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Conclusion: To the best of our knowledge is the first case report of epithelioid sarcoma-like
hemangioendothelioma with bone invasion.

Aim: Pseudomyogenic (epithelioid sarcoma-like) hemangioendothelioma is a rare local
aggressive vascular tumor. Herein we present a 54-year-old male patient with a tumor on

Case: The patient presented with a 1-year history of pain and swelling that progressively
exacerbated. Bone invasion was observed on the middle phalanx via direct radiography.
Histopathological examination findings were compatible with epithelioid sarcoma-like
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1. Introduction

Epithelioid sarcoma-like hemangioendothelioma (ES-H) is a
rare vascular tumor with a low degree of aggressiveness.” It
often originates in the peripheric vessels.” Clinically, it imi-
tates epithelioid sarcoma,’ and can be differentiated from
epithelioid sarcoma on the basis of immunohistological and
histochemical differences.* ES-H can exhibit local aggressive
behavior, but has never been observed to metastasize.> ES-H is
not specific to any particular location and can develop in any
soft tissue of the body’; however, bone invasion is an
extraordinary situation that might necessitate aggressive
surgical treatment.
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2. Case report

A 54-year-old male presented to Izmir Dokuz Eylul University,
Orthopedics and Traumatology Department with a 1-year
history of a painful mass on the right index finger that pro-
gressively increased in size. On physical examination an
immobile lesion with irregular borders was observed on the
volar surface of the proximal and middle phalanges of the
right index finger. The lesion was painful upon palpation and
hypoesthesia was noted on the ulnar side. Direct radiography
showed the soft tissue shadow of a bone-destroying lesion
located on the volar aspect of the proximal and middle pha-
langes of the index finger (Fig. 1b). MRI showed a hyperintense
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Fig. 1 — a. MRI of the epithelioid sarcoma-like hemangioendothelioma. b. X-ray of the pseudomyogenic

hemangioendothelioma.

12 x 22-mm lesion that was destroying the middle phalange of
the index finger (Fig. 1a).

The tumor was surgically removed and the surgical borders
were irregular in shape. The tumor had extended along the
neuromuscular band and invaded the neuromuscular band on
the ulnar side (Fig. 2a and b). The entire tumor was surgically
removed, while concentrating on protecting the neuromus-
cular band. During the removal of the tumor a bone specimen
was obtained from the middle phalange ulnar cortex. Macro-
scopically, the tumor measured 25 x 25 x 15 mm, the external
surface had lobular contours and was smooth, and it had a
solid irregular appearance. After serial sections were per-
formed, it was determined that the tumor was grayish white
and had a lobular appearance.

Histopathological examination showed that the tumor
consisted of eosinophilic cytoplasmic cells that were generally
round epithelioid in appearance with irregular borders. The
existence of collagen attracts attention among the cells.
Epithelioid cells were, in places, accompanied by cells with
spindle-shaped morphology (Fig. 3a). In the light of the initial

microscopic findings, hemangioendothelioma-like epithelioid
sarcoma, epithelioid sarcoma, epithelioid hemangioendothe-
lioma, and epithelioid schwannoma were differential diag-
nostic considerations. Immunohistochemically, the neoplastic
cells were S100-, CK7-, CK19-, and Cyclin D1-positive. Addi-
tionally, these cells exhibited focal staining with CD31 and
creatine, with high molecular weight, but did not stain with
CD117, demsin, CD34, HMB-45, calretinin, Melan-A, or CEA. K67
proliferative activity was approximately 30%. The final diag-
nosis of epithelioid sarcoma-like hemangioendothelioma (ES-
H) was based on simultaneous evaluation of the morphological
and immunohistochemical findings.>*

Despite removal of the entire tumor, 7 months post surgery
the patient had recurrence and index finger ray amputation
was recommended; however, the patient did not agree to
undergo the procedure. Consequently, the recurrent mass
was surgically removed, but 3 months later the tumor
recurred again at the same location and radiological exami-
nation showed that bone invasion had increased; therefore,
index finger ray amputation was performed with the patient's

Fig. 2 — a. Pre-operative view of epithelioid sarcoma-like hemangioendothelioma in the right index finger. b. Intra-operative

view of the epithelioid sarcoma-like hemangioendothelioma.
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Fig. 3 — a. Histopathologic view of the epithelioid sarcoma-like hemangioendothelioma (H&E, 20x). b. Black arrows indicate
bone invasion of the epithelioid sarcoma-like hemangioendothelioma.

consent. Histopathological examination showed that bone
invasion of the hemangioendothelioma-like epithelioid sar-
coma (Fig. 3b).

3. Discussion

ES-H is a low degree vascular tumor similar to epithelioid
sarcoma in terms of clinical and histopathological character-
istics®; however, it is not associated with distant metastasis
and can be differentiated from epithelioid sarcoma based on
some immunohistochemical indicators.° ® The differential
diagnosis has, together with epithelioid sarcoma, heman-
gioendothelioma, as well.”® Although CD31 positivity is focal,
due to positivity of other determinants the tumor is thought to
be compatible with hemangioendothelioma-like epithelioid
sarcoma (ES-H).

Local recurrence developed in the presented case 7 months
after surgical excision of the tumor, and the mass was surgi-
cally removed again; however, it recurred again 3 months later
and his right index finger underwent ray amputation. To the
best of our knowledge the literature includes 10 cases,” % in
which the lesion had one localization in seven cases (the chest
wall, scalp, cubital fossa, knee, and calf). In one case the lesion
originated from the radial artery.® Among these 10 cases, in
two the lesion had two localizations: one in the elbow and
forearm, one in the forearm and index finger, and two lesions
in the thigh in the third case.

As reported, 3 of the 10 earlier cases had > one lesion and
recurrence occurred in 3 of the 10 cases, but distant metas-
tasis did not occur in any of the cases nor did bone invasion.
There was a lesion destroying the middle phalange of the right
index finger in the presented patient. During the patient's post
ray amputation follow-up recurrence and distant metastasis
did not occur.

According to the 10 previously reported cases and the case
presented herein, ES-H doesn't exhibit a gender predisposition
(7 males and 4 females). In terms of tumor localization, ES-H
can occur in any soft tissue region of the body. The pre-
sented case had a similar presentation to that reported by
Watabe et al,” who reported a lesion on the dorsal base of the
rightindex finger and on the flexor aspect of the right forearm.
Local recurrence developed in their case and the presented

case, both consequently undergoing amputation. The pre-
sented case differs from the earlier reported cases in that bone
destruction was observed. We think that these lesions might
not be as innocuous as generally thought and that treatment
of ES-H might at times be extremely complicated. Angio-
graphic embolization and stereotaxic radiosurgery should be
considered in the treatment of lesions of vascular origin;
however, these methods can damage peripheral vessels.

In conclusion, ES-H should be diagnosed immunohis-
tochemically, and clinicians must be aware that bone
destruction can occur in association with lesions localized at
the end regions of the extremities, which due to a high
recurrence rate might require amputation.
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