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Unresectable Epitheloid Hemangioendothelioma of the Neck
Region Cured by Radiotherapy
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Abstract

Epitheloid hemangioendothelioma (EHE) is a rare vascular neo-
plasm which has a variable malignant potential. EHE cases have
been reported in the head and neck region. This is the report of an
unresectable neck EHE cured totally by radiotherapy. As EHE has a
malignant potential, wide local excision is the accepted treatment of
choice. If total resection is not possible, additional curative therapy
modalities are needed. Invasive forms of EHE which can not be
resected totally can be treated by radiotherapy.
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Introduction

Epitheloid hemangioendothelioma (EHE) is a rare vascu-
lar neoplasm first described in 1982 by Weiss and Enzinger
[1, 2]. It has been called by various names like histiocyt-
oid hemangioma and hemangioendothelioma because it
has a variable malignant potential with a broad spectrum
of occurrence between benign epithelioid hemangioma and
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epitheloid angiosarcoma [2-4]. EHE occurs in many tissues
like liver, spleen, bone, skin, heart, soft tissues and vascular
system [6]. Cases have been reported in the head and neck
region [3, 4]. Oral cavity, thyroid gland, submandibular area,
neck, scalp, larynx, parapharyngeal space, parotid gland and
mandible were the regions of origin of these cases [3, 7-8].
Although there are reported cases of EHE in the neck region,
this is the report of an unusual case of an unresectable neck
EHE cured totally by radiotherapy.

Case Report
A 57-year old woman presented with a left-sided supracla-

vicular neck mass and neck pain. Ultrasonography of the
neck region demonstrated left supraclavicular mass. Magnet-

Figure 1. Sagittal view of neck MRI, without central con-
trast enhancement.
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Figure 2. Spindle-shaped endothelial cells with cyto-
plasmic vacuolation.

Figure 5. Vimentin.

Figure 3. Endothelial cell marker CD31 positivity.

Figure 6. Axial view of neck MRI after treatment.

Figure 4. Endothelial cell marker CD34 positivity.

ic unresectable EHE resonance imaging of the neck showed
a supraclavicular mass without central contrast enhancement
(Fig. 1). Tru-cut biopsy of the supraclavicular mass was per-
formed. Pathology report of this biopsy revealed a neoplasm
rich with myxoid matrix and having epitheloid properties.
Tru-cut biopsy specimen did not show high grade malignant
properties, and it was hypocellular in many areas. As these
morphological properties did not point out a specific diagno-
sis, total resection of the mass was planned. After peropera-
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Figure 7. PET/CT before treatment.

tive evaluation of the mass, it was concluded that it was a
hard, wooden, and fixed mass localized at the junction of left
subclavian and jugular veins. The borders of the mass were
unremarkable and the mass was involving both supra and
infraclavicular regions. As the mass could not be resected
surgically, incisional biopsies were taken from the mass.
The pathology demonstrated EHE. Microscopic examina-
tion showed round or spindle-shaped endothelial cells with
cytoplasmic vacuolisation (Fig. 2), the cytoplasm was posi-
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Figure 7. PET/CT after treatment, almost complete met-
abolic response in the left supraclavicular regions.

tive for immunohistochemical staining with the endothelial
cell markers CD31, CD34 and vimentin (Fig. 3-5). After this
diagnosis, for pretreatment staging a PET/CT was performed
and a left supraclavicular hypermetabolic mass lesion (SUV
max 4.05) was found without distant organ metastasis. The
patient was referred to radiotherapy department and treated
with intensity modulated radiotherapy in liner accelerator, 6
MYV photons, to a total of 60 Gy in 30 fractions. Radiother-
apy field was planned according to MRI and PET/CT and
defined as gross tumor volume which was the abnormal FDG
uptake area and all suspicious areas in the MRI. The patient
had complete symptomatic pain relief immediately after RT.
Postradiotherapy neck MRI of the patient showed a lesion
located at the left supraclavicular fossa which was isointense
at T1 sequences with minimal contrast enhancement. The
borders of the lesion were not distinct and this lesion was
concluded as necrosis of the mass after RT unresectable EHE
(Fig. 6). The comparative evaluation of PET/CT before and 3
months after treatment demonstrated the metabolic response
of this tumor to radiotherapy. Posttreatment scans showed al-
most complete metabolic response in the left supraclavicular
regions. Non FDG avid milimetric lymph nodes observed in
the pretreatment scan were stable (Fig. 7, 8). During follow-
up visits, the patient was free of symptoms.

Discussion

EHE is an unusual vascular tumor with borderline malignant
behaviour [3, 9]. This tumor is very rare in head and neck
region. If EHE develops in head and neck, it usually devel-
ops at or below the level of the mandible and submandibular
region is the most affected site in this area [8].
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Histopathological findings of EHE are round or spindle-
shaped epitheloid cells with pale cytoplasm [8]. Tumor cells
have vacuolisations containing red blood cells [10]. Immu-
nohistochemical staining is a useful diagnostic tool. Endo-
thelial cell markers (CD31, CD34 and factor VlI-related an-
tigen) aid in confirming the vascular nature of the tumor [7,
8]. In the case presented here CD31 and CD34 were positive.

Most of the cases of EHE in head and neck region re-
ported were treated with surgical excison of the masses. As
EHE has a malignant potential, wide local excision is the ac-
cepted treatment of choice. But as in the case presented here,
if total resection is not possible, additional curative therapy
modalities are needed. Although radiotherapy alone is re-
ported to be rarely effective [11], in our case EHE was cured
by radiotherapy mainly. The authors refusing radiotherapy
propose that EHE tumor cells have slow growth rates and
radiotherapy is ineffective. But EHE has a variable malig-
nant potential and the cell growth rates may change individu-
ally. Each case of EHE should be evaluated uniquely and
the treatment unresectable EHE strategy should be planned
accordingly. If invasive forms of EHE can not be surgically
resected, radiotherapy can be the treatment of choice.

Conflict of interest: The authors of this paper do not have
any financial relationship with any organization related to
this case report.
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