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Abstract
Synovial sarcoma is a rare malignant 

mesenchymal neoplasm of youth with no 
benign counterpart. This cancer typically 
occurs about the knee and ankle joints. The 
involvement of the head and neck region is 
rare, and the laryngeal location is exceptional, 
which make the correct diagnosis challenging 
for the surgical pathologist and unanticipated 
for the clinician. Up to our knowledge, only 14 
cases have been reported so far within this site. 
Here we add a new case in a 26-year-old Saudi 

man who presented with voice change and 
dysphagia, which are common symptoms of a 
more common benign condition in this site. The 
patient was operated and the histopathological 
diagnosis of synovial sarcoma was made, 
after which he received radiotherapy with 
no recurrence after 20 months. The correct 
diagnosis is crucial in such a case for proper 
management.
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Introduction
Synovial sarcoma is a malignant mesenchymal 

tumor of unknown histogenesis that develops 
most commonly in young adults. It accounts for 
about 5 -10% of all soft tissue sarcomas. More 
than 80% of cases occur in the extremities, 
particularly about the knee and ankle joints. The 
head and neck region is a relatively rare location, 
in which the hypopharynx is the most common, 
and the larynx is probably the least often affected 
anatomic site. The literature includes about 14 
cases of synovial sarcoma of the larynx. Here we 
report a new case of laryngeal synovial sarcoma 
with literature review. 

Case Report
A 26-year-old Saudi gentleman, not known 

to have any medical illness, presented to the 
ear, nose and throat outpatient clinic of King 
Fahd Hospital of The University, with one year 
history of slowly progressive change in voice 
and dysphagia to both fluid and solid food. He 
denied any history of fever, night sweat, cough, 
hemoptysis, dyspnea, or any other respiratory 
symptom. Clinical examination revealed a mass 

arising from the left vallecular area, measuring 
4x5 cm, partially obstructing the airway passages, 
not pulsating, and covered by intact mucosa. 
The lateral view of cervical X- ray and MRI 
study revealed a huge mass with wide base that 
originated from the left vallecular region and left 
glossoepiglottic fold, allowing a narrow slit for 
airway passage (Figure 1). Chest X-ray and all 
laboratory work-up were within normal limits. 
Based on the clinical evaluation and radiological 
investigations, the differential diagnosis was 
benign cyst versus a malignant mass.

Patient was operated using the microscopic 
CO2 laser  technique, kept intubated in the 
intensive care unit for one day because of the 
noted immediate supraglottic edema, and then 
to the regular ward  and discharged in the 4th 
post-operative day in a stable condition. He 

Fig. 1 : Radiological appearance of the tumor.
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was referred to the oncology center in King 
Faisal Specialized Hospital where he received 
radiotherapy. Radiological studies revealed no 
recurrence of the tumor after 20 months. 

Histopathological Features
The specimen received consisted of 

fragmented, grayish white and dark brownish, 
slightly firm tissue aggregated to 6x4x1.5 cm. 
Microscopically, the features of the tumor were 
those of a biphasic synovial sarcoma (Figure 2), 
including both epithelial component in the form 
of cuboidal cells lining clefts, glands, and cyst 
with papillary enfolding, as well as extensive 
sarcomatous component composed of spindle 
and oval cells, with no special pattern. Necrosis 
and calcification couldn’t be demonstrated, but 
mild nuclear pleomorphism and about 10 mitoses 
per 10 high power fields were detected.

Immunohistochemistry was performed using 
antibodies to pankeratin, epithelial membrane 

antigen, vimentin, CD99, BCL-2, CD34, facror 
VIII, actin and desmin. The epithelial component 
was positive for CK (Figure 3A) and EMA. 
Spindle cells were diffusely immunoreactive for 
vimentin (Figure 3B). Moderately strong and 
diffuse positivity of tumor cells is also noticed 
for CD99. BCL-2, CD34, factor VIII, actin and 
desmin were negative.

Discussion
Synovial sarcoma is a malignant mesenchymal 

tumor of unknown histogenesis that develops 
most commonly in young adults. It accounts 
for about 5 -10% of all soft tissue sarcomas. 
It is a misnomer because this malignancy is 
only rarely found within joints and it has no 
immunohistochemical relationship with the CK-
negative normal synovium(16, 17). More than 80% 
of cases occur in the extremities. The head and 
neck region is a rare (3-9%) but well-known 
location of synovial sarcoma. The most common 

Fig. 2 :  A: the spindle and oval cells forming the sarcomatous component of the biphasic synovial sarcoma. B, C 
and D: the epithelial cells appear lining clefts in B; gland–like structures in C; and cystic spaces with papillary 
enfolding in D.



54

Laryngeal Synovial Sarcoma, A.M. Al-Nemer, et.al

site in the head and neck is the hypopharynx. 
Other head and neck locations include the cervical 
or parapharyngeal regions, masticator space, soft 
palate, tongue, suboccipital and infratemporal 
fossa regions, and sinonasal space.  Involvement 
of the larynx is very rare. The literature includes 
about 14 cases of synovial sarcoma of the larynx 
(Table 1).  Microscopically, the typical example 
of this tumor has a biphasic pattern resulting 
from the admixture of gland-like areas and a 
sarcomatous stroma. Exceptionally, squamous 
metaplasia is seen in the epithelial component. 
Hyalinization, calcification, osseous metaplasia, 
or cartilaginous metaplasia can be present in 
the sarcomatous component; and sometimes, 
the osteoid and bone formation is so extensive 
as to obscure the true nature of the neoplasm. A 
monophasic variant of synovial sarcoma, with 
the advent of IHC, has come to outnumber the 
biphasic type by a ratio of 2 to 1 in relatively 
recent series(16). A predominantly epithelial 
synovial sarcoma may be misdiagnosed as 
an adenocarcinoma. Conversely, an incorrect 
diagnosis of fibrosarcoma may be made when 
the spindle-cell component predominates. 
Immunohistochemically, there is strong reactivity 
for keratin in the epithelial areas and often in the 
spindle cells as well. CEA, epithelial membrane 
antigen and vimentin (in spindle cell areas) are 
also expressed by this tumor. It has also been 
found that a significant number of cases of 
synovial sarcoma are immunoreactive for O13, 
BCL-2, and occasionally for S100 (30%). They 
are negative for CD34. Synovial sarcoma has 
been found to be associated in about 90% of 

the cases with the chromosomal translocation t 
(x;18) (p11.2; q 11.2); this aberration is present in 
both the biphasic and monophasic types. Primary 
malignant tumors of larynx are predominantly 
squamous cell carcinomas. Unusual tumors 
in this site, other than synovial sarcoma are 
salivary gland-type tumors, adenocarcinoma, 
fibrosarcoma, chondrosarcoma, osteosarcoma, 
rhabdomyosarcoma and carcinosarcoma 
(sarcomatoid carcinoma).  Carcinosarcoma 
constitutes the main histologic differential 
diagnosis of synovial sarcoma in this location. It 
is a composite tumor consisting of carcinomatous 
and sarcomatous areas. However, in contrast to 
synovial sarcoma where squamous metaplasia 
is very unusual, the carcinomatous element 
in carcinosarcoma is usually a squamous cell 
carcinoma. Also, carcinosarcoma is generally a 
disease of elderly life whereas synovial sarcoma 
occurs predominantly in young adults. Synovial 
sarcoma can recur locally and metastasize 
distantly, particularly to the lung and lymph 
nodes. It has been traditionally regarded as a 
tumor of ominous prognosis; in several series, 
however, the 5-year survival rate has approached 
50%(17). The prognosis is related to age (better 
in young patients), site (better for distal lesions), 
size (better for tumors less than 5 cm in diameter). 
Histologic factors influence the outcome include 
percentage of glandular elements (better if more 
than 50%), mitotic activity (better for tumors 
having less than fifteen mitoses per ten high-power 
fields), necrosis (worse for tumors having tumor 
necrosis of more than 50%), Ki67 index (worse 
when 10% or more). Finally an analysis of DNA 

Fig. 3 :  A: pancytokeratin positivity in the glandular element. B: vimentin positivity in the stroma.
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Table 1 : Endolaryngeal Synovial Sarcoma: Reported cases
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ploidy pattern has shown a survival advantage 
for those patients with diploid tumors.

Conclusion
Synovial sarcoma of the larynx is a rare 

entity that should be always considered and 
differentiated from other malignancies that can 

occur in this site. Literature review disclosed that 
the treatment is yet to be standardized. 
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