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Introduction

Hemangioendotheliomas are rare
vascular tumours, showing an
intermediate malignancy potential
between simple hemangiomas and
angiosarcomas. Hemangio endo -
the lio mas are characterized by
neoplastic proliferation of epithe-
lial/endothelial or histiocytoid
endothelial cells. While soft tis-
sues of the extremities, such as the
liver and lungs, are typical sites
for this tumour, it is rarely found
in the head and neck region. In the
head and neck region, the most
common site of the tumour is the
submandibular region, followed
by the soft tissues of the neck.1

This case is the 27th reported case
of oral cavity hemangioendothe-
lioma and the second reported
case of hard palate hemangioen-
dothelioma.

Case report

A 49-year-old woman presented at
an ear, nose, and throat clinic in a
nearby city with painless swelling
on the left side of her hard palate
near the second molar tooth. The
swelling had persisted for three
months. An excisional biopsy

was performed, and acinic cell
carcinoma was diagnosed after
histopathological examination of
the excised tissue. The patient
was referred to our ear, nose,
and throat clinic for further 
evaluation. 

In the oral examination, we
observed a 1-cm by 1-cm region
on the left side of the hard palate
near the second molar tooth where
the tissue was eroded and granu-
lated (Figure 1). The teeth next to
the lesion were vital and immo-
bile. There were no palpable
lymph nodes in the neck. A com-
puted tomography scan showed no
abnormality at the biopsy site, and
no lymphadenopathy in the head
and neck. As is standard in our
clinic, a pathologist re-examined
the biopsy tissue and gave a diag-
nosis of hemangioendothelioma
(Figures 2,3,4). The operation site
was re-excised widely to obtain
adequate surgical margins. The
two molar teeth next to the lesion
were extracted, and the bone was
shaved with a drill. The wound
was allowed to heal by granula-
tion. At the 8-month follow-up
appointment, the patient showed
no discomfort and no signs of
recurrence.

Discussion

Weiss and Enzinger originally
described epithelioid heman-
gioendothelioma in 1982 as a
 borderline or low-grade malignant
neoplasm,2 although Mallory was
the first to use the term heman-
gioendothelioma in 1903.3

Hemangio endothelioma occurs in
nearly all age groups and shows
no sex predilection. Hemangio -
endotheliomas fall into three
categories  according to their
histopathology: kaposiform, hob-
nail (Dabska-retiform), and
epithelioid. Kaposiform heman-
gioendotheliomas are charac -
terized by infiltrating rambling
nodules of small, round, capillary
hemangioma-like vessels inter-
mixed with slit-like Kaposi sarco-
ma-like vessels. In contrast, hob-
nail hemangioendotheliomas con-
tain hobnail or cuboidal apically-
bulging endothelial cells. Hobnail
hemangioendotheliomas include
both Dabska-type and retiform
tumours. Epithelioid hemangioen-
dotheliomas have endothelial cells
with eosinophilic or vacuolated
cytoplasm. These cells are located
in small nests or strands and only
rarely form vascular channels. The

A case report of hemangioendothelioma of the hard palate

A. N. Erkan*, N. Bal** and F. Kıroglu*

*Department of Otorhinolaryngology and **Department of Pathology, Baskent University Faculty of Medicine, Ankara,
Turkey

Key-words. Hard palate tumour; hemangioendothelioma

Abstract. A case report of hemangioendothelioma of the hard palate. Hemangioendothelioma is a rare vascular tumour
with potential for malignancy that is intermediate between that of a benign hemangioma and a malignant angiosarcoma.
This tumour occurs infrequently in the head and neck regions. In this report, we describe and discuss a case of heman-
gioendothelioma that originated in the hard palate of a 49-year-old woman.



176 A. N. Erkan et al.

neoplastic stroma is usually
hyalinized and myxoid. This
tumour is regarded as the most
aggressive member of this family.4

Epithelioid hemangioendothe-
liomas are extremely rare in the
oral cavity, with only 26 cases
reported in the literature.5 The
most common intraoral sites are
the gingival alveolar mucosa and
the tongue.5 A single case of hard
palate hemangioendothelioma
was reported by Moran et al.6 The

clinical description of oral epithe-
lioid hemangioendothelioma is
nonspecific; it most frequently
appears as a painless benign mass,
although on occasion the lesion is
ulcerated.7 In the case reported
here, the tumour was in the hard
palate near the second molar
tooth, and the patient first present-
ed with painless swelling.

A diagnosis of hemangio -
endothelioma relies on clinical
evaluation and histological and

immunohistochemical characteri-
zation. Hemangioendotheliomas
stain positive for endothelial cell
markers such as CD31, CD34, F-
VIII-related antigen, and Fli-15.
CD31 in particular is highly
specific  for endothelial cells.8

Mentzel et al.9 analyzed the clini-
copathological and immunohisto-
chemical features of tumours in a
series of 30 hemangioendothe-
lioma patients. They found that all
specimens tested positive for at

Figure 1
Intraoral view showing a 1-cm by 1-cm region of eroded
 granulation tissue in the left side of the hard palate near the
second molar tooth.

Figure 2
Epitheloid cells with prominent nucleoli and clear or
 vacuolated cytoplasm in biopsy tissue from the epitheloid
hemangioendothelioma (H&E staining; �400 magnification).

Figure 3
Immunohistochemical examination: Cells from the epitheloid
hemangioendothelioma were positive for CD31 (CD31 stain-
ing; �400 magnification).

Figure 4
Immunohistochemical examination: Cells from the epitheloid
hemangioendothelioma were positive for CD34. (CD34 stain-
ing; �400 magnification).
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least one endothelial marker
(CD31, CD34, Factor VIII, or
Ulex europaeus), 6 of 23 (26%)
were positive for cytokeratin, and
five of 11 (45%) were positive for
alpha-smooth muscle actin. In the
case presented in this report, the
tumour cells were positive for
CD31 and CD34, and there were
epithelioid cells with prominent
nucleoli and clear or vacuolated
cytoplasm in the tumour. The
presence of Weibel-Palade bodies
in the endoplasmic reticulum of
tumour cells, a well developed
basal lamina, and pinocytotic vesi-
cles observed in the cells using
electron microscopy are reported
to make the diagnosis of heman-
gioendothelioma more certain.7

A differential diagnosis of
epithelioid hemangioendothe-
lioma should include considera-
tion of epitheloid angiosarcoma,
epithelioid sarcoma, epithelioid
hemangioma, spindle cell heman-
gioma, kaposiform hemangio -
endothelioma and epitheloid
angiomatous nodule, and metasta-
tic malignant melanoma or carci-
noma.5,7 Epithelioid angiosarco-
mas include solid sheets of highly
atypical epithelioid endothelial
cells with marked mitotic activity;
in addition, necrotic areas are
common and irregular vascular
sinusoidal vascular channels for-
mation is seen. 

From a histopathological stand-
point, epithelioid sarcoma is the
closest mimic of epithelioid
hemangioendothelioma,7 and
immunohistochemical differences
as well as histopathological fea-
tures are helpful in distinguishing
between the two and making a
diagnosis. Epithelioid sarcoma
includes solid nests of endothelial
cells with high mitotic activity;
necrosis is common. Cytokeratin
is expressed in about one-fourth of

epithelioid hemangioendothe-
liomas, but individual epithelioid
sarcomas are not positive for both
CD31 and CD34.1,7 HMB-45 and
Melan-A positivity is characteris-
tic of malignant melanoma.
Cytological abnormalities and
necrosis are not present in
epitheloid  hemangioma, spindle
cell hemangioma, kaposiform
hemangioendothelioma, and
epitheloid angiomatous nodule.7

Treatment of hemangioen-
dothelioma consists of complete
wide local excision.2,10 Adjunct
radiation and chemotherapy can
also been used; however, radio-
therapy alone is not completely
effective due to the slow growth of
the tumour, and chemotherapy is
not curative.5 In the case reported
here, wide local excision was per-
formed and was effective. 

The biology, behaviour, and
outcome of a hemangioendothe-
lioma depend largely on its loca-
tion. Mortality from epithelioid
hemangioendothelioma in the
lung can be as high as 65%, while
in soft tissues mortality is only
13%. Metastatic disease has been
reported in approximately 20% of
patients with soft tissue primary
tumours and in 25% with primary
tumours in the liver.5 Weiss et al.11

reported that 13% of hemangioen-
dothelioma cases recurred locally,
31% developed distant metastases
(~50% in regional lymph nodes),
and 13% of patients died from the
tumour. Intraoral hemangioen-
dotheliomas appear to be less
aggressive than those arising from
soft tissues and bones. There are
no reports of death or metastasis
of intraoral hemangioendothe-
liomas, except when the tumour
primarily involves the soft tissues
and bone.5 In the literature, there
have been six reports of intraoral
cases of epitheloid hemangioen-

dothelioma that exhibited local
recurrence, and only one was
associated with high-grade micro-
scopic features.12 The prognostic
factors for these tumours are not
known, but trauma, hormonal fac-
tors, and therapeutic radiation
may influence outcome.7 Cur -
rently, the prognosis of epithelioid
hemangioendothelioma in the
head and neck regions is unpre-
dictable. Epithelioid hemangio -
endothelioma can show cellular
atypia, mitotic activity (>1 mitotic
cells per 10 high-power fields),
necrosis, and extensive spindling;
these microscopic findings are
related to an aggressive course
and poor prognosis.1,7,13. In the case
reported here, we did not observe
any of these features, so there is
reason to hope for a good long-
term prognosis.

Conclusion

This report describes a case of
hemangioendothelioma of the hard
palate. This tumour is rarely seen
in the head and neck region, and is
even more rare in the oral cavity.
This is the second case of hard
palate hemangioendothelioma to
be reported. Because of its inter-
mediate malignancy potential,
hemangioendothelioma should be
considered in the differential
diagnosis  of oral tumoural lesions
and should be treated immediately
and followed up with care.
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