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Abstract Öz 
Ovarian leimyosarcoma is a rare aggressive tumor with a 
very bad prognosis. Contrary to their uterine counterparts, 
ovarian smooth muscle tumors are extremely rare 
comprising only 1% of ovarian tumors. Ovarian 
leimyosarcoma is generally seen in the postmenopausal 
period. Here we report a 59-year old patient diagnosed as  
as ovarian primary leimyosarcoma.  

Over leimyosarkomu çok kötü prognozlu agresif nadir bir 
tümördür. Uterin tümörlerin aksine ovaryan düz kas 
tümörleri, yumurtalık tümörlerinin sadece% 1'ini içeren 
çok nadir tümörlerdir. Ovaryan leimyosarkom genellikle 
postmenapozal periyotta görülür. Burada primer ovaryan 
leimyosarkom tanısı konan 59 yaşında bir hasta 
sunulmuştur. 

Key words: Ovarian neoplasm, sarcoma, leimyosarcoma Anahtar kelimeler: Ovaryan neoplasm, sarkom, 
leimyosarkom. 

 

INTRODUCTION 

Ovarian leiomyosarcoma (LMS) is extremely rare 
among genital tumors. Primary leiomyosarcomas of 
the ovary are exceptionally rare comprising less than 
1% of ovarian sarcomas1. These tumors, whose 
origins are not fully known and which are usually 
seen in postmenopausal period, have quite 
aggressive clinical behavior and generally are 
diagnosed in advanced stages. Patients’ survival time 
is limited with 1 to 2 years in many cases2. 

Leimyosarcoma is the most common soft tissue 
sarcoma in children. It is mainly seen in head, neck, 
retroperitoneum and extremities. In the female 
genital tract, vulva and vagina are the most common 
areas where embryonal and botryoid sarcomas are 
seen3. It can be seen in 20% of the genitourinary 
localization patients. The affected organ in the 
genital system is generally vagina, but it can also be 
detected in cervix. Most of the leimyosarcomas in 
the genital system have embryonal variants; ovary is 
a very rare location for leimyosarcoma. It is usually 
seen as a component of complex tumors such as 

heterologous type malignant mixed mullerian tumor, 
adenosarcoma, immature teratoma and Sertoli-
Leydig cell tumor2,3. To the best of our knowledge, 
only 73 examples of POLMS (including the present 
case) have been reported4. This paper aims to 
present a case diagnosed with LMS. 

CASE 

The 59-year-old patient applied to our hospital with 
swelling and severe pain in the abdominal area 
which developed in a short time. Gravida-0 and 
Parity-0 patient, there was no chronic illness or drug 
story. Physical examination indicated that the 
abdomen was extremely stretched; and advanced 
stage distension was identified; palpation was 
painful, and no acid was observed. Radiological 
examination indicated that uterus was normal, a 
heterogeneous solid tumor mass was identified in 
the right and left ovary, filling the pelvis area of the 
uterus and extending to the upper quadrant of 
abdomen. On magnetic resonance imaging, partially 
cystic and partially solid ovarian mass was observed. 
The mass filling the entire abdomen was observed 
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which was extending from the left adnexal region 
and the masses size was approximately 35 cm (Fig. 
1). No intraabdominal free liquid was observed. 
Tumor indicators of CA125,CA19-9,CEA were 
normal. Laparatomic observation indicated left 
ovary. During exploratory laparotomy, no other sign 
of malignancy was observed in other pelvic and 
abdominal structures. Total hysterectomy (TAH), 
bilateral salpingo-oophorectomy (BSO), 
omentectomy, appendectomy, bilateral pelvic and 
paraaortic lymph node dissection (BPPLND), and 
peritoneal washing were performed.  

 
Figure 1. The MRI of adnexal mass. 

No palpable lymph node or metastatic tissues were 
observed. On the macroscopic examination, right 
ovary was normal. Right tubal uterine and uterus 
was clearly visible, but left tubal uterine was 
indistinguishable. The tumor was not invasive in the 
surrounding tissues including omentum. Tt was 
limited in the ovarian capsule. Stage was evaluated 
as IA according to FIGO. Minimal adhesion was 
observed in the surrounding tissues. The adhesions 
were surgically dissected (Figure 2).  

 
Figure 2. Intraoperative view of the adnexal mass. 

Left ovary tumor, increased hyper cellularity, nuclear 
atypia, pleomorphism, high mitotic activity with 
atypical mitosis and coagulation necrosis were 
observed on the microscopic examination (Figure3). 

 
Figure 3. Higher magnification of tumor. Note 
mitotic activity and cellular and nuclear 
pleomorphism (Hematoxylin and eosin 400). 

Immunohistochemical examination revealed 
Vimentin-Caldesmon-positive, SMA focal-positive, 
Panck-Desmin-CD34-EMA-CD117-S100-CD99-
NEGATIVE. Ki-67 proliferation index was 30-
40%. The patient was referred to the medical 
oncology clinic in the postoperative period. No 
adjuvant chemotherapy was given. The patient was 
given PET (Positron Emission Tomography) in the 
1st and the 6th month after surgery. No lesions 
indicating metastatic suspicion were observed; 
therefore, the patient was monitored in routine 
clinical follow-up. No recurrence was indicated in 
the 6th month follow up when this paper was 
written. 

DISCUSSION 

Primary ovarian sarcoma represents a heterogeneous 
group of ovarian tumors and is classified as teratoid, 
mesenchymal, and mullerian type according to the 
source of origin5. Ovarian smooth muscle cell 
tumors (SMT) are extremely rare, comprising only 
1% of ovarian tumors3. Smooth muscle present in 
the walls of the blood vessels in the cortical stroma, 
in the corpus luteum, and in the attachment points 
of ovarian ligaments has been postulated to be the 
site of origin6. Additionally, smooth muscle 
metaplasia of endometriotic stroma, smooth muscle 
present in mature cystic teratomas, and in the walls 
of mucinous cystic tumors were also considered due 
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to the association of leimyosarcoma with these 
tumors in some anecdotal cases3. Malignant 
transformation of ovarian leiomyoma and migration 
of uterine leiomyoma are other proposed 
mechanisms of histogenesis2.  

Approximately 400 ovarian primary sarcoma cases 
have been reported since 1998. Of these cases, 300 
were carsino sarcoma, 50 were LMS, and 30 were 
endometrial stromal sarcoma or other histological 
types7. Ovarian LMS cases are generally in the 
postmenopausal period. However, as reported in 
one case, it can be diagnosed in the premenopausal 
period as well8,9.  These tumors are typically solitary, 
lobular hemorrhagic, and cystic degenerative masses. 
They are generally unilateral lesions above 1 cm. 
Extra ovarian spread happens mainly during surgery. 
However, this spread is local and peritoneal in many 
cases. On the other hand, distant metastases were 
identified in a few cases. No diagnostic criteria could 
have been identified for primary ovarian LMS so 
far7.  

Histological criteria in primary ovarian LMS include 
increased hyper cellularity, nuclear atypia, 
pleomorphism, high mitotic activity with atypical 
mitosis, and coagulation necrosis8. Leiomyoma, 
fibrotecoma, fibrosarcoma, endometrial stromal 
sarcoma, mixed mullerian tumor, carcinoid 
carcinoma of the stomach, and metastatic 
gastrointestinal stromal tumor should be considered 
in the differential diagnosis10. 

Primary ovarian leiomyoma or LMSs are probably 
rooted from muscle smooth cells or ovarian 
ligaments in cortical stroma and corpus luteum. 
Besides, they could develop from the Wolf’s canal 
wastes, totipotent ovarian mesenchyme7,11,12. In 
addition, ovarian LMS is considered to develop as a 
result of malignant degeneration of ovarian 
leiomyoma. 

The major prognostic factor is the stage of the 
disease2. The prognosis of POLMS is extremely 
poor, and survival may be related to tumor stage, 
tumor size, grade, and mitotic index3. Some authors 
have suggested that stage at diagnosis is a more 
important prognostic variable11. However, residue 
tumor after surgery is considered to be as important 
as the stage in recurrence and survival time. 

Muntz et al.13 found that 2-year survival time was 
14% in suboptimal surgery patients, and 52% in 
optimal ones. On the other hand, Barakat et al.14 

found that residue tumor size did not have direct 
effects on survival time. 

Primary ovarian LMSs usually have bad prognosis. 
In most cases, the disease shows recurrence about 
one year after the initial surgery, and patients usually 
die within 2 years2. In their series Monkve et al. 
reported that 21 patients, except for three, who 
received the diagnosis of ovarian LMS lost their 
lives within 2 years15. The longest survival time in 
this series was found 68 months. In a case reported 
by Nasu et al.16, peritoneal and hepatic recurrence 
were detected 18 months after the initial surgery, 
and the patient died 2 years after the recurrence. 

Nicotina et al.17 reported acid, lung, and liver 
recurrence in the IIA primary ovarian LMS case 18 
months after the initial surgery. The patient died 6 
months after metastases. One of the cases presented 
in this article was stage IA and was monitored for 13 
months; the other was stage IIIC and was 
monitored for 48 months; but no recurrence was 
observed. On the other hand, Dai et al.18 reported in 
their series that two LMS cases, which were 
considered as stage III, died within 5 months. 

POLMS mostly recurs in abdomen and pelvis, and 
less frequently in lung, bone, liver, mediastinum, 
brain, preauricular lymph node, and scalp9. Ovarian 
LMS is a rare tumor with bad prognosis which is 
usually seen at advanced ages. It is evident that the 
surgical procedure should be optimal cytoreductive. 
Anthracycline-based chemotherapy should be 
administered as adjuvant treatment. However, there 
is still not enough evidence to show that 
postoperative adjuvant chemotherapy is effective. 
Standardization of treatment is not possible with 
insufficient data due to the low number of cases. 
Hence, a 59-year-old patient with ovarian 
leiomyosarcoma has been presented here. 

Ovarian leimyosarcomas are extremely rare tumors 
which have bad prognosis, low survival rates, and a 
lot of question marks in its diagnosis and treatment. 
A long-term collection of well-documented cases is 
needed to clarify the disease and to develop 
treatment options. 
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