
Bangladesh J Obstet Gynaecol, 2017; Vol. 32(2): 117-120

Introduction:

Ovarian sex cord-stromal tumors are uncommon

neoplasms that represent approximately 7% of all

ovarian tumors1. These tumors comprise a

heterogeneous group and are formed by diverse cell

types that arise from the primitive sex cords or stromal

cells1-2. The stromal cell includes theca cells,

fibroblasts, and Leydig cells whereas the gonadal

primitive sex cords include granulosa cells and Sertoli

cells3. These cell types may be present separately

or admixed and display different degrees of

differentiation4.

 Sertoli-Leydig Cell Tumor is an extremely rare ovarian

neoplasm that accounts for approximately 0.5% of

all ovarian neoplasm3-5. According to WHO

classification scheme for ovarian sex cord-stromal

tumors (2014), it is included in the mixed sex cord-

stromal tumors which may be well-differentiated to

poorly- differentiated with heterologous elements, and

retiform  with heterologous elements.

Approximately 75% of the SLCTs are encountered in

women of younger age usually less than 30 years6.

However, few cases have been described in

postmenopausal women7-8. For SLCT, nearly all cases

are unilateral (98%) and 80% are confined to ovary

at diagnosis4-5.

SLCT is the most common virilizing tumor, as

approximately 30-50% of these tumors produce

androgens (testosterone & androgens precursors)

and more than one-third of cases develop symptoms

of virilization and amenorrhoea4,5,9.

Notwithstanding, SLCT is a rare cause of virilization

in premenopausal women. In this age group, other

differential diagnosis such as PCOS and adrenal

androgen producing tumors should be considered.

Many SLCTs are hormonally inactive and a small sub

group is estrogenic. Sudden abdominal pain and

swelling are frequent symptoms of non-functioning

tumors.
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Very rarely, SLCT have been reported to associate

with elevated alpha-fetoprotein serum levels; this is a

typical feature of germ cell tumors such as yolk sac

neoplasm.

The prognosis of SLCT is good and 92% of tumors

manifest at early stage i.e. at stage-16. The most

important prognostic factors are the stage and degree

of histologic differentiation3,6,10. In a previous report

by Sigismondi et al., five year survival rates of 92.3%

and 33.3% were reported for patients with stage 1

and stage e”2 disease, respectively11. In the same

report, patients with well-differentiated tumors had a

five-year survival rate of 100% versus 77.8% for

patients with moderately and poorly differentiated

tumors.

In contrast to Germ Cell Tumors, which tend to recur

late, malignant SLCTs usually recur early in the pelvic

and abdominal cavity. With a reported relapse rate

of 71.4% within two years after diagnosis11.

Case Report:

An 18-years-old unmarried girl was admitted in the

in-patient department of obstetrics and gynecology

of Rangpur Medical College Hospital with the

complaints of severe pain and lump in the lower

abdomen. Her menstruation has yet not established.

On clinical examination, she was 162.5 cm tall, weight

50 kg, B.P 100/60 mm of Hg, breasts were developed,

and axillary and pubic hair were present and female

type of distribution, and external genetalia and introitus

were present. A tender mass of about 10×9 cm was

palpable in lower abdomen; surface was irregular

with ill defined margin and restricted mobility.

Bimanual examination was done gently with one

finger: cervix was absent and uterus could not be

well delineated. Digital Rectal Examination also done

gently and findings correspond with that of bimanual

examination. Ultrasonography (USG) revealed that

size and shape of the uterus was not well defined

and a well defined complex, predominantly solid mass

with small cystic component of about (108×93) mm

is noted in left adnexal region. Tumor markers could

not be done due to shortage of time as it was an

emergency. On laparotomy, uterus could not be

delineated rather it was found as a fibrosed band like

structure. Both sided fallopian tubes were present

and a partly solid and partly cystic mass of about

(10×10) cm was found on the right adnexal region

which was adherent with fibrosed band and omentum

but left ovary could not be visible separately which

may be  buried or adherent with right ovarian mass.

There was no acsites. After total excision of the mass,

both the fallopian tubes, fibrous band was also

removed and partial omentectomy was done (which

was apparently healthy looking i.e. no seedling or

cake like feelings), and specimens were sent for

histopathology. Postoperative period was uneventful

and the patient was discharged on 5th postoperative

day.

Histopathological report of the mass showed features

compatible with Sertoli-Leydig cell tumor with area of

necrosis and calcification.

Histopathology of omentum showed edematous and

congested fibro fatty tissue with focal mesothelial

proliferation and infiltration of inflammatory cells.

Discussion:

Sertoli-Leydig Cell Tumor is mixed sex cord-stromal

tumor, described as a distinct entity in 1973 by

Chalvardjian and Scully12. Ovarian Sex cord stromal

tumors are uncommon neoplasm that represents

approximately 7% of all ovarian tumors1 and SLCT

comprises less than 0.5% of all ovarian tumors. This

extremely rare tumor characteristically differentiates

itself from others both clinically and histologically.

The reported mean age is 23-25 years in different

studies13. The well-differentiated tumors occur at an

average age of 35 years and retiform tumors at an

average age of 15 years14.

About one third of patients with SLCT have androgenic

manifestations including: oligomenorrhoea, hirtutism,

hoarseness, breast atrophy, and clitoral hypertrophy.

Approximately half of patients with SLCT have no

endocrine manifestation and mainly experience

Fig.-1: Ultrasonography showed a well defined

complex predominantly solid mass with small cystic

component about (108x93) mm is noted in left

adnexal region compressing the uterus.
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abdominal swelling and pain. Occasional patients have

been represented with estrogenic manifestation,

including irregular menstruation or menorrhagia in

women in the reproductive age group and

postmenopausal bleeding in older women. Well-

differentiated SLCTs accounts for about 10% of all

SLCTs. There is a statistical association with

congenital anomaly of the internal genitalia in

otherwise normal women and with testicular

feminization syndrome15. Grossly these tumors are

usually unilateral, solid, well-circumscribed, yellow,

firm and lobulated masses of 5-6 cm average size.

The cut surface shows hemorrhage and

cystification16. Microscopically, well-differentiated

Sertoli-Leydig cell tumor consists of uniform solid or

hollow tubular structures lined by Sertoli type cells.

The intervening stroma contains variable numbers of

Leydig cells. The latter tend to be packed in nests

between the Sertoli cell tubules but may form more

solid sheets in some tumors. Mitosis were rare in

these tumors15.

 SLCT has a non specific appearance. On USG,

these tumors usually present either as a distinct hypo

echoic mass or a heterogeneous mass that is primarily

solid with multiple cystic spaces. Small virilizing SLCTs

may be easily detected using Color Doppler US rather

TVS alone 6,17,18. On CT images, a soft tissue

attenuating adnexal mass is usually seen9. The solid

tumor portions characteristically exhibit avid contrast

uptake.

On MRI, the T2 signals of the solid components differ

according to the extent of fibrous components.

Nonetheless, strong hypo intensity on T2-weighted

images is not characteristic5,6. Hypo intense areas

on T1-weighted images and hyper intense areas on

T2-weighted images reflect cystic areas. Cysts may

also exhibit mild hyper intensity on T1-weighted

images19.

In our case, the patient presented with severe pain

and lump in the lower abdomen and USG revealed

ovarian tumor, so provisional diagnosis was twisted

ovarian tumor and emergency laparotomy was done

at evening period. The patient gave the history of

primary amenorrhea and on clinical examination

secondary sex characters was well developed. On

bi-manual and digital rectal examination cervix was

absent and uterus could not be well delineated. USG

also could not delineate the uterus properly. Tumor

markers could not be carried out as facilities were

not available in the hospital and the patient was too

poor to afford the cost privately.

After confirmation of SLCT on histopathology, patient

was advised to consultant oncologist for further

management but the patient was non-compliant for

further treatment (chemotherapy) and follow-up.

Unfortunately the patient died after two months of

operation which was known when we tried to contact

patient over telephone for follow-up. A study showed

that five patients died of the disease; four had received

first treatment. The study also showed 5 year overall

survival was 100% for patients with G1 disease and

77.8% for G2-3. In the same study, 5 year overall

survival was 92.3% for stage 1 and 33.3% for stage

≥220.

Conclusion:

Ovarian sex cord-stromal tumors are infrequent

tumors that differ considerably from the more frequent

epithelial ovarian tumors. The rarity of sex cord-stromal

tumor contributes to a low index of suspicion;

therefore, a thorough knowledge of the clinico-

pathologic and advanced radiologic and imaging

findings of these tumors is important. The prognosis

of patients with grade 1 SLCT is excellent without

adjuvant chemotherapy and that of advanced stage

or grade 2-3 tumors appear to benefit from

postoperative chemotherapy.
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