


Case report 
Large primary leiomyoma of ovary: a case report


ABSTRACT- Ovarian leiomyoma is a rare ovarian mesenchymal tumor found in young adult to menopausal women. These tumors are suggested to arise from smooth muscle cells of walls of blood vessels in ovary. Pre-operative diagnosis is extremely difficult and is most often misdiagnosed as subserosal fibroid or solid ovarian tumor. Presenting symptoms are also vague. This tumor is mostly diagnosed in frozen section examination during surgery or postoperative histopathological diagnosis. Immunohistochemistry(IHC) is suggested to confirm its diagnosis as it can be confused with many differential diagnoses. In this case also, IHC was used for confirmation which showed Smooth muscle actin(SMA) and H- caldesmon positivity. Though ovariotomy can be done in late adulthood, peri-operative diagnosis of this unusual entity becomes very important in young adults for providing fertility preserving options in management and sparing the ovaries.
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INTRODUCTION- 
“Primary ovarian leiomyoma is a rare mesenchymal benign tumour of ovary with an incidence ranging from 0.5-1% of all benign ovarian tumors”[1,2]. “First described by Sangralli in 1862, it is found in the age group of 20-60years. Around 85% are found in the perimenopausal group”[1,3]. “These tumors are thought to arise from the smooth muscle cells of walls of ovarian blood vessels. However, some theories also suggest the origin to be smooth muscle metaplasia of cortical stroma, ovarian ligaments, and multipotent ovarian stromal cells” [2,3]. “Primary leiomyomata of the ovary are usually smaller than 3 cm in diameter[4,5]. It is difficult to diagnose preoperatively or even during surgery. Ultrasound may misinterpret it as pedunculated or parasitic fibroid or malignant ovarian tumor”[4,6]. The tumour is most commonly diagnosed unintentionally by histological examination of ovarian tissue after an ovariectomy for solid ovarian mass.
In this case report, a 42year old lady diagnosed pre-operatively as subserosal fibroid and later diagnosed as ovarian fibroid has been described.

[bookmark: _GoBack]CASE PRESENTATION-
A 42 year old lady came with complaints of abdominal discomfort for 1month. She gave history of increased frequency of micturition and feeling of incomplete evacuation of bladder for 1year, for which she had received empirical treatment of UTI on and off. She is Para 2+1, with 2 vaginal deliveries. Her menstrual cycle was regular with normal flow and moderate dysmenorrhoea. On examination, uterus was normal in size and a firm, globular, regular lump was felt in anterior fornix. Ultrasound showed a large 8.6 ẋ 4.2cm subserosal fibroid. With these findings she was operated by laparotomy under spinal anesthesia. Laparoscopy was not done as patient refused minimal access surgeries due to some local cultural beliefs. However, during surgery, 9 ẋ 5 cm solid, vascular ovarian tumor with smooth surface was seen on left side. Figure 1 shows the gross features of the tumor. No ascites present. Uterus, bilateral tubes and right ovary looked absolutely normal. After discussion with the patient and attendants, decision for hysterectomy with bilateral salpingo-ophorectomy was done, as frozen section was not available, and we suspected malignancy due to solid ovarian tumor. Careful inspection of omentum, mesentery, peritoneum and liver surface done. As no suspicious findings were there, radical surgery was not done. Postoperative period was uneventful and patient had complete recovery. Histopathological examination(HPE) report showed that the tumor was actually an ovarian fibroid with typical HPE features of leiomyoma(Figure 2). However, immunohistochemistry was also done which confirmed the diagnosis as Smooth muscle actin(SMA) and H-caldesmon were positive and negative for Desmin, Inhibin, Calretinin & B-Catenin, as evidenced in figure 3.
After discussion with the patient, she was started on HRT(hormone replacement therapy) to delay her menopausal symptoms and then followed up yearly.

DISCUSSION-
Ovarian fibroids are usually unilateral. Usually its asymptomatic, and diagnosed incidentally during surgeries. However, they may present with lower abdominal pain. Sometimes features of Meig’s syndrome may also be seen[1]. CA125 may be marginally elevated in few cases. Rarely, such tumours may undergo torsion around their pedicle, with subsequent haemorrhage and necrosis. The ovary proper may become almost completely absorbed by the tumour, as in our case[7,8].
Ultrasonography is the primary modality of investigation[2]. Most of the literature have reported small ovarian fibroids, around 3cm[1,7]. In our case, the fibroid was much bigger. The features of these lesions are same as that of uterine fibroids, thus giving the false impression of subserosal fibroids as seen in our case. Thus comes the role of MRI in which ovarian tissue cannot be identified separately from the lesion, or ovarian follicles can be seen surrounding the lesion.
Differential diagnoses include fibroma, fibrothecoma, thecoma, cystadenofibroma, Brenner tumor, and sclerosing stromal tumor. Intravenous leiomyomatosis and leiomyomatosis peritonealis disseminata also may have secondary ovarian involvement and can be considered among differentials [1,3,9,10]. Another differential is a wandering fibroid which may become parasitic on the ovary. MRI with gadolinium contrast can help to differentiate between primary ovarian leiomyoma and fibroma, fibrothecoma; in which leiomyoma shows early contrast enhancement whereas fibroma and fibrothecoma shows delayed and weak contrast enhancement[2]. The tumor in our case was ovarian in origin as fibroid replaced the whole ovary and normal ovarian tissue could not be visualised in histopathology.
Surgery is the treatment of choice in these tumors. Oophorectomy or unilateral salpingoophorectomy are usually done. In young patients, enucleation is preferred, if diagnosed peri-operatively[1,2,3,11]. A common surgical approach to ovarian leiomyomas in middle-aged to elderly patients is hysterectomy in conjunction with bilateral salpingo-oophorectomy[9]. However, as this is a histopathological diagnosis, decision should be based on surgical findings as well as frozen section examination; as solid ovarian tumor may be malignant[12].
Grossly, these tumors are solid, firm & round. Cut section may have a grey-white surface with whorled appearance. Histologically these tumors have same appearance as uterine fibroids. Ovarian leiomyoma must be distinguished from leiomyosarcoma, which is mainly determined by mitotic count, cell atypia, and necrosis[9]. Immunohistochemistry is needed for confirmation.  Positive staining for alpha-smooth muscle actin (α-SMA) is almost diagnostic[3,11]. In order to distinguish this tumor from sex cord stromal tumors, the combined staining of SMA, desmin and α-inhibin should be performed. If α-inhibin is positive, this suggests sex cord stromal tumors. If SMA or Desmin or H-Caldesmon is strongly positive, and α-inhibin is negative, it can be diagnosed as leiomyoma[13,14]. 
CONCLUSION- Ovarian fibroid is a rare pathology. It is usually diagnosed by HPE. Awareness about this entity is needed to decide mode of management and counsel patients. Knowing about this entity is especially important in young patients, in whom ovary can be preserved if diagnosed peri-operatively; as it is mostly confused with ovarian neoplasms.

Key take-aways-
· Large primary ovarian fibroids are very rare with non specific clinical presentations.
· It is mostly misdiagnosed as subserosal pedunculated / parasitic fibroid or solid ovarian neoplasms
· It is correctly diagnosed by histopathological & immunochemical examination only.
· Frozen section should be done in all of such suspected cases so that fertlity preserving surgeries can be done.











FIGURES-
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Figure 1: gross feature of the left ovarian solid tumor with smooth surface, intact capsule, showing vascularity with no normal ovarian tissue seen. Uterus and right adnexa look normal.
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Figure 2: Low-power & high-power microscopic features showing interlacing fascicles of smooth muscle fibres having elongated nuclei and blunt ends. Adjacent ovarian stroma seen in low-power pictures
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Figure 3: Immunohistochemical studies showing positive staining for SMA (left) and H-caldesmon (right)

IMPORTANCE OF THE MANUSCRIPT- this case report presents a rare entity of primary ovarian leiomyoma; that is usually not diagnosed pre-operatively and mistaken as subserous or parasitic fibroids or solid ovarian tumors. Knowing about this entity and the various differential diagnoses are important so that frozen section can be advised and ovarian sparing surgeries are done in the reproductive age group. The need of adequate histopathological and immunohistochemistry studies is also emphasized in this report. Knowing about this entity will help in making clinical decisions and also in the long run help in formulating management guidelines.
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