stroma is typically com-

posed of mats of fine, hair-like collagen interrupted by a

delicate vasculature. Skenoid fibers (extracellular collagen

containing eosinophilic globules) were occasionally re-

ported in small intestinal stromal tumors and originally be-

lieved to reflect neural differentiation. 

Approximately 95% of GISTs and EGISTs have acti-

vating somatic mutation of CD117 (c-kit), a tyrosine ki-

nase transmembrane receptor located on chromosome 4

(4q11-q12). CD117 is also expressed in melanoma, an-

giosarcoma, fibrosarcoma, and liposarcoma. The charac-

teristic morphology with the panel of immuno-

histochemical markers help to rule out its diagnosis.Tu-

mors with smooth muscle or neurogenic origin have a

similar morphology; express desmin or smooth muscle

actin (SMA) but do not express CD117. The main differ-

ential diagnosis of EGISTs of the pelvic area is

leiomyosarcoma. Smooth muscle tumors are immunore-

active for desmin and negative for CD117. In the present

case, the tumor stained negative for desmin and strongly

positive for CD117, hence the diagnosis of leiomyosar-

coma was ruled out. 

Because of their rarity, predicting the prognosis of EGIST

is not easy. Tumors larger than five cm and more than five

mitoses/ 50 HPFs are considered to be high risk [1]. Al-

though clinicopathological findings are similar, the treatment

of GIST and leiomyosarcomas show differences. In GIST,

complete surgical resection of primary localized tumor with

negative margins remains the best therapeutic option today.

In the setting of locally advanced or metastatic disease, ima-

tinib mesylate which is the inhibitor of the tyrosine kinase

activity of c-kit has been reported to be effective and safe,

however the role of imatinib in the treatment of EGIST is

unclear. On the other hand total abdominal hysterectomy and

bilateral salpingo-oophorectomy represents the standard

treatment of uterine sarcomas. Pelvic and para-aortic lymph

Figure 1. — Tumour composed of epitheloid cells on the left side

and spindle cells ot the right. There are also multinucleated giant

cells (lower right) and skenoid fibers that appear as eosinophilic

globules. (H&E x100)

Figure 2. — Highly cellular tumour with hyperchoromatic cells

and numerous plasmacytoid cells with peripherally oriented nu-

clei. There is scattered hemosiderin laden macrophages. (H&E

x200)

Figure 3. — Tumour displays diffuse immunoreactivity with cKit

receptor. (CD117 x 100)
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node dissection in carcinosarcomas is recommended, given

their high incidence of lymph node metastases, and may have

a role in endometrial stromal sarcomas. Adjuvant therapies,

including radiation, chemotherapy, and/or hormonal therapy

have limited survival value. Because of these differences

pathologists and gynecologists should be careful during the

diagnosis and follow-up stage.

As a conclusion, although two previous reports pointed

out tumor attached to uterus from the posterior side, this is

the first case in which the tumor resembled a uterine

myoma during the operation. Histopathological and im-

munohistochemical findings are important in differential

diagnosis of leiomyosarcoma and EGIST, and because of

different treatment options, clinician should be aware of

this rare tumor which may be located in uterus and con-

fused with leiomyosarcoma. 
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