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Cutaneous epithelioid angiossarcoma on the
retro-auricular region

Angiossarcoma cuténeo epiteliide na regiao retro-auricular
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An 82-year-old man presented to the dermatology
clinic with a 9-month history of an erythematous
-violaceous infiltrated, poorly delimited lobulated
plaque, with cystic areas and erosions, localized on the
left retro-auricular region and extending to the occipital
area (Fig. 1). There were no local symptoms or palpa-
ble cervical lymphadenopathy.

Skin biopsy and immunohistochemical staining
revealed extensive infiltration of the dermis by a vas-
cular tumor with vessels lined by atypical hyperchro-
matic epithelioid endothelial cells (Fig. 2), expressing
CD31 and D2-40/podoplanin (Fig. 3), typical of cutane-
ous epithelioid angiossarcoma. A Computed tomogra-
phy (CT) scan did not disclose metastases. The patient
received 7 cycles of paclitaxel with no response.
Therefore, he was treated with surgery and adjuvant
radiotherapy. After 17 months of follow-up, there was
local recurrence in the left pre-auricular region, and
metastases in the cervical ganglion and left parotid
were demonstrated by a positron emission tomography
scan. Complete radical parathyroidectomy en bloc with
the skin and the sternocleidomastoid muscle was per-
formed. After 20 months of follow-up, pulmonary and
hepatic metastases were seen on a CT scan and the
patient died on the following month.
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Discussion

Angiosarcoma is a very aggressive and rare malignant
neoplasm that develops from vascular endothelial cells,
mainly arising in superficial soft tissues and skin'2.
Cutaneous angiosarcoma (CA) represents 1.6% of all
cutaneous sarcomas, usually presenting on the neck or
head of older individuals. In addition, it may occur in the
presence of chronic lymphedema of the limbs
(Stewart-Treves syndrome) or in areas previously submit-
ted to radiotherapy>®. The diagnosis of CA is often
delayed because the initial clinical appearance is often
subtle and non-specific. The clinical presentation of CA
varies from multifocal indurated plaques and nodules to
ill-defined bruise-like lesions®4. Histopathologically,
CA includes both poorly and well-differentiated tumors
that can be confused with benign vascular neoplasms??2.
Epithelioid angiosarcoma, a specific and rare variant of
angiosarcoma, is defined by the preponderance of
round or polygonal cells with ample eosinophilic cyto-
plasm and vesicular nuclei. The differential diagnosis
includes melanoma, carcinoma, and lymphoma?®#.

CA has a local recurrence rate of 63% and a 5-year
survival rate of 10-35%. Furthermore, metastases
develop in 36% of patients, with the lung, liver, and bones
being the most common affected organs. Male gender,
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Figure 1. An erythematous-violaceous infiltrated, poorly
delimited lobulated plaque, with cystic reas and erosions
on the left retro-auricular region, extending to the
occipital area.

infiltration of the dermis by a vascular tumor with vessels
lined by a combination of atypical hyperchromatic and
epithelioid endothelial cells (A. H&E stain, x 100; B. H&E
stain, x 400).
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Figure 3. Immunohistochemical study (x100) showed that
tumor cells were positive for A: CD31 and B: D2-40.
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age over 50, history of smoking, cardiovascular disease,
tumor size over 5 cm, scalp location, and presence of
satellites at the time of diagnosis, are recognized as poor
prognostic factors'®4. Combining surgery and radiation
is the recommended treatment of localized CA.
Neoadjuvant chemotherapy may be considered in unre-
sectable tumors. Metastatic angiosarcoma may show
some response to a variety of therapies, such as anth-
racyclines and taxanes, targeted therapies such as tyro-
sine kinase inhibitors (pazopanib, sorafenib, axitinib, or
regorafenib), vascular endothelial growth factor receptor
inhibitors (bevacizumab or regorafenib), carotuximab (a
monoclonal antibody to endoglin) and checkpoint inhibi-
tors (pembrolizumab, durvalumab, and tremelimumab).
However, most cases of metastatic angiosarcoma prove
fatal"®. Therefore, early recognition and treatment of this
aggressive malignancy are required for the best outcome?.
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