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Abstract

A 27 year old female attended our ENT out patient department with swelling in the left preauricular region.
Excision biopsy was done and was reported as pilomatrixoma. Pilomatrixoma is a rare tumor in head and neck
region. It is commonly misdiagnosed and often missed while making a differential diagnosis. It is a benign tumour
but occasionally it may become malignant. For this reason surgical excision is the treatment of choice.
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Introduction
Pilomatrixoma (calcifying epithelioma of Malherbe), was first

described by Malherbe and Chenantais in 1880 as a calcified tumor,
originating from the sebaceous glands [1]. With further study Forbis
and Helwig discovered that the cell of origin for pilomatrixoma is the
outer sheath cell of the hair follicle root [2]. Multiple lesions are found
in 3.5% of the reported cases [3]. Familial pilomatrixomas are reported
but the incidence is very rare [4]. Patients presenting with multiple
pilomatrixoma are usually associated with other diseases and/or
syndromes. Pilomatrixomas usually present in the first 20 years of life
[5]. There appears to be a 3:2 female:male incidence ratio, with
Caucasians being the most affected group [3]. Head and neck region is
the most common location for the tumour. The prognosis is typically
good, and the treatment of choice is surgical removal.

Case Report
A 27 year old female patient attended our ENT outdoor with a mass

in the left preauricular area for last 1 year. The swelling was insidious
in onset and gradual on progession. On inspection the swelling was
smooth surfaced with well-defined margin having dimension of 1.5
cm*1 cm. On palpation it was stony hard and free from skin and
underlying structures. On ultrasonography it showed an ovoid mass
with 1.2*0.8 cm dimension at the junction of dermis and subcutaneous
fat having well defined margin, heterogenous echotexture, hypoechoic
rim and calcification. There was no cervical lymph node enlargement
or facial muscle weakness. Excision biopsy was planned under local
anaesthesia. Macroscopically it was a grayish mass with 1.2*0.8*0.5 cm
dimension. Histopathology report revealed multiple islands of
epithelial cells composed mainly of eosinophilic shadow cells, which
are pathognomonic for pilomatrixoma (Figures 1 and 2).

Figure 1: Shows swelling in the preauricular area at the time of
presentation.
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Figure 2: HPE slides shows feature of pilomatrixoma.

Discussion
Pilomatrixoma, or calcifying epithelioma of Malherbe, is a benign

epithelial neoplasm. When Malherbe and Chenantais first mentioned
this tumor in 1880, they described this as a calcifying epithelioma
arising from sebaceous glands [1,6]. Forbis and Helwig later discovered
that the origin of pilomatrixoma is the outer sheath of the hair follicle
root [2,7]. These tumours are commonly present in the head and neck
region but occurrence in other parts of the body has also been
reported. These tumors are most common in 0-20 years of age group
[6,9,10]. Pilomatrixoma presents usually as a single asymptomatic
nodule. The skin over the tumour is mostly normal but occasionally
may have a reddish or bluish discoloration [10]. These tumours are
well circumscribed ovoid or spherical in shape and sometimes it may
be encapsulated [9,10]. Multiple tumours are associated with Gardner
syndrome, Turner syndrome, myotonic dystrophy,sarcoidosis and
Steinert disease [6]. Malignant transformation of pilomatrixoma
though reported are rare [8,12]. The histopathological characteristics
of a pilomatrixoma is a well circumscribed tumor which is surrounded
by a connective tissue capsule. Usually pilomatixoma is situated in the
subcutaneous layer or dermis of skin and composed of islands of
epithelial cells which are made up of varying amounts of basaloid
matrical cells and often shows some cystic changes [6,9]. As the tumor
matures, there is a a central degeneration of these basaloid cells.This
degeneration forms the ghost (anucleated shadow) cells that is the
cental unstained area which is a histopathological feature of
pilomatrixoma [6,9]. As the tumour matures the basaloid cells decrease

in number and the ghost cells predominates [11]. But these ghost cells,
are not pathognomonic histopathological feature of pilomatrixomas.
The presence of inflammatory reaction, central calcifications,foreign
body giant cells and keratin debris is also characteristic. With the use of
von Kossa stain, cal 75% of the tumors calcium deposits are found
[11]. Trichilemmal cysts which keratinize losing their nuclei and
undergo calcification should be histopathologically differentiated from
pilomatrixoma.There is a palisading pattern of the peripheral
basophilic cells in the trichilemmal cysts which are not found in
pilomatrixoma [6,9,12]. The clinical differential diagnosis of these
tumours should include sebaceous cyst, dermoid, epidermoid cysts,
metaplastic bone formation, foreign body reaction, trichoepithelioma,
heamatoma and basal cell epithelioma [8,12]. Surgical excision is the
treatment of choice.After adequate exicision recurrence of the tumour
is rare.After surgical excision of the tumor dermatological evaluation
and long-term follow-up is mandatory [6]. This case is being reported
because this is a rare tumour and it should be differentiated from other
soft tissue tumours.
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