CASE REPORT

IJHNS

10.5005/jp-journals-10001-1253

Monophasic Synovial Sarcoma of the Lower Eyelid:
Rare Tumor involving Rare Site
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ABSTRACT

Aim: Synovial sarcoma of eyelid is extremely rare. We are
reporting a case of massive synovial sarcoma of lower eyelid
extending to soft tissues over the anterior wall of maxilla.

Case report: A58-year-old male patient presented with a large
mass involving the left lower eyelid and extending over the
soft tissues of the anterior wall of the maxilla since 15 years.
Clinical examination showed a firm soft tissue mass measuring
16 x 8 x 6.cm involving the left lower eyelid and extending to soft
tissues over the maxilla. The mass showed ulceration and was
bleeding on touch.

Computed tomography scan showed an exophytic lobulated
heterogeneously enhancing mass lesion with intense enhancing
capsule measuring 14x9.3x8.4cm with few internal areas
of necrosis arising from left preseptal region. The lesion was
causing erosion at the medial wall and floor of left orbit.

It was clinically diagnosed as hemangiopericytoma. The
patient was taken up for surgery and wide excision of the
tumor and medial maxillectomy was done. The defect was
reconstructed with a glabellar flap.
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INTRODUCTION

Synovial sarcomas are rare and account for 5% of all soft
tissue sarcomas. Six to 8% of synovial sarcomas occur
in head and neck.! They are known as synovial sarcoma
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because they histologically resemble synovium but are
known to arise from pluripotent mesenchymal cells.?
Here we report one such rare case of monophasic synovial
sarcoma arising from the lower eyelid.

CASE REPORT

A 58-year-old male patient presented to our outpatient
department with swelling arising in the left lower eyelid
and extending over the soft tissues of the anterior wall
of the maxilla. He noticed the swelling in the lower
eyelid region 15 years back, which was slow growing
and rapidly increased in size in the last 1 year. Clinical
examination showed a firm mass with ulceration
measuring 16 x 8 x 6 cm, involving the left lower eyelid
and extending to soft tissues over the maxilla. The mass
showed ulceration and was bleeding on touch. The
ipsilateral eye was covered with the mass and there was
only perception of light in the left eye (Fig. 1).

Computed tomography scan demonstrated exophytic
lobulated heterogeneously enhancing mass with intense
enhancing capsule measuring 14 x9.3 x 8.4 cm with few
internal areas of necrosis arising from left preseptal
region of the lower eyelid. Posteriorly the mass was seen
extending into the left orbit. Globe appeared intact but
was displaced posteriorly and inferiorly. The lesion was
causing erosion at the floor of left orbit, medial wall of
maxilla, maxillary sinus, and nasal cavity (Fig. 2).

As the patient had active bleeding on presentation and
earlier biopsy had shown hemangioma, clinical diagnosis
of hemangiopericytoma was done. The patient underwent
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Fig. 2: CT PNS showing heterogeneously enchanting mass lesion
arising from left preseptal region from lower eyelid, causing erosion
of medial wall and floor of left orbit

wide excision of the tumor and medial maxillectomy.
Postoperative defect was reconstructed using a glabellar
flap (Fig. 3).

Histopathology showed tumor having both hypocellu-
lar and hypercellular areas. The hypercellular component
showed spindle to oval-shaped cells arranged in storiform
pattern around many capillaries. These cells showed intra-
cytoplasmic vacuoles in some foci. The nucleus was oval
to spindle shaped with vesicular chromatin. The hypocel-
lular areas showed hyaline/desmoplastic change. Mitotic
activity was sparse. Large arborizing, varied-sized blood
vessels were seen within the tumor (Fig. 4).

On immunohistiochemistry, the cells expressed CD 34,
CD 99, and bcl2 and were negative for EMA, CK, and CD31.

Diagnosis of monophasic synovial sarcoma was
made and adjuvant radiotherapy was advised. However,
the patient refused radiotherapy. The patient has been on
regular follow-up and is asymptomatic till date.

DISCUSSION

Synovial sarcoma was first described by Simon in 1865.
The name was first coined by Sabrazes in 1934.% As per
World health organization, synovial sarcoma is defined as
“Mesenchymal spindle cell tumors” that display various
epithelial differentiation, including glandular formation
and have a specific chromosomal translocation t(X;18)
(pl1;q11).4

Synovial sarcoma is known to arise from undiffer-
entiated or pluripotent mesenchymal cells. Initially it
was thought to arise from synovium.” Majority of these
tumors are associated with chromosomal translocation
between chromosome 18 and X that results in the fusion
of the SYT genes located on chromosome 18 and the S5X-1
or SSX-2 gene on chromosome X.°

Synovial sarcomas in head and neck region are rare
accounting for 6 to 8% of all synovial sarcomas. Most

B SR N N % P VAN LN TS e L

Fig. 4: Histopathology slide showing monophasic synovial sarcoma
showing spindle cells arranged in whorled and storiform pattern

common site is the hypopharynx. They are seen more in
males aged 15 to 40 years."?

Types

* Monophasic epithelial type
* Monophasic spindle cell type
* Biphasic type
e Poorly differentiated type (Enzinger and Weiss).”
Immunohistiochemistry helps in differentiating other
poorly differentiated sarcomas, neurogenic sarcoma,
and hemangiopericytoma. Epithelial components stain
positive for cytokeratin and spindle cells stain positive
for Vimentin.>* Synovial sarcomas are also immunoreac-
tive to EMA, S100, Bcl-2, CD 99, and Calponin. But
there are no specific or sensitive immunohistochemical
markers.%?
Detection of t(X;18)(SYT;SSX) translocation using
reverse transcription polymerase chain reaction is dia-
gnostic of synovial sarcoma. Biphasic synovial sarcomas
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commonly show SYT-SSX 1 translocation and monophasic
synovial sarcoma is positive for SYT-SSX 2 translocation.>”

Surgery is the mainstay of treatment with adjuvant
radiotherapy advocated for high-grade tumors. Head and
neck synovial sarcomas are aggressive tumors, but some
have better prognosis, probably due to early detection.®

Five-year survival rate is around 25 to 55%, with high
chances of metastasis to lungs and bones."”

CONCLUSION

Head and neck synovial sarcomas are rare aggressive
tumors. Adequate surgical resection followed by radio-
therapy remains the mainstay of the treatment.
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