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ABSTRACT

Granulose cell tumours (GCTs) are a group of gyleggeal malignancy that occurs rarely, especiailghildren.
Isosexual precocious puberty in prepubertal gids several etiologies. Juvenile granulose cell wndGCT) is one of
the rarest causes that only accounts for 1% ahatian cancers. We report a 7 year old girl whtd@minal pain as well
as isosexual precocity, who presented as premttal@che and vaginal bleeding. Abdominal ultrasbrevealed a mass
in the right adnexa. Tumour markers were withinnmalr range. She underwent an exploratory laparotéonyumour
resection and right salpingo-oophorectomy. Histoplaigy reported a juvenile granulosa cell tumourtleé ovary.
Postoperatively, she experienced a cessation dhaialgleeding and regression of breast enlargengh#. has since been

followed up for one year with serial ultrasoundrscaonfirming that early stage disease has googhpsis.
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INTRODUCTION

Ovarian JGCT is a rare sex cord-stromal tumourlfdccounts for only 4-5% of ovarian tumours ofldten [2].
Scully (1977) described distinctive histologicaatigres of these granulosa cell tumours occurrirgigminantly in the
young age group and adopted the term Juvenile GrsaCell Tumours(JGCT) in contrast to the conwarai granulosa
cell tumours of adulthood [3]. A similar incidenbas been reported for this group of tumour througltioe world [4].
There are a group of cells in juvenile granulodataenours (JGCT) with ability to secret steroidrimmnes, similar to the
steroid hormone-secreting cells [5]. Clinicallyesle patients typically present with signs of hypteogienism—precocious
puberty due to excessive estrogen production. Camsymptoms include abdominal swelling, abdominahpabnormal
uterine bleeding, appearance of acne, breast emfamgt and occasional facial, axillary and or puigic appearance [4, 6].
Juvenile granulosa cell tumour, a subtype of ovasisomal cell tumours, has a favourable progniésignosed at early
stage. Recurrences are uncommon and typically aeithin the first year [7]. The prognosis of the@Gis excellent after
salpingo-oophorectomy in patients who have onlyriaveinvolvement [8]. Other modalities of treatmembwever, range

from surgical removal of the tumour to chemotherapgiotherapy and hormonal treatments [4, 9]. @lae limited data
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on these other therapies as most cases are cutiedsuwvgery alone and probably the rarity of thagsaedurs may be

responsible for the paucity of reports on otherapies.

CASE REPORT

A 7 year old girl who presented with recurrent aiédwl pain with abdominal swelling of 3 weeks digatand
bleeding per vaginam of 2 weeks duration. Compdadfgited back to 3 weeks prior to presentation wiadient started
experiencing abdominal pain located in the supreprégion and subsequently involved the lower abidaimuadrant.
Pain was of sudden onset, colicky in nature, nalatang with no known aggravating factor but fairglieved with
analgesia. Mother also noticed the presence obdorainal mass around the umbilicus which was fimd painful when

touched.

Two weeks before presentation, patient starteddblggoer vaginam which was bright red, scanty anttinuous
which warranted use of sanitary pad but no asstiphssage of blood clots. She had no prior histbripleeding
disorders, or bleeding from other orifices, traurabBnormal vaginal discharge, or sexual assault. é¥ew patient’s

complaints were preceded by breasts enlargementrasdnce of pubic hair for about 6 months.

Examination revealed bilateral breast enlargem€anifer’s Stage 3) [Figure 1]. No galactorrhoea evipheral
lymphadenopathy. The abdomen was distended witapld abdominopelvic mass occupying the right loalmtominal
guadrants, tender, firm and smooth. There wasessciémonstrable by shifting dullness. Vaginal exation revealed

pubic hair (Tanner’s Stage 3) [Figure 2]. There ba®d smear on the vulva but no active bleedingresentation.

A clinical assessment of most likely juvenile owaritumour to rule out malignant component was made.
Abdominopelvic scan revealed a fairly rounded hegeneous mass with some cystic component in the dgnexa
measuring 9.6cm X 8.1cm. There was ascites. Tleg, Ispleen and both kidneys were normal. Chesbgaaphy showed
no abnormality. Assay f@i-HCG, AFP and CA-125 were within normal. Inhibirnué not be done.

Figure 1. Showing Bilateral Breast Enlagement Figure 2: Presence of Pubic Hair Which waShaved
Just Before Surgery (UrethraCatheter In-Situ
on the Operation T&)
She underwent an exploratory laparotomy for tuma@section and right salpingo-oophorectomy. Thers wa
massive ascitic fluid about 1.5litre and a solghtiovarian tumour about 16cm X 10cm X 12cm in digien. The right

tube was grossly enlarged, oedematous and derdledyesd to the right ovarian mass [Figure 3]. Tlietidbe and ovary
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appeared normal. The uterus was normal for age.hEpatic, diaphragmatic, omental, bowel surfacewelksas pelvic

side walls were examined and free of metastasisstyro

Histopathology confirmed the diagnosis of juverglanulosa cell tumour without malignant potenttge had
since been followed up in clinic over one year wigmission of breast enlargement [Figure 4], naher bleeding per

vaginam and no re-growth of pubic hair. Abdominefetcan revealed normal left adnexa and uterus.

Figure 3: During Surgery, Showinthe Figure 4: Breast Regression Ding

Huge Ovarian Mass, Normal Uterus and Follow-Up Clinic
Left Appendages
DISCUSSION

Malignant ovarian tumours are rare in childrend8fl represent only 1% of all paediatric malignanmaurs [3].
Most of these are germ cell tumours [4, 5]. Grasaloell tumours (GCT) are divided into juvenile G&id adult GCT
based on clinical presentation and histology. ltkaa 5% of all ovarian GCTs occur prepubertallyd26]. In 70-90% of
cases, GCTs in the young female present with is@deprecocity [3, 7, 8]. Compared to juvenile G@hly 1% of all
cases of sexual precocity in prepubertal girlschre to granulosa-theca cell tumours (GTCT), an eaegr entity due to

the theca component [10].

Rapid onset of precocious puberty is indicativeanfovarian tumour [10]. Indeed, clinical suspicibormonal
investigations, and imaging will result in correltagnosis in most circumstances. Clinical manitésta of an ovarian
GCT may also include abdominal swelling, pain, @atpable mass. Juvenile GCT is usually large @uieg 12 cm) and
in most cases is limited to one ovary at the tirhdiagnosis [4, 11, 12]. Ascites is present in 180%patients [6, 10]. In the
case presented, it is worthy of note that all tHeatures were present and the presence of brdlastement and bleeding
par vaginam alongside a huge pelvic mass aideduhpicion of the diagnosis. In a retrospectiveaewvof 40 cases of
ovarian juvenile granulosa cell tumors, Plantaal€bund the first signs and symptoms were abdohpaa (52%) and
endocrine symptoms (48%) [13]. At diagnosis, 94% Abdominal signs such as increased abdominal girthpalpable
tumour. Sixty-eight percent had endocrine signprafcocious puberty. All girls diagnosed on the axi precocious

puberty were FIGO stage 1A [13] and so also wasd#se presented.
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The primary treatment of juvenile GCT and GTCTusgical [2, 4, 5, 6, 8, 10, 12-15]. The extent ofgery must
be carefully evaluated to preserve fertility andrhone function and unilateral oophorectomy is thet fchoice for
treatment; there is no role for simple ovarian eggimy [12, 13]. Staging should include peritor@ablogy, exploratory
laparotomy, and unilateral salpingo-oophorectom®].[For more extensive disease, staging operatimuld include
unilateral oophorectomy or salpingo-oophorectonotalt omentectomy, resection of any metastatic fesirom the
peritoneal surfaces, pelvic and periaortic lympmedéomy, and peritoneal cytology [12, 13, 16]. R®ifal ovarian
involvement is uncommon in stage 1A tumors and webigpsy is not recommended if the contralaterarp\appears
grossly normal [16]. Prognostic factors include skege of the tumour, the size of the tumour, #greke of nuclear atypia,
and mitotic activity [10]. Chemotherapy is not r@qd in patients with stage 1A tumors [16], nor sldeappear to be
indicated for tumours that have been complicatedupyure [16]Expert pathologic review is recommended to enshee t
correct diagnosis of this rarely encountered nessplfl1]. Treatment for more disseminated, metastati recurrence of
tumours that are Stage 1C or higher is more ditfi€ptimal adjuvant treatment is not known [7, 1@]. Serum estradiol,
CA-125, and inhibin may be used for follow-up pgetatively [10, 17].

Fortunately, prognosis and outcome for juvenile GI0@ GTCT are good in most cases. It is a hormpiaalive
tumour, thus diagnosis can be made quickly in estdge disease. In Cronje's tumor registry revig®cocious puberty
subsided and physiologic puberty occurred at thenabexpected age in all cases after tumour remd@l The most
favorable prognostic factor for juvenile GCT islgastage disease [15]. Most juvenile GCT recurrenmecur in the first
year after initial diagnosis, but may be as latd gears [18]. Recurrence is usually rapid, leadindeath within 13 to 16

months. Close surveillance may be warranted fonger duration [18].

There does not appear to be a consensus on agieopastoperative assessments and follow-up ifiténature.
The follow-up of our patient consisted of clinicdsessments (history/physical) and pelvic-abdonimadging. She has

been followed every 3 months for 1 year; she remfiimour free clinically or radiographically.

Juvenile granulosa cell tumour of the ovary is gyvare ovarian tumour and a rare cause of perghpeecocious
puberty. The treatment of choice is surgery whichdcessary for histological diagnosis, stagind,ramission of clinical
signs of precocious puberty. An excellent progn@sisossible in an early stage disease and ourgrasentation confirms

the good prognosis and complete remission of @dlrsgmptoms following surgery.
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