
Ovarian sarcomas represent less than 3% of all ovarian tumors. Leiomyosarcoma (LMS) is a rare subtype, accounting for only 0.1% of all ovarian 
sarcomas. We present a case of primary ovarian LMS in a 68-year-old multigravid woman. She was treated by total abdominal hysterectomy 
with bilateral salpingo-oophorectomy, followed by adjuvant chemotherapy. The prognosis of ovarian LMS is very poor. Although different 
treatment modalities like adjuvant chemotherapy and radiotherapy have been described, no clear benefit has been proven.
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INTRODUCTION 
Primary ovarian sarcomas are rare gynecological tumors 
accounting for less than 3% of all ovarian tumors (1). Only a few 
cases of fibrosarcoma, leiomyosarcoma (LMS), carcinosarcoma, 
angiosarcoma and other histological types have been reported. 
Less than 0.1% of ovarian sarcomas are LMS (2-4). Because ovarian 
LMS are rare, there are not many case reports in literature, and 
no prospective studies for management recommendations. 
Therefore, optimal treatment guidelines have not yet been 
developed. 

There is no treatment modality other than surgery, total 
abdominal hysterectomy (TAH) and bilateral salpingo-
oophorectomy (BSO) for ovarian LMS (5). They are generally high-
risk cancers and have a very poor prognosis. The type and utility 
of adjuvant therapy is controversial (6). 

Here, we present a case of primary ovarian LMS in a 
postmenopausal woman presenting a giant abdominal mass. 

CASE PRESENTATION 
A 68-year-old multigravid woman presented to the gynecology 
clinic with complaints of abdominal pain and a palpable 
abdominal mass. Additionally, the patient had a history of 
hypertension. The patient’s pregnancy history was G5 P5, her 
menarche age was 13 years, and her last menstrual period was 8 
years ago, she was postmenopausal. 

Physical examination revealed a mobile, hard mass of about 20 
cm in diameter, which was palpable to the level of the umbilicus.

On abdominal ultrasonography, a 120x180 mm multilobulated 
cystic mass containing many septas and thick walls was seen 
posterior to the uterus; the origin of the mass could not be 
detected. Laboratory findings showed tumor (CEA, CA 19-
9, CA 125, CA 15-3) and biochemical markers within normal 
limits. No malignancy was observed in cervical cytology, and 
histopathological result of endometrial sampling revealed 
atrophic endometrium.
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The patient was scheduled for surgery with a prediagnosis 

of degenerative leiomyoma. Intraoperatively, a solid cystic 

mass of about 20 cm in diameter arising from the left 

adnex adhered to transverse colon and left pelvic side wall. 

There was no evidence of right-sided and upper abdominal 

diseases, and no ascites. Cytology was taken by peritoneal 

lavage. Adhesiolysis with sharp dissection, TAH and BSO were 

performed. Intraoperative pathology consultation (frozen 

section) was demanded, and histopathological evaluation 

reported a mesenchymal tumor, which could not be 

distinguished as benign or malignant. 

There were no abnormal findings for the first two postoperative 

days. A day later, the patient complained of abdominal 

distension, vomiting and nausea. Oral intake was stopped for 

two days and decompression with a nasogastric tube was done. 

On the fifth postoperative day, oral regimen was reinstated, and 

the patient’s complaints regressed. She was discharged problem-

free one week after surgery.

The histopathological result was left adnexal LMS. 

Macroscopically, the mass was gray-white, 20x13x11 cm in size, 

fibrillar in structure with nodular areas, and multilobulated. 

Microscopically, coagulative tumor necrosis, >10 mitosis per 10 

high-power-fields (HPF), diffuse and severe atypia were seen. 

Cytological evaluation reported benign peritoneal cytology. 

At the first month follow up examination, she had no complaints 

and no lesion was observed on abdominal computed tomography 

and positron emission tomography scan. Her CA 125 value 

was 12 µ/mL, and other tumor markers were equally within 

normal limits. Based on these results, the patient was referred 

to the department of medical oncology for consultation. They 

recommended four cycles of adriamycin chemotherapy. 

DISCUSSION 
Smooth muscle tumors of the ovary are uncommon, accounting 

for less than 1% of all ovarian tumors. These tumors originate 

from hilar blood vessels or smooth muscle metaplasia of ovarian 

stromal or theca cells (7). The most common primary ovarian 

sarcomas are fibrosarcomas, endometrial stromal sarcomas, 

carcinosarcomas and rhabdomyosarcomas (3). Primary pure 

ovarian LMS is a very rare tumor (8). In literature, there are some 

cases mentioned as ovarian LMS. However, the case series are 

few. Lerwill et al. (7) reported 54 ovarian smooth muscle tumors 

including 26 LMS.

Ovarian LMS occur typically in postmenopausal women, as in 

our case. Zygouris et al. (8) calculated a mean age of 52.6 years 

and He et al. (9) of 54.9 years. Despite this, several cases have 
been seen in adolescence (10,11).

Ovarian LMSs do not have specific symptoms. Patients may 
present with abdominal pain, weakness, postmenopausal 
bleeding, or a palpable abdominal mass, as in our case. The 
tumor is mostly seen as solid masses with or without cystic 
degeneration, based on imaging modalities.

Cases of primary ovarian LMSs are so rare that no recommended 
guidelines on optimal treatment have been established. The 
main treatment type is surgery which extends from fertility 
sparing to debulking surgery, consisting of TAH, BSO and excision 
of the tumoral masses (5,12). Although surgery was performed 
for all cases, the scope of surgery is controversial. Because the 
probability of occult metastatic disease is likely low, a second 
operation is not necessary for patients without lymph node 
dissection or omentectomy (5). There are different approaches 
in terms of surgery. In one instance, a 27-year-old patient who 
underwent complete surgical staging, followed by 6 cycles of 
gemcitabine-adriamycin chemotherapy had no evidence of 
recurrent disease over a period of 47 months (13). There are 
also cases in which TAH + BSO is performed, and adjuvant 
chemotherapy is given (14,15). In our case we performed TAH 
+ BSO, no per operative palpable lymphadenopathy was found, 
postoperative imaging were normal, and histopathological 
findings were compatible with ovarian LMS. This was made of 
tumor cell necrosis, 23 mitosis per 10 HPF, and significant atypia 
microscopically (7). Immunohistochemical markers like desmin, 
vimentin, and smooth muscle actin could also be used in the 
diagnosis of ovarian LMS (1,6).

The prognosis of ovarian LMS is very poor. Although treatment 
modalities such as chemotherapy and radiotherapy have been 
described, there is no sufficient data to prove that such treatment 
will improve survival outcomes (5). The prognosis depends on the 
tumor size, stage and mitotic index (6). There are no prospective 
data supporting the routine use of adjuvant chemotherapy for 
disease limited to ovary (5). In our case, since the mitosis rate 
was high and the tumor size was large, the oncology department 
decided on adjuvant chemotherapy. Four courses of single agent 
(adriamycin) chemotherapy were planned. However, there is no 
evidence that chemotherapy will improve survival outcome. In 
our patient, the expectation of disease recurrence is high, and 
resection of recurrent tumor is recommended (5).

CONCLUSION
Ovarian leiomyosarcomas are rare tumors and have no 
established standard treatment. Surgery is thought to be the 
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main modality for treatment. Although chemotherapy and 
radiation therapy are used as adjuvants, there is no strong 
evidence that they have any additional benefits.
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