Letters to the Editor

varying success including surgery, intralesional
corticosteroid injections, systemic corticosteroids,
chemotherapeutic agents and/or radiation.!'#! Ocular
symptoms should also be addressed, emphasizing the
importance of co-operation between the dermatologist
and the ophthalmologist.

In conclusion, adult orbital xanthogranulomatous
disease is a heterogeneous entity that should
prompt a thorough evaluation for potential systemic
associations.  Clinicopathological correlation is
important for the diagnosis and sub-classification of
this rare condition.
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Retiform hemangioendothelioma:
A rare entity at atypical site

Sir,

Hemangioendothelioma is the term used for vascular
neoplasms that show a borderline biological behavior,
intermediate between the entirely benign hemangiomas
and the highly malignant angiosarcomas. Retiform
haemangioendothelioma is a rare variant of low-grade
angiosarcoma with a tendency for local aggressive
behavior.

A 23-year-old woman presented with a painless, reddish
swelling on her scalp for the last 2 years. Her previous
medical history was unremarkable except for a single
episode of seizures during childhood following trauma to
the head. Clinical examination revealed a well-defined,
erythematous, soft, compressible, non-tender, 1-2 cm

nodule situated on the left temporal side of the scalp
[Figure 1]. A clinical diagnosis of pilar cyst was made and
the lesion was biopsied. Histopathological examination
revealed orthokeratotic stratified squamous epithelium
showing mild spongiosis, follicular plugging and
irregular rete pegs. The superficial dermis showed
edema and a mild perivascular infiltrate [Figure 2]. A
small focus in the superficial dermis and a larger focus
in the deeper dermis, extending upto the subcutaneous
tissue, showed long, arborizing, branching blood vessels
which were lined by monomorphic endothelial cells
with prominent, protuberant hobnail nuclei and scanty
cytoplasm. Some interspersed lymphocytes were also
seen [Figure 3]. In addition, immunohistochemistry
showed CD34 positivity [Figure 4]. The immunostain
Ki-67 indicated occasional positivity suggestive
of cell proliferation. The labeling index was low
(approximately 3-4%) [Figure 5]. Based on these
histopathological findings, a diagnosis of retiform

550 Indian Journal of Dermatology, Venereology, and Leprology | September-October 2016 | Vol 82 | Issue 5



