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Ulcerated cutaneous epithelioid
hemangioendothelioma 
in an 8-month old infant
Silonie Sachdeva
Carolena Skin, Laser & Research Centre
Jalandhar Punjab, India

Abstract

Epithelioid hemangioendothelioma is an
uncommon malignant vascular tumour usu-
ally involving soft tissue and rarely only skin.
It is considered to be a borderline neoplasm
between angiolymphoid hyperplasia with
eosinophilia and an epithelioid angiosarcoma
and is mostly found in adults with few cases
reported in children.  We herein report a case
of ulcerated cutaneous epithelioid heman-
gioendothelioma in an infant of 8 months.
This tumour has not been reported at such a
young age in literature.

Introduction

Epithelioid hemangioendotheliomas are
unique vascular tumors characterized by ep-
ithelioid or histiocytoid endothelial cells that
mainly affect adults.  The tumor usually in-
volves the soft tissue and, in rare cases, the
skin. We report here a case of ulcerated cuta-
neous epithelioid hemangioendothelioma in
an 8 month old infant. The tumor at such a
young age has not been reported so far.

Case Report

An 8 month old male infant was brought by
his parents with swelling on the left arm
which appeared at the age of four months.
There was history of oozing of blood and pus
from the swelling. No predisposing factors for
occurrence of lesion could be identified in his-
tory. There was no history of any accompa-
nying systemic complaints. On dermatological
examination, a well defined large swelling,
round in shape, partly skin colored and partly
dusky red in color with ulceration and exuda-
tion of the serosanguious fluid was seen on
lateral aspect of left upper arm (Figure 1).
Rest of the dermatological examination was
normal.  Axillary lymph nodes and cervical
lymph nodes were not enlarged. Systemic ex-
amination revealed no abnormality. The in-
fant’s miles stones were normal as per his
age.

A small biopsy was taken from the edge of
the lesion. Histopathology revealed focal areas
of infiltrative lobules of predominantly spindle
cells in deeper dermis with small sized vas-
cular channels lined by plump endothelial
cells. There were foci of intravascular en-
dothelial proliferation with the adjacent areas
showing capillary proliferation with hobnail
appearance (Figure 2). There was no cellular
atypia, mitotic activity or necrosis suggestive
of malignant activity.  Immunohistochemical
staining was positive for the endothelial
markers CD31, CD34. MRI of the arm con-
firmed no underlying bone tumour. On the
basis of these findings, diagnosis of ulcerated
cutaneous epithelioid hemangioendothelioma
was made.  The infant was referred to the
plastic surgery department for removal of
tumor and reconstruction surgery. A conserva-
tive surgical excision with one centimeter
margins all around the tumor was done. Pa-
tient is on follow up for last 6 months with no
recurrence.

Discussion

Epithelioid hemangioendothelioma (EHE),
first described by Weiss and Enzinger in the
year 1982, is an uncommon malignant vas-
cular tumor which usually involves soft tissue
and in rare cases the skin. Histologically and
biologically it is considered to be a borderline
neoplasm between angiolymphoid hyperplasia
with eosinophilia and an epithelioid angiosar-
coma.1,2 EHE affects men and women about
equally at almost any age but rarely in child-
hood. No predisposing factors have been yet
identified. Usually it appears as a solitary,
slightly painful soft-tissue tumor which can
occur at almost any anatomical location but
more frequently on extremities, trunk, head
and neck.  In review of the literature, cuta-
neous EHE appears to be limited to a few re-
ports in children and has been seen in age
group ranging 11-12 years.3-5 In a series of 16
cases of islolated cutaneous EHE, the average
age of tumor was found to be 47 years. All of
these cases presented as dome-shaped nod-
ules which are sometimes painful and can
have a multifocal distribution. The main loca-
tions are the extremities (25% on the palms),
the head and the trunk. Our case is the first
case report of ulcerated cutaneous EHE in an
infant as young as 8 months.
EHE has malignant potential and its prog-

nosis remains uncertain. Nevertheless, the
prognosis of isolated cutaneous EHE after
simple complete surgical excision seems good
compared with systemic EHE or with cuta-
neous EHE with underlying bone tumor.7 In
our patient, the tumor was benign as
histopathology ruled out any cellular atypia,
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Figure 1. A well defined, large sized swelling,
round shaped, dusky red in color with ulcer-
ation on lateral side of left upper arm.

Figure 2. Histopathology with H & E
stain, 100x showing focal areas of infiltra-
tive vague lobules of predominantly spin-
dle cells in deeper dermis with small sized
vascular channels lined by plump endothe-
lial cells. There are foci of intravascular
endothelial proliferation with the adjacent
areas showing capillary proliferation with
hobnail appearance. (See arrow).
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mitotic activity or necrosis. The tumor was
positive for the endothelial markers CD31,
CD34 which confirmed the histological and
clinical diagnosis.  Besides these endothelial
markers, it is advised that analysis of Factor
VIIIrAg and alpha smooth-muscle actin which
are also important immunohistochemical
markers for cutaneous EHE should be done
wherever the facility is available.  Differential
diagnosis of cutaneous epithelioid heman-
gioendothelioma include epithelioid angiosar-
coma  which on  histological examination
shows more nuclear atypia and mitotic ac-
tivity, more necrosis than EHE and an intersti-
tial or sinusoidal growth pattern in its periph-
eral areas. The specific interest of our case is
the clinical presentation of this tumor at an
age of 8 months, which has not been previ-

ously reported in literature. Also, we want to
emphasize that early detection and removal of
tumor can lessen the chances of tumor
turning malignant and can be life saving.
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