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Self Regressing Epitheloid Haemangioendothelioma of Tibia in
an Infant- A rare case report and review of literature

Lekha K.Nair', Anitha Das', Arun Kumar A.S’, V. Ramachandran’

What to Learn from this Article?
Conservative management can be considered in cases of solitary epithelioid hemangioendotheliomas of bone.
It will avoid extensive surgeries especially in infants, thus saving the involved limbs.

Abstract

Introduction: Epitheloid hemangioendothelioma is a rare vascular soft tissue tumour of intermediate malignant
potential. The tumor affects any age group, and liver is the commonest internal organ affected. Bones as calvarium,
spine, tibia and femur may also be affected. The lesion can be multifocal in the liver or the same bone itself and can
metastasise to lungs. Here we report a rare case of epithelioid hemangioendothelioma involving tibia in a male infant,
which regressed by itself without any treatment, after incisional biopsy over a period of one and half years..

Case Report: A 7 month old male baby was presented with incessant cry, fever and swelling in left upper leg of 2
weeks duration.X-ray of leg showed a well demarcated lytic lesion in the meta diaphysial region of left tibia.
Magnetic resonance imaging showed an irregular lytic lesion with intramedullary extension. Incisional biopsy
showed a vascular tumor, epithelioid hemangioendothelioma grade 1. Meanwhile the patient became
asymptomatic and subsequent follow ups showed regression in the size of the tumor and complete disappearance
afterone and halfyears. This pointstowards the need of awaitand watch policyinsuchintermediate grade vascular
tumours even though the lesion is so extensive. This is the first case report of an extensive self regressing
epithelioid hemangioendothelioma oftibiainaninfanttoourknowledge.

Conclusion: Intermediate grade vascular tumors can undergo spontaneous regression which points towards the
needofawaitand watch policyinsuchtumorsthusavoiding extensive surgeries, especiallyinyoung patients.
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Introduction

Epithelioid hemangioendothelioma (EHE) is a rare, well-
differentiated endothelial tumour with a wide spectrum of
behaviour. The term was designed to describe vascular soft
tissue tumors between hemangiomas and angiosarcomas in
terms of local recurrences and metastatic
potential[1].Epithelioid hemangioendothelioma has several
synonyms: low grade anaplastic angiosarcoma, cellular
hemangioma, histiocytoid hemangioma and

3

Figure 1: A seven month old infant presented with X-ray of left tibia
showed an expansile osteolytic and poorly demarcated lesion
involving the metaphyseo-diaphyseal region of left upper tibia with
no periosteal reaction.

angioendothelioma. It represents 1% of all vascular
neoplasms and is locally aggressive[2].
Hemangioendotheliomas of bone are multifocal and multi
centric in contrast to other soft tissue tumors. A case of
epitheloid hemangioendothelioma arising in bone is
presented in the study with its clinical, radiological and
histopathological features

Case Report

We reporta case of epithelioid haemangioendothelioma of left
tibiain 7 month old boy. He presented with fever and persistent
cry of about 2 weeks duration. Parents noticed a swelling on
left upper tibia .On examination there was a diffuse swelling at
the anteromedial aspect of the left leg in the junction of upper

and middle one third, measuring approximately 8x3x3 cms. Skin
was shiny. No dilated veins or visible pulsations were seen on
the skin over the swelling. Tenderness was present at the site of
swelling. No abnormal movements or deformities, or other bone
involvement were noticed. X-ray of left tibia showed an
expansile osteolytic and poorly demarcated lesion involving the
metaphyseo-diaphyseal region of left upper tibia (Fig 1). There
was no periosteal reaction. Magnetic Resonance Imaging (MRI)
of left tibia was done and it showed a relatively well delineated
expansile metadiaphyseal intramedullary lesion in the proximal
and mid tibia measuring 4.3x1.9x1.7 cms. There was marked
cortical thinning in the lateral aspect and suspicious breach.
Surrounding periosteal thickening was seen with edematous
changes (Fig 2). To rule out other areas of involvement, we did
ultrasonography of abdomen, computerised tomography of
thorax and abdomen, all of which were normal. Inicisional
biopsy of the lesion was done. Grossly, the specimen looked
dark brown, firm in consistency, aggregate measuring
1.5x1x1cms. Cut section showed dark brown areas.
Microscopic examination of sections from bone showed a
vascular neoplasm composed of interanastomosing capillary
sized vessels(Fig 3). The cells lining the vessels were of
moderate size, polygonal with abundant eosinophilic cytoplasm
and round to oval nuclei with moderate pleomorphism. Mitotic
rate was 0-1/10high power field. Formations of lumen within the
cytoplasm of cells with RBC's inside were noted. Focal areas
showed myxoid change in the stroma.The tumor was
immunoreactive for factor CD34 and vimentin (Fig 4). A
diagnosis of epithelioid hemangioendothelioma Grade 1 was
made. Meanwhile the patient became asymptomatic. His fever
and pain subsided. Since the lesion was of Grade |, the patient
being an infant, and since there was symptomatic relief, we
thought of conservative management with frequent follow ups.
Although the lesion was extensive but conservative
management is not documented so far in intermediate grade
vascular tumors in infants, we took a decision to follow
conservative method. We followed up the case every month for
initial 6 months and thereafter at 3 months interval. The lesion
showed a dramatic response by spontaneous regression during
this period (Fig 5) and by the end of 1 Y2 years the lesion almost
healed (Fig. 5). There was no delay in any mile stones and the
child started walking at the age of 1 year.

Figure 2: MRI of left tibia showed relatively well

delineated expansile metadiaphyseal intramedullary
lesion in the proximal and mid tibia with marked cortical

thinning and suspicion of cortical breach.

Figure 3: Histology of the lesion
showing inter anastomosing
capillary sized vessels lined by
polygonal cells. (H&E,40X)

Figure 4: Immunoistochemistry

showing CD34 positivity by
tumour cells(40X)
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Figure 5: Sequential
Radiographs show
progressive regression of
the lesion. Radiographs
(from left to right) 6
months,one year and two
year follow up

Discussion

Epitheloid hemangioendothelioma, is an angiocentric vascular
tumour[3]. Vascular tumors originating from bone constitute
an infrequent group of tumors of bone. The term epithelioid
hemangioendothelioma was first used by Weiss and Enzinger
in 1982 for a vascular tumor of soft tissue with intermediate
malignancy, showing features between hemangioma and
angiosarcomal4]. Although initially described most commonly
in soft tissues, other sites including liver, lungs and long bones
as femur, tibiaand humerus[5,6] are well reported. Epithelioid
hemangioendothelioma of bone has been encountered in
virtually all age groups and can be multicentric, although it
appearsto peak both during the second and third decades and
again in the later decades of life[7].Clinically, epithelioid
hemangioendotheliomas present with pain and swelling. If
spine is involved, the lesion may cause radicular symptoms or
paraplegia[7].

On radiographic examination, epithelioid
hemangioendotheliomas are expansile, osteolytic and poorly
demarcated lesions. They have a distinctive "soap-bubble"
matrix with sclerotic margins[7]. No periosteal reaction is
present. Lesions with particularly ill-defined margins and loss
of trabeculae are considered to be more aggressive. CT scan
findings are noncontributory as they reflect only soft-tissue
density, but lesions do enhance with contrast media[2].
MRI findings are also non-specific. The radiological differential
diagnosis includes metastatic carcinoma, Ewing's sarcoma,
telangiectatic osteosarcoma, lymphoma, fibrous dysplasia and
aneurysmal bone cyst[2].

On gross examination, epithelioid hemangioendotheliomas
are reddish-brown loculated masses with significant
hemorrhage[2]. Microscopically, epithelioid
hemangioendotheliomas expand vessels, usually preserving
architecture as they expand centrifugally from lumen to soft
tissue. Lumen is filled with combination of tumour, necrotic
debris and dense collagen. Tumours are composed of short
strands or solid nests of rounded to slightly spindled
endothelial cells. Tumour cells form small intracellular lumens,
which are seen as clear spaces or vacuoles which distort or
blister the cells. Stroma varies from highly myxoid to hyaline[3].
Various criteria like the number of mitoses, hyperchromatic
nuclei, pleomorphism and nucleus to cell ratio are used to
determine the aggressiveness of the lesion (benign or
malignant). While the cases with cellular atypia, increased
mitotic activity and necrosis are expected to show a worse
prognosis, it is not possible to predict prognosis only with the

morphological features, for it is known that some low grade
lesions may also metastasize. Because of the high incidence of
the multifocal lesions in epithelioid hemangioendothelioma, it is
necessary to perform bone scan and design the treatment plan
accordingly. Immunohistochemistry shows typical endothelial
phenotype with expression of vVWF, CD31, CD34, FLI-1protein.
LMW cytokeratin is expressed in 25% cases[8]. WWTR1-
CAMTAL1 gene fusion that results from a reciprocal
t(1;3)(p36;925)translocation is present in nearly all
investigated EHE cases but is absent in other vascular
neoplasms[9,10]. Reports have described a possible
correlation between Bartonella infection and hepatic
EHE[11,12] which may result from a relationship between
infection, vascular endothelial growth factor induction, and
angioproliferative disease[13-15]

The treatment of epithelioid hemangioendothelioma
depends on the grade of the lesion. Benign appearing lesions
may be treated with curettage, or wide resection wherever
possible. Wide resection or (rarely) amputation is necessary for
more aggressive tumors. The role of radiation and
chemotherapy is ill defined at this time. Epithelioid
hemangioendotheliomas may metastasize to bone and lung.
Prognosis in these rare instances has been variable but may be
good[2]. Tumors that initially appeared as histologically benign,
but then progressed to metastatic disease have been well
documented[16].

Conclusion

Epithelioid haemangioendothelioma presenting as infantile
form is rare especially in tibia. Spontaneous regression of the
tumor, as in our case, points towards the need of a wait and
watch policy in the management of low grade epithelioid
hemangio endotheliomas and towards categorizing the tumor in
to one of self regressing tumors. Hence, there is role for
conservative managementin borderline vascular bone tumors.

Clinical Message

Chances of a conservative management should be kept in
mind, once the diagnosis of epithelioid
hemangioendothelima is met with, thus avoiding extensive
surgeries, amounting towards saving a limb in case of
extremities.
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