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Abstract

Background and objective: Epithelioid hemangioma (EH) of the spine is a rare vascular disease. Hemangiomas
are tumors typically composed of thin-walled blood vessels, with EH representing an uncommon variant. While
considered benign, EH can be locally aggressive. Although most commonly affecting the integumentary system,
EH can also involve the liver, lungs, and bones. This case report presents a 25-year-old male with a comprehensive
workup for EH, including clinical data, MRI spine, surgical findings, histopathological information, and adjuvant
radiation therapy following surgical management. In addition to the case report, a review of the literature on
EH of bones is provided. Case Presentation: A 25-year-old male presented to our emergency department with
complaints of severe lower back pain and difficulty walking for the past three months. A previous MRI of the
lumbosacral (LS) spine with whole spine screening, performed one month prior, revealed multifocal vertebral
lesions involving the D4, D5, and D6 vertebrae, predominantly in the posterior elements. Expansion of the
transverse processes, involvement of the costochondral junction, and the left Sth rib with extensive soft tissue
component indenting on the pleura were also observed. The patient was evaluated by the neurosurgery team,
and surgical decompression and stabilization of the D4-D6 vertebrae were planned. He underwent a D3-D6
laminectomy and stabilization under general anesthesia. Final histopathology, along with immunohistochemistry
(IHC) correlation, confirmed a diagnosis of epithelioid hemangioma. The case was discussed at our hospital’s
multidisciplinary tumor board, and adjuvant radiotherapy (RT) was recommended. The patient received a total
dose (TD) of 45 Gray (Gy) to the D3-D6 region. Six months post-treatment, his power has improved and is near
normal. Conclusion: This case exhibits typical features of EH, including a young male patient, lytic lesions with
a sclerotic rim, and THC confirmation.
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Introduction

Epitheloid hemangioma (EH) of spine is a rare
vascular disease. Haemangiomas are tumours typically
composed of thin walled blood vessels, of which EH is
an infrequent variation [1]. The exact incidence of EH is
not known. EH, though is considered to be benign disease
it can be locally aggressive. EH most commonly affects
the integumentary system. IT most commonly involves
liver, lungs and bones. Several other sites have been
described in the literature like lymph nodes, lung, breasts.
The term was first descried by Dail and Liebow in the
year 1975. According to the recent WHO classification of
bone tumours, EH is defined as low to intermediate grade

malignant neoplasm. Bone is the second most commonly
affected site [2, 3]. It can involve long tubular bones of
extremity, phalanges of hands and foot, axial skeleton.
Sometimes, EH can be misdiagnosed as multiple myeloma,
metastatic lesion from some other sites etc. Diagnosis is
usually made with histopathology and THC correlation
[4-6]. Treatment of EH includes surgery, radiation or
surveillance [7, 8]. Radiation therapy is mostly used in the
adjuvant setting (After surgery) [9, 10]. There is not much
published literature on EH due to the rarity of the disease.
Here we report a 25 years old male with complete work
up for EH including clinical data, MRI spine, surgical,
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Figure 1. Showing MRI Images and Histopathological Images along with IHC

histopathological information and adjuvant radiation
therapy following surgical management. In addition to
the case report, we reviewed literature on EH of bones.
The aim of this study is to guide clinicians in diagnosing
EH with clinical information, imaging features and in
treatment.

Case Report

A 25 years old male came to our emergency
department with complaints of severe lower back pain.
He also complained of difficulty in walking for the past 3
months. No history of fever, cough, loss of weight, loss of
appetite, bowel/bladder disturbances. He was evaluated
outside for the same. MRI Lumbosacral (LS) with whole
spine screening was done 1 month back and it showed
Multifocal vertebral lesions involving D4, D5, D6 vertebra
predominantly in posterior elements, expansion of the
transverse processes and involvement of costochondral
junction, left 5% rib with extensive soft tissue component
indenting on the pleura. He was referred to our hospital
for further evaluation and management. On examination,
performance status 3, B/L lower power limb power
1/5. MRI LS spine was repeated as his condition had
worsened and it showed T1 isointense, T2 heterointense
lobulated expansile lesion noted involving D4 right
hemi body, transverse process, left 5 rib adjacent costo
chondral junction with soft tissue component indenting
pleura and D6 right hemi body, pedicle, tranverse
process. Epidural components were noted at D4, D5, D6
levels causing significant canal narrowing compressing
the spinal cord at D6 level (MRI images A, B, C, D)
(Figure 1). He was seen by Neurosurgery team at our
hospital and was planned for surgical decompression

and stabilisation of D4-D6 vertebrae. He underwent
D3 to D6 laminectomy and stabilization under general
anaesthesia. Procedure was uneventful. Histopathology
was reported as vascular neoplasm and further IHC for
keratin, CD31, CD 34, ERG, p53 and Ki67 were requested.
All THC except p53 showed positive reaction. Ki67 was
10 % (Figure 1). Final histopathology along with IHC
correlation was suggestive of Epitheloid Hemangioma.
Case was discussed in our hospital multidisciplinary
tumor board and was planned for adjuvant radiotherapy
(RT). Then he received adjuvant radiotherapy total dose
(TD) 45 Gray (Gy) to D3-D6 region. He was simulated
in supine position with vacloc for immobilisation. He was
treated with conformal 3D technique. He was treated
with 3 field technique. The target volume received 97
percent of prescribed dose. He was treated with 1.8 Gy
per fraction, five days a week to a total dose of 45Gy in
25 fractions. His lower limb power improved during the
course of radiotherapy to 3/5. Tolerated treatment well.
No radiotherapy induced reactions. Post treatment he is
on regular follow up. Post treatment 6 months, his power
is improved and is near normal.

Discussion and Review of Literature

EH is a rare vascular tumour arising from endothelial
or pre endothelial cells. The most common presenting
symptom is pain. The neurological symptoms correlate
with the location of mass. The age at presentation is
between 20 to 30 years, the median age being 25 years.
It has a male predominance with a male to female ratio
being 2:1. A study done by Kerry and his colleagues
reported an equal incidence of EH among males and
females. Rosai et al proposed a disease model consisting of
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previously described diseases of skin, soft tissues, bone
and heart [11,12]. EH can be metastatic as well [13].
The histologic similarity of EH to angiolymphoid
hyperplasia with esonopihilia (ALHE) suggests that
both are representative of single neoplastic entity which
was later termed as histiocytic hemangioma [14]. EH
most commonly occurs in metaphysis and diaphysis of
long tubular bones of extremities and followed by short
tubular bones of extremities. Patients usually present with
back pain and neurological symptoms. It can also occur
in forehead, pre auricular area, scalp and lacrimal gland
[15], inner canthus of eye [16], heart [17], penis [18],
scrotum [19], testis [20], colon [21], lymph nodes [22],
breasts [23], tongue [24] and spleen [14]. Among cases
of EH arising in bone only 16% occurred in vertebra even
in the largest series of 50 cases of EH reported till date.
Multi-modality imaging plays a critical role in assessment
and management of patients with EH. On X ray or CT
scan, the typical characteristics are osteolytic lesion with
well-defined margin. EH of bone is usually defined by
an MRI. MRI also shows a lytic lesion with a sclerotic
rim. The signal intensity is not specific, such as low to
intermediate signal intensities in T1 weighted images;
High signal intensity on T2 weighted images and restricted
diffusion. A halo sign can be found after administration of
contrast. Our patient had lesions in multiple spine. Similar
imaging manifestations like multifocal presentation,
aggressive radiologic appearance may be present in
both benign and malignant conditions. It has to be
distinguished from epithelioid hemangioendothelioma
(EHE) and angiosarcoma. Therefore, imaging should not
be considered definitive for diagnosing EH. Identifying
microscopic features along with IHC correlation is of
utmost importance in diagnosing EH. The morphologic
features depend on the formation stage, location as well as
presence of vascular and inflammatory components. IHC
plays an important role in diagnosing EH. The important
THC markers include CD 31, CD 34 FLI-1, ERG, FOSB,
CAMTA-1, TFE-3, INI-1 and keratin. Multifocal lesions
of bone EH are frequently seen. The clear distinction
between multifocal EH and metastatic disease does
not exist. Treatment options include combinations of
biopsy, surgical resection, pre operative embolization
and adjuvant radiotherapy. There is very less information
regarding role of RT in EH. To the best of our knowledge,
only 2 cases of EH of vertebra so far have received RT
till date. Our patient was diagnosed with EH of spine and
underwent surgical resection followed by adjuvant RT.
Kerry et al and Albakr et al suggested that most common
treatment for EHE of spine was surgical resection
followed by adjuvant RT [25]. Luzzati et al reported that
patients who had undergone wide resection had a better
prognosis [26]. Adjuvant RT is recommended to reduce
the local recurrence after surgery. Our patient was pain
free and neurologically improved during follow up period
of 6 months after multimodality treatment.

In conclusion, to summarize our case appears as a
typical features of EH like young male patient, lytic
lesions with sclerotic rim, IHC confirmation. However
imaging features are not specific of EH. MRI remains gold
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standard for identifying EH of spine. Follow up MRI scans
are necessary to rule out new lesions in spine.
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