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Abstract

Spindle cell hemangioma (SCH), formerly known as spindle cell
hemangioendothelioma, was first described by Weiss and Enzinger in 1986.
It is a unique vascular tumor, composed of cavernous spaces and kaposiform
solid area. It almost affects the dermis and subcutis of distal extremities. Herein
we describe a case of SCH in the right elbow of 9 years old boy. Because
the reported cases in the literature are rare, it is suggested that SCH is an
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underdiagnosed tumor.
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Introduction

Spindle cell hemangioma (SCH) is a rare tumor with unique
histological features that affects the dermis and subcutis of the distal
extremities; it affects rarely the proximal extremities, the trunk and
head and neck region [1]. It presents as a solitary lesion or as multiple
clustered nodules [2]. Its size ranges from a few millimeters to a few
centimeters [3]. Herein we report a case of SCH occurred in the right
elbow of 9 years old boy.

Case Presentation

A 9 years old boy presented with a 9 months history of a slow
growing painful nodule in his right elbow. No local trauma or
inflammation was reported. The patient visited a pediatric surgeon
and the mass was diagnosed as hemangioma after an ultrasound’s
examination.

Clinical examination revealed a 1.5 x 1 cm mass with intact
overlying skin. The nodule was slightly painful and mobile. No
palpable lymph node was found in the axillary region.

Surgical enucleation was performed under local anesthesia and
the tumor was removed successfully.

On gross examination, there was a well-defined mass in the
dermis with brow surface.

Histologically, the tumor combined two components (Figure 1),
the first one was a cavernous irregular vascular space (Figure 2) and
the second one was solid area with spindled zones and extravasated
erythrocytes (Figure 3). The tumor showed also some vacuolated
lipoblast-like cells (Figure 4), epithelioid endothelial cells and
flattened vessels without significant nuclear atypia or mitotic activity.

Immunohistochemistry results showed strong reactivity in
cavernous area for CD34 antibody, whereas spindled cells were
focally positive for smooth-muscle actin. Human-Herpes-Virus8
(HHV38) antibody was negative. From these findings, the diagnosis
of SCH was made.

Figure 1: Cavernous vascular spaces and solid areas (x50; H&E).

Discussion

SCH is a rare vascular tumor affecting almost exclusively the
distal extremities, less often it can be seen in proximal extremities,
trunk and head and neck [4,5].

Multifocal SCHs have been reported in association with Maffucci
syndrome [1,2], Ollier disease [6] and Millory disease [3].

On microscopic examination, SCH has a characteristic biphasic
pattern with many cavernous irregular vascular spaces lined by
flattened endothelial cells; the tumor shows a solid proliferation of
spindle cells without nuclear atypia or mitotic activity. The main
helpful clue for the diagnosis is the vacuolated lipoblast-like cells.

SCH is considered as a neoplasm of intermediate malignancy [1].
Lack of nuclear atypia, mitotic activity and necrosis are not in favor
of malignant tumor [7].

The treatment of choice consists on local excision with excellent
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Figure 4: Vacuolated cells with lipoblast-like appearance (x400 H&E).

Figure 3: Spindle cells with extravasated erythrocytes (x250; H&E).

prognosis. Addition of low-dose interferon alpha-2b and recombinant
interleukin 2 with adjuvant radiotherapy has been successful in
preventing and/or treating recurrences [8].

Conclusion

SCH is considered to be an uncommon and underrecognized
vascular tumor that all general pathologist needs to be aware of it,
because of high rate of recurrence and frequent association with other
diseases. Surgical excision remains the treatment of choice.
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