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Abstract

Epithelioid Hemangioma is a vascular lesion with controversial etiology, divided between reactive
reaction and neoplastic origin. It is mostly situated around the temporal regions of head and neck. In this
case report we present a rare case of an adult male who presented with an orbital lesion which was
clinicoradiologically diagnosed as dermoid but was histopathologically diagnosed as Epithelioid
Hemangioma
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Introduction

Epithelioid  hemangioma, also known as
angiolymphoid hyperplasia with eosinophilia, has
been a controversial lesion as it is considered as a
reactive proliferation or a neoplastic process
involving the mesenchymal element, mostly around
the ear and temporal region. It most frequently
occurs in the third to fifth decade of life. No gender
predilection is noted. In this article we present a
case of a 52 year male who presented with a mass in
the medial aspect of left orbit for three months. It
was provisionally diagnosed as a case of left eye
Dermoid at the junction of frontonasal bone, but
was finally diagnosed as Epithelioid Haemangioma
with Eosinophilia.

Case Report

A 52 year male presented to the ophthalmology
clinic with a mass in the medial aspect of left orbit.
Vision was normal in the left eye whereas the

perception of light was negative in the right eye due
to prior trauma.

The CT scan of orbit revealed a space occupying
lesion in the upper medial aspect of left orbit. The
patient underwent an excision of the mass and the
specimen was sent to the Department of Pathology
for histopathological examination.

Pathological Findings

On macroscopy, a nodular mass was noted,
measuring 1cm in  maximum dimension. On
microscopy, proliferation of vascular channels was
noted, along with dense inflammatory cell
infiltration comprising lymphoid cells and rich in
eosinophils. The vascular spaces were lined by
plump-appearing (epithelioid) endothelial cells with
mild pleomorphism, hyperchromatic nuclei, copious
eosinophilic cytoplasm, and inconspicuous nucleoli.
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Figure 2: Low power view of the tissue section
(H&E: 100X)
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Figure 3: Hih pwer view of the tissue section
(H&E: 400X)

Discussion

Epithelioid hemangioma often presents as a
subcutaneous proliferation with a predilection for
the external ear (auricle and external canal), as well
as other head and neck sites, including the scalp and
forehead.»?®  Epithelioid hemangiomamost
frequently occurs in the third to fifth decade of life.
No gender predilection is evident. The symptoms
include pruritus and bleeding following scratching.
Regional  lymphadenopathy and  peripheral
eosinophilia are uncommon, but they may be

present. Hormonal influences may play a role in
some cases, as the association with pregnancy in
some patients and the age and gender distribution of
the disease may suggest. Human herpesvirus-8
(HHV8) has not been identified in association with
Epithelioid hemangioma>®’. Local surgical excision
or desiccation is the treatment of choice, and these
are curative. Recurrences are occasionally seen.
Medical regimens, including intralesional or
systemic steroids, have been used with some
success in treating the symptoms, but they have not
beencurative.

Epithelioid hemangioma is characterized by single
or multiple, pink to red-brown indurated cutaneous
papules or subcutaneous nodules. These lesions
measure from a few millimeters to 1 cm in diameter.
Clusters of papules may coalesce to form large,
plaque-like lesions.*? Histologically, Epithelioid
hemangioma is characterized by a nodular vascular
proliferation that is accompanied by a variably
dense lymphoid infiltrate that is rich in eosinophils.
The process is circumscribed but not encapsulated,
and it may involve the subcutis, dermis, or both. The
vascular component varies in size from capillary to
medium-sized arteries and veins, and the vascular
spaces are lined by plump- appearing (epithelioid)

endothelial cells with  mild pleomorphism,
hyperchromatic  nuclei, copious eosinophilic
cytoplasm, and  inconspicuous  nucleoli**®.

Increased mitotic activity and moderate to marked
nuclear pleomorphism are not usually seen in
Epithelioid hemangioma. Frequently, the
endothelial cells protrude into the vessel lumen in a
“hobnail” fashion, creating a cobblestone- like
appearance’. A lobular arrangement of the
proliferating vessels, as is seen in hemangiomas,
may be evident; however, the distribution of vessels
is more haphazard in some lesions. The vessels vary
from irregular, poorly canalized, thin-walled spaces
to rounded, well-formed vessels with thickened
walls. In some cases, evidence of disruption or
damage to some of the involved vessels is present.
Origin from a small artery or vein is common but
may be dependent on adequate sampling. It is
common for the entire lesion to be intravascular®®.
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Surrounding the vascular proliferation, a prominent
inflammatory infiltrate is commonly seen including
mature lymphocytes, histiocytes, and eosinophils.
Ocassionally, eosinophils may be few or absent. The
endothelial cells in Epithelioid hemangioma are
immunoreactive for CD31, ERG, and to a lesser
extent CD34. Staining for glucose transporter
protein 1 (glut-1) is typically absent. Rarely,
cytokeratin  reactivity has been reported®™.
Intravascular Epithelioid hemangioma s differ from
“conventional” forms by virtue of their predominant
spindle cell component.

Conclusion

Epithelioid  hemangioma, also known as
angiolymphoid hyperplasia with eosinophilia (alhe),
has been a controversial lesion with regard to its
classification (reactive proliferation or neoplastic
process) and its relationship to Kimura disease.
although a reactive etiology especially secondary to
trauma has been proposed , a neoplastic origin is
favored. Epithelioid hemangioma is considered to
represent the benign end of the spectrum of vascular
tumors characterized by epithelioid endothelial
cells, many of which are rich in lymphocytes and
eosinophils. The malignant end of the spectrum
includes epithelioid hemangioendothelioma and
epithelioid angiosarcoma.
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