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Abstract Case Report

Primary synovial sarcoma of lung is an extremely rare tumor. We report a case of a 50 year old male, who complained
shortness of breath and hemoptysis. He had heterogeneously enhancing soft tissue density in right upper lobe. Trucut
biopsy revealed spindle cell neoplasm and he underwent right lobectomy. Histopathological examination of lobectomy
specimen revealed monophasic variant of synovial sarcoma. On immunohistochemistry tumor cells positive for
vimentin, bcl-2, CD99 and immunonegative for cytokeratin. Based on clinical, imageological, histopathology and
immunohistochemistry finally concluded it as primary synovial sarcoma of lung.
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INTRODUCTION

Most of the lung tumors are malignant in
origin and carcinoma by nature. Primary synovial
sarcoma of lung is an extremely rare tumor, accounting
for less than 0.5% of all lung tumors[1]. The variety of
soft tissue sarcomas reflects the range of the
mesenchymal tissues present in the lung. Three most
common sarcomas include leiomyosarcoma,malignant
fibrous histiocytoma and synovial sarcoma.

Pulmonary SS usually presents in young to
middle age adults and shows no gender predilection.
Cough, often with haemoptysis is the most common
clinical manifestation, followed by chest pain. Low-
grade fever and weight loss are rare. These tumours can
also present as incidental tumours on chest X-ray.The
diagnosis of primary pulmonary synovial sarcoma
requires clinical, radiological, pathological and
immunohistochemical investigations to exclude
alternative primary tumors and metastatic sarcoma [2].

CASE REPORT

A 50-yr-old male presented with cough with
expectoration for 1 month, he had three episodes of
hemoptysis in a one month period. He was also
complaining of shortness of breath. He had past history
of hemoptysis 3 months, subsided on treatment. He was
chronic smoker and alcoholic.

On examination there were no pallor,
lymphadenopathy and oedema. His pulse -86/min,

blood pressure — 130/88 mm Hg and respiratory rate- 24
breaths/min. Examination of respiratory system
revealed decreased movement of the right side chest
wall. Examination of abdomen did not reveal any
lymphadenopathy, ascites and hepatosplenomegaly.

Biochemical and hematological investigations
were within normal limits. Mass lesion in right lung
was seen on chest x-ray. Computed tomography scan it
reveals solitary well defined irregular heterogeneously
enhancing soft tissue density lesion measuring
10x8.8cm in right upper lobe suggestive of malignant
neoplasm was given (Figure 1).

Computed tomography guided biopsy was
done and patient was releaved symptomatically and
patient was discharged. On histopathological
examination of lung biopsy possibilities given as
synovial sarcoma, spindle cell variant of sarcomatoid
carcinoma, small cell carcinoma with predominantly
spindle cell exhibition.

After one month period the patient presented
with  similar compliants, he underwent right
posterolateral thoracotomy with right lobectomy under
general anesthesia. Procedure and post-operative period
uneventful.

We received right lower lobectomy specimen,
on cut section well circumscribed grey white soft solid
lesion(Figure 2). On histopathology showed only
spindle cells arranged in fascicles, bundles with
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increased mitosis and areas of necrosis and diagnosis given as primary synovial sarcoma of lung.
hemorrhage(Figure 3). On immunohistochemistry Further follow up of patient symptoms subsided but
tumor cells expressed epithelial membrane antigen, complaining of loss of apetite.

vimentin, CD 99, Bcl 2 (Figure 4). Hence final

Fig-1: Axial (a) coronal (b) contrast enhanced ct images showing a large ill defined irregular heterogeneously enhancing
soft tissue density lesion measuring noted in right hilar region (arrow in a) causing obstruction oh right upper lobe
bronchus(arrow in b).

Fig-3: Microphotograph with spindle cells arranged in fascicles éna bundles with |ncreased m|t03|s (Hematoxylin and eosin
10X).
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Fig-4: Mlcrophotograph showmg dlffuse cytoplasmlc posmwtyln neoplastlccells (Bcl2 10X).

DiscussioN

Synovial sarcoma is a rare mesenchymal
tumor, accounting for 10% of all soft tissue tumors.
Synovial sarcoma typically presents in adolescents and
young adults, most commonly in the soft tissues of the
extremities but neck, lung, heart, mediastinum and
abdominal wall sites have been reported [3].

SS is a highly aggressive tumor affecting
males more often than females and seems to be strongly
related to cigarette smoking [4].

Primary pulmonary synovial sarcomas are of
four  subtypes- monophasic  fibrous  (spindle),
monophasic  epithelial,  biphasic and  poorly
differentiated [5]. Among them the monophasic
neoplasm subtype occurs most often in the lung[6]. Our
case showed only spindle cells arranged in fascicles and
bundles with increased mitosis.

Immunohistochemistry of synovial sarcomas
show immunoreactivity for cytokeratins, epithelial
membrane antigen, 30% of them are S-100 positive,60-
70% CD99 and 75-100% Bcl-2 positive[7].

The most important and common differential
diagnosis is metastatic SS to the lung, which needs to
be excluded with a thorough clinical and radiologic
examanatinon. Otherwise the differential diagnosis is
wide and includes both more common epithelial and
other rare mesenchymal tumours, such as spindle cell
carcinoma, malignant mesothelioma, small cell
carcinoma, thymoma, fibrosarcoma, smooth muscle
tumour, and malignant peripheral nerve sheath tumour
and ewing sarcoma. The distinction is usually made on
the basis of histologic and immunohistochemical
features. In difficult cases, detection of specific
cytogenetic/ molecular abnormality might be useful.

Synovial sarcoma is associated with the
t(X;18) (p11;ql1l), resulting in either the SYT-SSX1 or
SYT-SSX2 fusion genes and subsequent transcripts,

SYT-SSX 1 gene is associated with biphasic subtype
and prognosis is bad, where as monophasic subtype
may have either one of two fusion transcripts, SYT-
SSX1 or SYT-SSX2. All tumors with SYT-SSX 2 gene
show monophasic morphology[8].

Treatment of these tumors is wide surgical
resection with removal of the tumor with free surgical
margins with or without radiotherapy for local control
[9]. The prognosis for patients with pulmonary synovial
sarcoma is poor with an overall 5-year survival rate of
50%. Extensive clinical examination, followed by full
body CT scan to exclude primary synovial sarcoma
located peripherally and distant metastases.

CONCLUSION

Primary synovial sarcoma of lung is an
extremely rare and aggressive tumor. Clinical,
imageological, histopathological and
immunohistochemistry correlation were necessary to
confirm the diagnosis and to exclude other malignant
neoplasms. Long term follow up was necessary due to
its aggressiveness and recurrence.
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