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Case Report

Unusual metastatic sex cord stromal tumor - staging and
response assessment
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ABSTRACT

Metastatic sex cord stromal tumor (SCST) is rare and contributing <1% of ovarian tumors. A 42-year-old female
presented with lower abdominal pain for 2 months. Ultrasonography revealed masses in the abdominal and pelvic.
USG guided biopsy from the pelvic mass revealed SCST. For staging, whole body F-18 fluorodeoxyglucose positron
emission tomography-computed tomography was performed and revealed heterogenous mildly FDG avid
retroperitoneal and bilateral pelvic masses with lung nodules. To confirm the nature of the lung nodule; PET-CT
guided biopsy performed and revealed metastatic SCST. After three cycle of chemotherapy, clinical, biochemical and
imaging show partial response to treatment.
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INTRODUCTION

Sex cord-stromal tumors of ovary are uncommon tumors.
Histopathologically, they are differing from epithelial
tumors of the ovary and arises from the primitive sex
cords or stromal cells. These cell types may be present
separately or admixed and display 3 main categories of
tumors: pure stromal tumors, pure sex cord tumors, and
mixed sex cord-stromal tumors.>® Age wise distribution
of the tumor is wide. The clinical presentation may be
due to either mass effect of the lesion or sex steroid
hormonal production by the tumors.*> Most of the tumors
are low-grade disease (stage 1) and usually follows a
nonaggressive clinical course. Therefore, the primary
treatment is surgical and the prognosis is favorable.! The
distant metastasis in this subgroup of ovarian tumor is
rare and responsible for poor outcome.®’” Ultrasound is
common initial imaging modality. Cross-sectional

imaging’s, like CT or MRI, show an adnexal mass or
masses. Whole body F-18 FDG PET/CT is an integral
step for evaluation of patients with diagnosed and
suspected malignancy.®2 Many of the sex cord-stromal
tumors is misleading like higher stage at initial stage and
often follows a more aggressive course and associated
with a fatal outcome.® In present case authors highlighted
the utility of F-18 FDG PET-CT in metastatic sex cord
stromal tumor.

CASE REPORT

A 42-year-old female presented with lower abdominal
pain for 2 months. Pain was dull in nature and remains
throughout the day in variable intensity. She was on
regular analgesics but no significant improvement was
noted. She has a past history of hysterectomy 18 year
back due to non-specific complains. There was no other
significant contributory past and family history.
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Figure 1: F-18 FDG PET MIP (Figure 1a) reveals abnormal ill-defined hot spots in the midline lower abdomen and
pelvic regions (arrows). Corresponding coronal and trans-axial CECT and fused PET-CT (Figure 1b-i) reveal
heterogeneous mildly FDG avid heterogeneously enhancing soft tissue masses in pre and paraaortic region at the
level of the L3-L5 vertebrae (SUVmax 4.5; ~6.6x8.3x8.3 cm) (Figure 1b-c), bilateral external (right side SUVmax
3.0; ~4.2x3.7 cm) (left side SUVmax 3.8; ~3.3x3.0 cm) (Figure d-e) and right internal iliac (SUVmax 3.8; ~4.9x4.8
cm) region and left side of the vaginal vault (SUVmax 4.1; ~3.8x3.8 cm) (Figure 1 f-g). Low grade FDG avid
(SUVmax 1.8) variable sized a few pleural based and parenchymal lung nodules (Figure 1 h-i) are also noted in the
bilateral lung fields.

On general and physical examination, there were palpable
abdominal and pelvic masses. USG abdomen reveals
~80x37x45 mm sized mass lesion in the right adnexa and
~79x47x72 mm sized soft tissue mass in the paraaortic
region at umbilical level. USG guided biopsy from the
right pelvic mass reveal sex cord stromal tumor. After the
IHC analysis, tumor cells were immune-positive for
calretinin (dim), Inhibin (dim) and ER and immune-
negative for CK, EMA, SALL4 and chromogranin. On
biochemical analysis, CA-125 ~23.1 U/ml (<35.0), alpha
feta protein (AFP) ~6.84 1U/ml (<7.22 1U/ml), inhibin A
~92.2 pg/ml (<1.0-2.0), inhibin B ~82.4 pg/ml (<33.0),
human chorionic gonadotrophin hormone <2.39 miU/ml
(0-5), lactate dehydrogenase (LDH) ~271.3 U/l (313-618)
were noted. For disease staging whole body F-18
fluorodeoxyglucose positron emission tomography-
computed tomography (F-18 FDG PET-CT) was
performed. PET-CT revealed low grade FDG avid
variable sized a few pleural based and parenchymal lung
nodules, heterogeneous mildly FDG avid
heterogeneously enhancing soft tissue masses in the
retroperitoneum (SUVmax 4.5; ~6.6x8.3x8.3 cm) at the
level of the L3 -L5 vertebrae, bilateral external regions
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(right side SUVmax 3.0; ~4.2x3.7 cm) (left side
SUVmax 3.8; ~3.3x3.0 cm) and right internal iliac region
(SUVmax 3.8; ~4.9x4.8 cm) and left side of the vaginal
vault (SUVmax 4.1; ~3.8x3.8 cm) as shown in Figure 1.
PET-CT guided biopsy was performed from the lung
nodule and revealed metastatic sex cord stromal tumor.
Patient was scheduled for chemotherapy (bleomycin,
etoposide and cisplatinin). After the 3 cycle of
chemotherapy there was significant improvement on
abdominal pain was noted. On biochemical analysis;
Inhibin A ~12.2 pg/ml (<1.0-2.0) and Inhibin B ~34.4
pg/ml (<33.0) were noted. Follow-up PET-CT showed
significant decreased in size, number and SUVmax of the
lung nodules, retroperitoneal and pelvic masses.

DISCUSSION

Sex cord-stromal tumors of ovary comprise ~5-7% of all
primary ovarian tumors.! Histopathologically, this group
of tumor is arising from stromal cells like theca cells,
fibroblasts, and Leydig cells whereas the primitive sex
cords include granulosa cells and Sertoli cells. These
tumors are classified into 3 main categories: pure stromal
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tumors, pure sex cord tumors, and mixed sex cord-
stromal tumors. So, when ovarian sex cord-stromal tumor
is suspected, levels of inhibin, estradiol, testosterone, and
AFP should be obtained. Inhibin levels may be elevated
in granulosa cell tumors.* Granulosa cell tumors may
also present with elevated estradiol, and Sertoli-Leydig
cell tumors may present with elevated testosterone or,
rarely AFP.1°

Most of the tumors are have a favorable nonaggressive
clinical course. The lymph node and lung metastasis in
this subgroup of ovarian tumor is very rare (~1%) and
responsible for poor outcome.5” As like other ovarian
tumors, disease distribution may be difficult to determine
with limited field imaging so whole body PET-CT should
be performed because many of the sex cord-stromal
tumors is misleading like higher stage or residual
recurrent disease often follows a more aggressive course
and associated with a fatal outcome.’%! In present case
authors highlight the imaging and biochemical benefits in
the metastatic granulosa cell tumors.
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