
Introduction

Gastrointestinal stromal tumor (GIST) is the commonest

mesenchymal neoplasm arising from the gastrointestinal

(GI) tract, mainly arising from intestinal pacemaker cells

of Cajal in the stomach and jejeunal wall [1]. GIST can

arise from anywhere in the GI tract presenting with vari-

able symptoms depending on the site of origin. Symptoms

vary from vague abdominal pain, GI bleeding, and internal

hemorrhage to acute abdomen (perforation or obstruction)

[2]. Extraintestinal GISTs arising from the omentum,

mesentery, retroperitoneum, uterus, and bladder have been

documented [3]. Searching the literature revealed only five

cases of GIST metastatic to the ovary and two cases of

pelvic masses masquerading as a gynecologic malignancy

in preoperative radiology [4-6]. To the best of the present

authors’ knowledge, no cases with primary ovarian GIST

have been reported. Hereby, they report a case of a female

patient with an ovarian mass with extensive peritoneal dis-

ease that confirmed to be myxoid variant of GIST with no

evidence of GI tract origin.

Case Report

A 49-years-old woman presented at Oncology Center Mansoura

University (OCMU) in December 2014 with a painful mass in the

right iliac fossa. Vaginal examination was free and bimanual ex-

amination revealed an ovoid shaped mobile mass. CA-125 was

83 U/ml.

CT imaging (Figure 1) showed right ovarian mass mainly cys-

tic with solid component measuring 10×12×14 cm with turbid

fluid content, non-separable from the related intestinal loops,

moderate turbid free fluid engulfing the loops effacing the liver

surface, peritoneal implants, and omental nodules suggesting right

ovarian malignancy or pseudomyxoma peritonii. Upper and lower

GI endoscopies revealed no abnormal growth. Exploration was

performed and omentum and peritoneum were heavily studded

with nodules with large ovarian mass; excision of the ovarian

mass was done. The pathological diagnosis was myxoid variant of

GIST. Microscopic examination (Figure 2) revealed ovarian in-

filtration by malignant spindle shaped cells arranged in fascicular

and whorly pattern, showing moderate degree of anaplasia with

frequent atypical mitotic figures. Areas of necrosis could be de-

tected, and there was focal myxoid background. Immunohisto-

chemistry (IHC) staining revealed diffuse positive membranous

reaction for DoG1, focal positivity for CD117, CD34, SMA, and

negative staining for desmin, inhibin, carltenine, CD31,

CD30,CK, EMA, and AFP suggesting malignant GIST. Mitotic

activity was low.

The patient had an uneventful postoperative recovery, was dis-

charged from hospital eight days after surgery, and was under the

follow-up of our medical oncology service who administered im-

itanib 400 mg/day. Patient was then hospitalized four months later

(April 2015) with progressive peritoneal carcinomatosis, ascites,

and rising serum creatinine. CT revealed residual adnexal masses

with multiple omental cakes and liver metastasis.

Discussion

GISTs have numerous histologic patterns, ranging from

indolent tumors with very low mitotic activity to very ag-

gressive patterns [7]. A distinct rare type of GIST is known

as myxoid epithelioid GIST. Studies suggest that myxoid

epithelioid GISTs are intimately correlated with the

PDGFRA gene mutation so that recognition of such char-

acteristic is helpful for molecular categorization of GISTs,

and is important for therapy by imatinib mesylate [8]. 

Although GISTs are mainly described in GI tract, they

are rarely documented extraintestinally. Subsequently a

great debate regarding the primary cell of origin of these
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Figure 1. — CT imaging showing A) ovarian mass filling the true pelvis with solid

and cystic components, B) a higher cut showing the same mass extending into the

abdomen, and C) multiple cystic masses scalloping the liver surface.

Figure 2. — Histological pic-

tures: A) the tumor tissue formed

of spindle cells (H&E ×200), B)

the cells show moderate pleo-

morphic and scattered mitosis

(arrow) (H&E ×400), C) im-

munoreactivity to DOG1 (DAB

peroxidase ×200), and D)

CD117 (DAB peroxidase ×200).
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tumors is found with most reports suggesting interstitial

cells of Cajal or its precursor stem cells as the most proba-

ble cell of origin. 

Considering GISTs within the ovary, few reports are pres-

ent in the literature. Irving et al. reported five cases of GIST

metastatic to the ovary. In their series, the primary tumor

was in the small bowel or its mesentery (four cases) or

stomach (one case), and both the primary and metastatic

tumors were synchronously discovered in three cases while

in the other two cases, the ovarian tumors were diagnosed

18 months before a gastric tumor in one case and 27 years

after a small bowel tumor that had been removed in the

other [4]. Other two reports discuss GISTs misdiagnosed

as ovarian masses and were later known to be of GI tract

origin [5, 6].

In the present case report, the authors present a unique

case of GIST arising from the ovary with no evidence of

other primary with endoscopy, radiology, and exploration.

Also in this case, a rare pathological type (myxoid variant)

was detected with a very aggressive course and poor re-

sponse to imatinib. The authors claim that GISTs can arise

from the ovary primarily supported by the two published

reports by Agaimy et al. recording presence of interstitial

cells of Cajal in an ovarian teratoma in one case and record-

ing coexistence of Cajal cell hyperplasia with teratoma in

another case [9, 10], also supported by the presence of

pleuripotent stem cells within the ovary [10].

In this report, the clinical diagnosis as well as the hy-

pothesis of the presence of Cajal cells or its precursor in

the ovary support the present results. Further study regard-

ing the origin of GISTs in the ovary or the presence of

Cajal cells is highly recommended. Also the authors report

that myxoid variant of GIST carry a grave prognosis which

should warrant further studies on this rare variant.

Conclusion

GISTs can arise within the ovary either as a primary

tumor or metastatic from GI site with great difficulty in dif-

ferentiation between both. Surgical treatment and adjuvant

therapy with imatinib is still the main line of treatment of

GISTs, even for those arising in rare sites. Myxoid variant

of GIST may present with a very aggressive course and its

response to imatinib is questionable.
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