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ABSTRACT

Spindle cell carcinoma (SCC) is a rare variant of squamous cell carcinoma characterized by elongated and pleomorphic
epithelial cells that resemble a sarcoma. Due to its rareness, and histological resemblance to various sarcomas, the
diagnosis of this neoplasia is challenging. Herein we present the case of an 82-year-old female with a polypoid,
ulcerated, soft tissue mass located on the left side of the maxilla. The tomographic examination showed a hyperdense
mass that infiltrated the orbital cavity, ethmoidal cells, middle and lower nasal concha, maxillary sinus, zygomatic
arch, and mandibular ramus on the left side. Histopathologically, the tumor was composed of spindle cells that were
sarcomatous in appearance, with aberrant mitosis, along with a group of pleomorphic cells with a more epithelioid
and hyperchromatic appearance on a stroma of densely vascularized fibrous tissue. The immunohistochemistry panel
used to determine the lineage of the tumor rendered the diagnosis of SCC. The diagnosis of SCC is challenging to
the pathologist since its morphology can resemble a sarcoma. Thus, immunohistochemistry is a valuable resource to
support the diagnosis. We propose that SCC should be considered when examining a biphasic neoplasm with the
aforementioned histological characteristics and markers.
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INTRODUCTION

Spindle cell carcinoma (SCC)—also known  cell carcinomas of the sinonasal tract, in the skin and

as carcinosarcoma, pseudosarcoma, sarcomatoid
squamous cell carcinoma, and polypoid carcinoma—is
an infrequent variant of squamous cell carcinoma and
is confirmed by elongated and pleomorphic epithelial
cells that resemble a sarcoma.’

SCC can originate from any corporal epithelium
and is relatively more frequent in the upper aerodigestive
tract. Whereas it constitutes less than 5% of squamous

esophagus its incidence is even lower.?3

Due to its rareness and histological resemblance
to various sarcomas, the diagnosis of this neoplasia
is challenging. We present a case report and
discuss the principal clinical and histopathologic
characteristics, the main immunohistochemical
markers, which the pathologist can incorporate for
an accurate diagnosis.
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Spindle cell carcinoma of the maxillary sinus with extension to the oral cavity

CASE REPORT

An 82-year-old female attended a dental
consultation, presenting with a polypoid, ulcerated,
soft tissue mass of 5 x 4 x 3 cm located on the left
maxilla. The patient also experienced rhinorrhea and
recurrent epistaxis but ignored when these signs
and symptoms began (Figure 1A). The tomographic
examination showed a hyperdense mass that infiltrated
the orbital cavity, ethmoidal cells, middle and lower
nasal concha, maxillary sinus, zygomatic arch, and
mandibular ramus on the left side, with cortical erosion
of the maxillary sinus floor (Figure 1B).

A biopsy was taken, and the microscopic
morphology was represented by a cellular proliferation
adjacent to the lining epithelium, which was
composed of spindle cells that were sarcomatous in
appearance with aberrant mitosis, and another group
of pleomorphic cells with a more epithelioid and
hyperchromatic appearance on a densely-vascularized
stroma (Figure 2).

The immunohistochemistry panel (Table 1 and
Figure 3) made the diagnosis of SCC based on positivity
for epithelial (cytokeratins, epithelial membrane antigen
[EMA], and P63) and mesenchymal markers (vimentin).
Anti-Ki-67 revealed a high proliferative index of the
tumor, which contributed to the confirmation of its
malignant character. The patient was submitted to
surgical removal of the tumor (Figure 4).
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DISCUSSION

SCC is derived from epithelial cells that, due to the
epithelial-mesenchymal transition-related mechanisms,
undergo divergent cell differentiation, acquiring
a fusiform morphology and, thus, a sarcomatous
appearance. SCC may be observed in (i) areas of
epithelial dysplasia with a transition to the proliferation
of malignant fusiform cells; or (ii) in islands of
conventional squamous cell carcinoma, which helps
confirm the epithelial origin of the tumor.?

Gomez-Oliveira et al.* diagnosed nine cases of
primary and recurrent oral cavity SCC over 19 years.
In their sample, the mean age was 59 years, and no
gender predominance was observed.

According to the literature, this neoplasm
develops in adulthood—as observed in our patient.
In our histopathological reference center, 88% of
the total malignant neoplasms are diagnosed as oral
squamous cell carcinomas. However, the frequency
of fusiform carcinoma cells is low at 2.5%. Thus,
this entity’s clinical features, histopathological, and
immunohistochemical characteristics should be
highlighted for inclusion in the differential diagnosis.

In the oral cavity, SCC is most frequently
diagnosed in the buccal mucosa, gum, alveolar ridge,
and tongue.® In our case, the finding of an ulcerated
and erythematous mass involving the nasal turbinates
and maxillary sinus led us to consider the diagnosis of
malignancy (mucoepidermoid carcinoma; squamous

Figure 1. A - Intraoral examination showing an ulcerated mass; B — Axial computed tomography of the face
showing a tumor mass involving the entire maxillary sinus and part of the nasal concha.
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Figure 2. Photomicrographs of the biopsy. A and B - Fusiform neoplastic cells adjacent to the ulcerated epithelial
lining (H&E, 50X); C and D — Presence of pleomorphic fusiform cells with the sarcomatous appearance and others
with a more epithelioid appearance, respectively (H&E, 200X).

Table 1. Immunohistochemical antibodies used to determine the tumor cell line.

Antibody Reaction Antibody Reaction
AE1/AE3 + CD34 -
Vimentin + CK18 +

a-SMA - EMA +

S-100 - B-catenin -

Desmin - Ki67 +
p63 + CK7

a-SMA = smooth muscle actin; EMA = epithelial membrane antigen.

cell carcinoma or any neoplasm of lymphocyte origin),
which demanded a biopsy.

At first glance, histologically, the results were
consistent with the diagnosis of sarcoma. However, as
previously described, foci of squamous cell carcinoma
were observed, even admixing with the transition
to fusiform proliferation.>® Terada and Kawasaki’
reported the histopathological characteristics of this
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neoplasia—a diagnosis that was supported by the
positivity for antibodies to AE1/AE3, CK5/6, CK18,
CK19, p63, and vimentin. We noted positivity for
antibodies to AE1/AE3, CK18, p63, vimentin, and
EMA, confirming that we were confronted with a
biphasic tumor. We believe that the diagnosis of this
entity remains on the histomorphological; however,
an immunohistochemical panel like the one we use
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despite not being specific is very useful to know the In a literature review, we found that
epithelial origin. The Ki-67 index was consistent with  immunohistochemistry is an essential tool for correctly
high-proliferative neoplasia. diagnosing SCC in many cases. We used a broad panel

_ . QN PO
Figure 3. Photomicrographs of the biopsy — immunohistochemistry reactions. A — Focal and intense positivity to
the anti-CK AET-AE3 (200X); B — Positive and diffuse expression to vimentin (100X); C — Immunolabelling with EMA
(100X); D - Positive expression of CK18 (400X). EMA = epithelial membrane antigen.
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Figure 4. Photomicrographs of the biopsy —immunohistochemistry reactions. A — Positivity to p63 (100X); B — Positive
expression for Ki67 (100X).
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of antibodies that permitted the pathologist to consider
other neoplasms as differential diagnoses, primarily
sarcomas; for example, AE1/AE3, EMA, vimentin,
CK 5/6, CK18, CK19, p63, CK7, CK14, CK20, S100,
CD56, HMB45, and CD34.7#

In our case—based on its positivity for
cytokeratins, EMA, and p63—the tumor revealed
its epithelial origin. In contrast, its positivity for
vimentin evidenced its mesenchymal differentiation
due to the epithelium-mesenchymal transition,
which characterizes this entity. Its negativity for other
markers, such as S-100, HMB-45, smooth muscle
actin (a-SMA), desmin, and CD34, helped to rule
out sarcomas of melanocytic, neural, muscular, and
vascular origin.?

CONCLUSIONS

The diagnosis of SCC is challenging for the
pathologist due to the morphologic similarity with
sarcoma, mainly in cases with a minimal or absent
dysplastic/malignant epithelial component. Thus, the
immunohistochemical study is crucial to complement
and support the diagnosis. We propose that SCC
should be considered when examining a biphasic
neoplasm with the aforementioned histological
characteristics and markers.

Informed written consent was obtained from
the patient for publication of this report and any
accompanying images.
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