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 Epithelioid hemangioendothelioma (EHE) of the bone is extremely rare and 

occurs predominantly in males. It most frequently occurs during the second and third decades of 

life. The lower extremities are most commonly involved. We describe a diagnostically 

challenging case of epithelioid hemangioendothelioma of proximal phalanx of 2nd toe of left 

foot with histological features reminiscent of osteoblastomatosis.

 A 52 year old man presented with history of intermittent pain with swelling in 

second toe since 6 months. Radiograph showed a lytic lesion in proximal phalanx of the great toe. 

CT and MRI reported non specific lesion in the toe. Pain was quite severe and as the patient was a 

labourer and wanted to get back to his work as soon as possible a decision of disarticulation of the 

second toe at metatarsophalnageal joint was taken. Histopathology confirmed the diagnosis of 

Epithelioid hemangioendothelioma and patient was called for regular follow up. There are no 

complications and recurrence at two year follow up.   

EHE of the bone is extremely rare vascular tumor. To our knowledge, this is the first 

case of EHE with such features. EHE should be kept as one of the important differential diagnosis 

while diagnosing vascular tumors. Careful attention to the histopathological features is 

necessary for the confirmation of the diagnosis.

Epitheloid haemangioma; epitheloid haemangioendothelioma; rare occurrence; 

vascular tumor.
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Clinical presentation of Epitheliod Hemangioendothelioma
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Introduction

Epithelioid hemangioma (EH) is a relatively common benign vascular 
tumor that usually occurs within the skin or subcutaneous tissues [1]. Less 
frequently, it can also occur in bone [2–9]. Epithelioid hemangioma of bone 
is typically found in adult patients, presenting most commonly as a solitary 
lesion, as in our patient, but approximately 25% may be multifocal. The 
differential diagnosis of EH includes epithelioid hemangioendothelioma 
(EHE), epithelioid angiosarcoma (EA), and metastatic carcinoma. 
Although most commonly found in soft tissues, epitheloid 
hemangioedothelioma (EHE) can potentially arise in any organ and 
pursues a clinical course intermediate between that of benign vascular 
tumors (hemangiomas) and frankly malignant tumors (angiosarcomas) 
[10]. EHE of the bone is extremely rare and occurs predominantly in males. 
It most frequently occurs during the second and third decades of life but has 
been described in patients ranging in age from 10 to 73 years. The lower 
extremities are most commonly involved [11]. It can often be difficult to 
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Figure 2 - Radiograph of left foot (AP view) showing 
the lytic expansile lesion with a distinctive "soap-
bubble" matrix and a sclerotic margin with cortical 
break in the proximal phalanx of second toe of left 
foot. No periosteal reaction was seen.

differentiate EH from these more malignant conditions, 7). The patient was followed up at regular intervals and 
but since the prognosis for each of these diseases is has shown no complications till the completion of two 
different, accurate diagnosis is necessary to determine an years.
appropriate therapeutic course. We describe a 
diagnostically challenging case of epithelioid 
hemangioendothelioma of proximal phalanx of 2nd toe of  Vascular tumors of the bone have been classified in the 
left foot. past into three main categories, namely, benign 

hemangiomas,  intermediate grade malignant 
hemangioendotheliomas, and malignant angiosarcomas 

A 52-year-old man presented with six months history of [12]. Epithelioid hemangioma (EH) is a benign vascular 
intermittent toe pain with swelling (Fig 1). There were no tumor of the soft tissues, and it infrequently occurs in 
constitutional symptoms. On further evaluation, bone. EH of bone most commonly presents as a solitary 
radiography showed a lytic expansile lesion with a lesion, but may be multifocal in one-fourth of the cases 
distinctive "soap-bubble" matrix with a sclerotic margin. [12]. It is typically found in adult patients, rarely in 
No periosteal reaction was present (Fig 2). CT, MRI & 3D children. EH most frequently affects the femur followed 
reconstruction scan report shows non-specific lesion in by the tibia, the hand and foot bones, and finally the bones 
the proximal phalanx of second toe of left foot (Fig 3, 4 and of the axial skeleton [11, 12]. EHE is as an intermediate-
5). The differential diagnosis of the lesion after all the grade malignant vascular neoplasm. It can occur at any 
above mentioned investigations were aneurysmal bone age, but is more commonly seen in the second and third 
cyst and unicameral bone cyst. decades of life, and has slightly more prevalance in males 
Taking into consideration the severe degree of pain that [11,12]. The most frequently affected bones are the tibia, 
the patient experienced at the time of presentation, the femur, and humerus, and disease is multifocal in almost 
decision of disarticulation of the second toe at the half of the cases with an aggressive clinical course. Pain is 
metatarsophalangeal (MTP) joint was taken. After the most common presenting symptom in patients with 
obtaining a written and informed consent from the patient these tumors, although it may be discovered as an 
and his attenders, disarticulation of the left second toe at incidental finding [11]. Radiographically, EH is 
the level of MTP joint was done. predominantly lytic with well-defined sclerotic margins 

and thick reactive bone formation. EHE can be seen as Gross appearance of tumor show multiple cavities filled 
multiple lucent lesions, commonly with areas of with clots (Fig 6). The biopsied specimen was sent for 
peripheral sclerosis on a radiograph. It is difficult to histopathological examination, which showed a cellular 
distinguish between them by radiological means and solid vascular lesion in the bone. Lobular pattern of 
histology is the only investigation that can establish the growth with trabeculae lining the vascular spaces were 
diagnosis. Histologically, EH is characterized by its seen. The cells were large epitheloid with abundant 
distinctive architecture and cytology [6,7,11,15]. The cytoplasm and occasional vacuolation. Thus, the 
characteristic features include eosinophilic cytoplasm diagnosis of EHE was confirmed.
with round or oval small nucleoli and lobulated The patient was subjected to a whole body bone scan after 
arrangement of the vessels. However, most of the disarticulation which showed no secondary spread (figure 
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Figure 1 - clinical picture showing the swelling over the 
second toe of left foot. Figure 3 - shows CT image of the lesion.
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epithelioid hemangiomas of bone do not display the 
characteristic inflammatory background typically We present a patient with EHE with histological features 
observed in soft tissue epithelioid hemangiomas [15]. reminiscent of osteoblastomatosis. To our knowledge, this 
Histologically, EHE can be distinguished from EH by the is the first case of EHE with such features. It can often be 
appearance of its vessels. The vessels in EHE are more difficult to differentiate EHE from these more malignant 
commonly arranged in cords or nests without lumina conditions, but since the prognosis for each of these 
[6,11]. The lumina are less conspicuous in EHE than they diseases is different, accurate diagnosis is necessary to 
are in EH. Moreover, the stroma in EHE has a hyalinized or determine an appropriate therapeutic course. Careful 
myxoid appearance, which is absent in EH. Diagnosis is attention to the histopathological features is necessary for 
important as aggressiveness of both tumors and prognosis the confirmation of the diagnosis.
differ. Wide surgical excision is recommended for EHE 
but in some cases, local curettage, percutaneous 
radiofrequency ablation and embolisation of the feeder 
vessel followed by curettage and bone cementing has been 
used. Radiation can also be used either alone or in 
combination with surgery, particularly in nonresectable 
lesions or metastatic disease. The prognosis of EH is 
unknown, but surgical excision is usually curative. 
However, recurrence has been reported in two cases in the 
past[6,13,14]. Thus even if the diagnosis is after excision of 
the lesion as in our case, it does has definite bearing on 
prognosis of the patient and regular follow ups are needed 
to prevent recurrence 

Conclusion
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Figure 6 - shows gross appearance of tumor and 
multiple cavities filled with clots. 

Figure 5 - shows the 3D scan image of the lesion.Figure 4 - shows MRI image of the lesion.

Figure 7 - shows normal bone scan of the patient.
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Clinical Message

EHE of the bone is extremely rare vascular tumor. EHE 

should be kept as one of the important differential 

diagnosis while diagnosing vascular tumors. Careful 

attention to the histopathological features is necessary 

for the confirmation of the diagnosis.
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