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ABSTRACT

Sarcomas are rare tumors of head and neck region and constitute less than 1% of all cancersin this region. Primary an-
giosarcoma of the oral cavity is an extremely rare malignancy with few reported cases in literature till now. We present
a case of a 50-year-old woman who was diagnosed as angiosarcoma after appropriate histopathological and immuno-

histochemical evaluation.
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1. Introduction

Angiosarcoma is a malignant tumor of vascular endothe-
lia cel origin with a definitively aggressive, malignant
clinical course and a histopathologic appearance which is
more atypical than the low-grade lesion called heman-
gioendothelioma. It is malignant counterpart of the he-
mangioma and one of the rarest among the various soft
tissue sarcomas, comprising less than 1% of all sarcomas
[1]. It is also known as malignant hemangioendothelioma,
angioblastoma, hemangiosarcoma, and intravascular en-
dothelioma. The exact etiology of angiosarcoma is un-
known but trauma, radiation and angectesia have been
linked with its etiology [2].

Angiosarcoma occurs most commonly in the skin and
superficial soft tissues. Angiosarcoma of the head and
neck is very rare and when it does occur in this region,
the scalp and facia skin are the most common sites of
origin [3]. Less than 8% of head and neck lesions arise
from oral cavity sites Most cases have involved the man-
dible, but other less frequent sites of involvement have
included the maxilla, parotid glands, lips, tongue, floor of
mouth, cheek, palate and antrum.

Angiosarcoma of the oral region is a disease of older
individuals, averaging more than 65 years of age, but it
has also been reported in infancy. There is no gender
predilection and the tumor is typically a solitary or mul-
tifocal submucosal nodule which may be bosselated, may
be ulcerated, and may bleed spontaneously.

2. Case Report

A 50-year-old woman presented with 1-month history of
swelling right lateral margin of tongue which was gradu-
ally progressive in size. She adso complained of occa-
sional episodes of bleeding, usually following meals. The

Copyright © 2012 SciRes.

mass was purplish in colour was around 4 ¢cm in length
along the lateral border, had a lobulated surface and was
soft on palpation. Examination of nose, oropharynx and
larynx was normal. No cervical lymphadenopathy was
present and chest X ray was normal. She had a history of
similar smaller lesion near the tip of the tongue 6 months
back which was enucleated at another centre and its
histopathology was a capillary hemangioma.

A widelocd excision of the lesion was performed under
general anaesthesia and the resected specimen was marked
and sent for histopathological evaluation. The postopera
tive period was uneventful. The histopathology showed a
malignant neoplasm showing vascular channels lined by
enlarged endothdia cells and solid sheets of cells pene-
trating between collagen bundles and muscular tissue with
moderate nuclear atypia and mitotic activity, consistent
with angiosarcoma (Figure 1). Immunohistochemical
marker study was performed which resulted in positive
staining for factor VIII antigens, CD31 and thrombo-
modulin confirming the diagnosis of angiosarcoma. The
patient currently remains asymptomatic without clinical
or radiological evidence of any loco-regiona recurrence
and distant metastasis.

e e

Figure 1. HPE showing irregularly shaped vascular spaces
separated by collagenous stroma with mitotic figures.
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3. Discussion

Sarcomas are rarely found on the tongue and usually
represent less than 1% of malignant tumors at this loca-
tion [4]. Angiosarcoma is a xeroderma pigmentosum
related tumor that usually arises in sun-exposed skin but
can also arise in the oral cavity [5]. Angiosarcomais one
of the rarest tumors arising in the tongue, accounting for

vanishingly small proportion of primary tongue sarcomas.

The earliest reported case of angiosarcoma of tongue was
in 1927 by J. H. Harter [6]. A review published by Fan-
burg-Smith et al. in 2003 illustrated that there were only
13 reported cases of primary angiosarcoma in English
literature (9 by them and 4 by others) till then [7]. On
search of Indian literature we found a single reported
case of primary hemangiosarcoma of tongue by Rao in
1985 [8]. The present case is thus amongst one of the few
reported cases of angiosarcoma in India. Because of its
rarity, it practicaly is never considered in differential
diagnosis of malignant lesions in this location.

Immunohistochemical analysis is essential for differ-
entiating angiosarcoma from similar lesions in this loca-
tion such as hemangioendothelioma, hemangiopericy-
toma, epithelioid sarcoma, Kaposi's sarcoma. Positive
staining for factor VI and Ulex europaeus agglutinin has
been used to diagnose a vascular pathology [7]. CD31, a
membrane glycoprotein, is the best vascular marker for
endothelial phenotype, particularly in poorly differenti-
ated angiosarcoma, when Factor VIII and Ulex eu-
ropaeus fail [6,9]. Positive staining for thrombomodulin
and E-selectin also support the diagnosis of angiosar-
coma[10].

Angiosarcoma usually spreads by hematogenous route
and pulmonary metastases can occur. Lymphatic spread
is reported in less than 20% of angiosarcomas in head
and neck region. In our case no lymph node or distant
metastasis were observed at initial presentation or during
follow up period.

Surgery remains the main stay of therapy. A combined
modality of treatment using postoperative radiotherapy
may be used. The general outcome of primary angiosar-
coma of oral cavity is good compared to primary cuta-
neous and deep soft tissue tumors. The mean survival
period of 7.6 years has been documented for primary
angiosarcomas. The patient was treated by wide local
excision and has been kept under strict follow-up with
regular clinical and radiological examination for local
recurrence and pulmonary metastasis.
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4. Conclusion

Angiosarcoma is a one of the rarest tumor to involve the
tongue and whenever suspected should be dealt with care,
using available immunohistochemical studies and vigi-
lant follow-up.
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