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ABSTRACT v

Synovial sarcoma is malignant soft tissue with varying of mesenchymal.and eplthellal d:fferentlatlon This tumor.
usually occurs in paraarticular region and uncommonly within the articular cavity-of upper and lower extremities.
On rare occasions it occurs in areas without any apparent relationship to synovial structures such as abdominal
wall, tongue, and parapharyngeal region.Primary tracheal tumors are relatively uncommon estimated 2.7 new
cases per million per year.Sarcomas are rarely seen as a primary: trachal tumor.Only one case of primary
synovial sarcoma of trachea was reported. v ‘

We report a case of primary synovial sarcoma of trachea ina 10 years old.female. The:patient underwent -
tracheal resection.The tumor was composed of spindle shaped cells tn fascicular; pattem :and a few cystic
structures. The tumor-cells showéd positive: reaction for eplthellal membrane ant:gen (EMA) and cytokeratln
(Tanaffos 2002;1(1):55-60)

INTRODUCTION

Synovial cell sarcoma is a malignant soft  cases per million per year(7). We present a case of
tissue tumor with varying degrees of  primary synovial sarcoma of trachea and review its
mesenchymal and epithelial differentiation. This clinical, radiological, and pathological aspects.
tumor is usually occurred in para-articular
regions and uncommonly within the joint cavity ~ CLINICAL SUMMARY
of extremities. It is rarely encountered in areas Al0-year old girl, was admitted for severe dyspnea,
with no apparent relationship to synovial  respiratory distress and stridor with the diagnosis of
structures such as abdominal wall, tongue and  ypper respiratory obstruction. She had experienced

parapharyngeal region. Primary tracheal tumors  proeressive dyspnea for one year and was being treated

are relatively -- uncommon estimated 2.7 new for asthma. An episode of dyspnea was developed 3

years ago, when she was intubated with the probable
Correspondence to :Mir-Afsharieh SA diagnosis of croup.Then a few days later, symptoms
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The results of the physical examination were

remarkable for respiratory distress (using
accessory muscles, with suprasternal retraction).
Bronchoscopy revealed a glossy smooth red
mass in the right lateral wall of trachea,
extending to 1.5cm bellow the true vocal cords
and also occupying nearly 90% of the lumen.

Computed tomography demonstrated a 3.5 — 4
cm intratracheal mass without any extension
outside the tracheal wall with its distal extension
4.5cm above the carina. There was no evidence
of lymphadenopathy (Figl).

At this stage, biopsy and resection were
performed through bronchoscopy to reduce the
obstruction and obtain pathologic specimens
were taken . Pathologic studies revealed spindle
cell tumor. |

The patient underwent tracheal resection
through a transverse cervical incision. Surgeon
cut the thyroied isthmus and tumoral mass was
thyroied isthmus and tumoral mass was
explored.The mass was located at the beneath of
the right-lobe.Specimens were obtained from the
thyroid

(cricoid), and the lower margin (trachea) were

adjacent tissue, the upper margin
sent to pathology department for frozen section,
however, all the four samples were revealed to
have no tumoral involvement. About 3.5 em of

N
trachea was resected and end-to-end anastomosis

Fig 1.Ct scan shows an intratracheal mass
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Fig 2. Surgical exposure of tumor

of trachea and cricoid was performed (Fig2). The
patient recovered uneventfully and was discharged on
the 7 th postoperative day.

PATHOLOGIC FINDINGS
-Macroscopy

A resected sample of trachea had 2 cm length, with
an external diameter of 1.8cm. On section a grayish
cream, solid tumor was observed, protruding into the
lumen, and measured 2 X 1.5x 1 cm .

- Microscopy

The tumor consisted of spindle-shaped cells with a
fascicular pattern and a few cystic structures (Fig3-4) .
The spindle-shaped cells were compact, and they also
have vague cytoplasmic borders and hyperchromic

-nuclei (Fig5). Few mitoses were dispersely visible

(Fig6).
Tumoral invasion was observed in both tracheal
mucosa and among mucosal glands. The surface of the
tumor was ulcerated and granulation tissue was formed;
meanwhile, tumor was not extended outside the
trachea. Immunohistochemcal staining, demonstrated a
diffuse strong positivity for epithelial membrane

antigen (EMA) (Fig7) and a focal positivity for
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Fig.7 Fig8 .
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cytokeratin (Fig8) in tumoral cells. These
findings suggest the diagnosis of synovial cell

sarcoma.

DISCUSSION

Chronic obstruction of upper airways which is
frequently mistaken for asthma and chronic
obstructive pulmonary diseases, is resulted from
different

infections, ectopic thymic or thyroid tissue,

causes such as granulomatousis

thyroglossal ~ cysts, joint disorders like
rheumatoid arthritis, immunologic disorders like
wegner’s granulomatosis, vascular disorders like
aortic aneurysm, and tumors. Squamous cell

carcinoma, tracheal submucosal tumors,

plasmocytoma, lymphoma, kaposi sarcoma,
thyroid cartilage condroma; pulmonary, thyroid,
esophageal and metastatic carcinomas are the
neoplastic causes of airway obstruction (3).
Smith. described the

sarcoma in 1927(6). Synovial cell sarcoma is a

first synovial cell

rare soft tissue tumor that comes fourth after
malignant  fibrohistiocytoma,liposarcoma,and
rhabdomyosarcoma .It occurs primarily in the
para-articular regions of the extremities, (85-
95%) usually associated with tendon sheaths,
bursae and joint capsules. It is uncommon in
joint cavities and rarely encountered in areas
with any apparent relation to synovial structures
such as the abdominal wall and tongue. About 5-
15% of synovial sarcomas arise in the head,
neck and trunk. Macroscopically, synovial
sarcomas are usually well defined, lobulated,
and commonly invested by a thin pseudocapsule.
On section, they are yellow to gray- white with
necrotic, hemorrhagic, cystic, and -calcified
regions (2).

Micriscopically they can be classified into the
(a) classic biphasic; (b) monophasic with spindle
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shaped cells;(c) monophasic epithelial type; and (d)
poorly differentiated type (2).

The classic biphasic type is recognized by the
coexistence of both epithelial and spindle-shaped cells.
Epithelial cells are less atypical with relatively well-
defined cytoplasmic borders, and abundant acidophilic
cytoplasm. They are disposed in cellular islands,
glandular structures cryptic spaces and papillary
structures.Spindle-shaped cells are characterized by
fascicular, storiform or sometimes myxoid patterns.
They have hyperchromic nuclei and small amounts of,
pale-staining cytoplasm.

differentiated

composed of round cells with hyperchromic nuclei and

Poorly synovial sarcomas are
scant cytoplasm. They are arranged in cellular sheets
resembling those of round-cell malignancies, such as
(PNET) (2,6).

Collagen synthesis, hyalinisation and calcification are

Primary Neuroectodermal Tumor

other characteristic features that are present in
sarcomas (4).

Immunohistichemical studies reveal positivity for
epithelial membrane antigen (EMA) and low molecular
weight of cytokeratin.Electron microscopy revealed
epithelial cells which contain rough and smooth
endoplasmic reticulum, mitochondria, prominent golgi
apparatus, intermediate filaments, tonofilaments,
microvilli on the ductal surface of cells, and cell-basal
lamina junctional complex (2,6).Balanced
translocation of t(X:18)(p11:qll1) and linked gene,
SYT-SSX, can be found in most cases of synovial
sarcoma (2,6).

The head and neck region is the second most
common site of synovial sarcoma, accounting for up to
9% of all cases. Most of these tumors seem to originate
in the paravertebral connective tissue and manifest as a
retropharygeal mass near the carotid bifurcation (6).
Synovial sarcomas have been rarely reported in soft
palate, maxillofacial region, mandibular angle, and
esophagus. Most cases of head and neck synovial

sarcomas occur in young adults.
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The only report of primary tracheal synovial
cell sarcoma was described in the departments of
cardiothoracic surgery and pathology in medical
college of Wisconsin, USA (8).The patient, a
20-year old man, was brought to the emergency
department with respiratory distress, stridor and
wheezing: ‘Despite systemic  steroid
administration, no improvement was revealed.
Progressive  dyspnea, stridor, intermittent
hemoptysis, coughing episodes,and weight loss
more than 15 kg developed over a three-month
period and a three-year history of controlled
asthma were  other clinical features.
Bronchoscopy revealed a smooth tracheal tumor
extending to 3cm below the true vocal cords.

Computed tomography demonstrated a 3cm
intratracheal mass extending outside the tracheal
wall . Metastatic work up of the chest, abdomen,
pelvis and also bone scan were
negative.Tracheal resection followed by radio-
chemotherapy was performed (8).

Pulmonary metastasis has been reported in
some 40% of patients with head and neck
synovial cell sarcomas, a mean of 30 months
after resection. Meanwhile, delay in diagnosis
and narrow surgical margins for resection have
been shown to worsen prognosis (8).

The diagnosis of synovial cell sarcoma is
according to the classic biphasic morphology of
tumor cells and positivity for cytokeratin and

epithelial membrane antigen (EMA) (2,6).

Invasive fibrous tumor of tracheobronchial tree is the
most important differential diagnosis of synovial cell
sarcoma that could be simply distinguished according

to the mitotic figures, cystic structures and
immunohistochemical staining for cytokeratin and
EMA (6,9).

Total resection of tumor without lymphadenopathy is
the optimal treatment for synovial sarcoma of head and
neck is wide surgical excision of the tumor without
lymphadenectomy. Radiotherapy has been shown to
improve local control of the tumor(8).

Considering the local recurrence of the tumor and

appearance of metastases as late as 62 months after
resection, long- term follow up with neck and chest CT
is strongly recommended.
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