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abstract

Sarcomatoid carcinoma is a very rare malignant and 
aggressive tumor that can involve the maxillary sinus. We 
report the case of a 46 y/o male who presented a tumor 
of the right maxillary sinus with extension to the right 
nasal cavity. The diagnosis of sarcomatoid carcinoma was 
set by histology and immunohistochemistry. The patient 
received concomitant cisplatin based chemoradiotherapy 

with no response after 3 months of treatment. He died 6 
months later.

Through the present case and the review of literature we 
discuss all aspects of this entity: clinical presentation, 
differential diagnoses, pathology, treatment and 
prognosis.
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introduction:
Initially reported by Martin and Stewart in 1935 (1), 

sarcomatoid carcinoma is an unusual variant of squamous 
cell carcinoma (SCC). It comprises a conventional SCC 
component and an in situ and/or an invasive malignant 
spindle component with sarcomatous appearance. 

Sarcomatoid carcinoma of head and neck is a rare 
neoplasm. In the oral cavity, it occurs predominantly on 
the lips, the tongue, and the mandibular alveolus. Few 
cases of such lesions have been recorded in the maxilla(2). 

We report a rare case of maxillary sarcomatoid 
carcinoma with a review of the literature.

Case report
A 46-year-old male with no medical history presented 

to our department 8 months ago with a persistent and 
progressive right mid-facial swelling. Examination 
showed a friable tumor of the right nasal cavity. The hard 
palate was irregular and reddish in areas. The patient 
had a restricted interincisal opening (15mm), a periorbital 
edema and hypoesthesia in the right infraorbital nerve 
area. A malignant tumour was then highly suspected. We 
performed a multiple biopsy sampling of the mass under 
general anesthesia.

Histological examination of the mass found an 
aggressive tumor with a desmoplastic reaction which was 

figure 1. axial CT scan showing a large tumor destroying the 
maxillary bone with an extension to the right infratemporal 
fossa, the right nasal cavity and the nasopharynx
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infiltrating the fibrous stroma, the skeletal muscle and the 
local fat. The sample contained pleomorphic spindle cells 
with epithelioid appearance in some areas. Some nuclei 
were vesicular with 1 or 2 prominent nucleoli. Cytoplasm 
was abundant and granular. There were focal areas 
of necrosis. Immunohistochemistry showed a strongly 
positive staining for pan-cytokeratin and a weak staining 
for vimentin. No positive staining was detected for smooth 
muscle actin, desmin, S100, HMB45 or Melan-A. The 
histological conclusion was a sarcomatoid carcinoma. 

Computed tomography (CT) (Fig. 1) and magnetic 
resonance imaging (MRI) (Fig. 2) of the head showed a 
large mass (6 cm) in the right maxillary sinus. This tumor 
invaded the skull base, the right orbit, the nasopharynx, 
the buccal soft tissues, the infratemporal fossa and the 
oral cavity with massive osteolytic destruction.

CT of the neck and the chest revealed one 2 cm right 
median jugulo-carotid node and a unique basal nodule 
in the right lung which measures 65.3 x 41 x 62 cm.  
Abdominal and pelvic CT were normal.

The patient was treated with palliative platine-
based chemotherapy concomitant with radiotherapy. No 
response was noticed after 3 months. He died 6 months 
later.

discussion
Paranasal sinus cancers account for 0.2-0.8% 

of all malignant neoplasms. SCC are representing 
approximately 70% of all cancers developing in paranasal 
sinuses (3).  Sarcomatoid carcinoma (also known as 

spindle cell carcinoma, pseudosarcoma, carcinosarcoma, 
sarcomatoid squamous cell carcinoma, pleomorphic 
carcinoma and polypoid carcinoma) is a rare highly 
malignant variant of SCC (1, 4). 

Clinically, it looks like a polypoid exophytic growth or 
an ulcerated mass. It affects elderly men, usually in their 
sixth or seventh decade (1, 6). 

Because of the necrotic tissues that usually cover the 
surface of sarcomatoid carcinomas, superficial biopsy 
can lead to misdiagnosis. When sarcomatoid carcinoma 
is suspected, biopsies should include deep tissues in 
the base of the tumor (7). The diverse nomenclature 
of sarcomatoid carcinoma reflects the uncertain 
histogenesis of the spindle cell components (1). Spindle 
cells seen in sarcomatoid carcinoma are arranged in a 
whorled pattern. These cells show elongated nuclei and 
ropes of collagen. Tumoral cells infiltrate the dermis 
separately and do not form nests or cords as usually 
seen in SCC.  Signs of cancer aggressiveness are usually 
found such as deep infiltration of the dermis, hypoderm, 
and fascia. Sarcomatoid carcinoma is sometimes 
difficult to differentiate from desmoplastic melanoma 
or some atypical fibroxanthoma. Immunohistochemistry 
is therefore usually required. Sarcomatoid carcinoma 
stains positively for high-molecular weight cytokeratin 
and epithelial membrane antigen (1, 8, 9). Our case satisfies 
these criteria. 

Sometimes electron microscopy can be useful 
in addition to immunohistochemistry to confirm the 
diagnosis, especially in poorly differentiated sarcomatoid 
carcinomas. Treatment of sarcomatoid carcinomas is 
among the most challenging because of their high stage 
presentation at the time of diagnosis, but also because of 
the lack of therapeutic standards. The prognosis remains 
ominous. Cisplatin based chemotherapy with concomitant 
radiotherapy was used in variable radiation doses. This 
protocol seems not very effective as we noticed in this 
case.

The effectiveness of surgical removal seems better, 
though maxillary sarcomatoid carcinomas are difficult to 
remove because of their usually quick and wide extension 
to the skull base and the orbits and their propensity for 
destruction. Thus, prognosis is unfavorable for most 
patients with a reduced survival rate. Cranial and facial 
location is considered as a bad prognosis factor. Other 
predictors of outcome are: the tumor size, the invasion 
depth and the clinical stage of the disease. Metastatic 
disease have bad prognosis. When possible, radical 
surgery results in a good prognosis (6, 9) which is rarely 
possible in maxillary sarcomatoid carcinomas.

figure 2. Coronal Mri scan showing a large tumor of the 
maxilla with extension to the right orbit, the skull base and 
the right nasal cavity
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Conclusion
Sarcomatoid carcinoma of the maxillary bone is very 

rare and have a bad prognosis. Histological diagnosis may 
be difficult and usually needs immunohistochemistry to 
distinguish sarcomatoid carcinoma from other spindle 
cell tumors. Treatment is not yet well codified and lacks 
efficiency. Multicentric randomized studies are necessary 
to increase the efficiency of treatment options.
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