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INTRODUCTION

Pilomatrixoma, also termed pilomatricoma, 
trichomatricoma or calcifying epithelioma of Malherbe, 
is a benign skin tumor that originates from the matrix 
of the hair root. It’s a relatively rare condition [1] which 
is frequently misdiagnosed clinically and the correct 
diagnosis is only histological [1,2]. This tumor presents 
as a solitary asymptomatic, firm, and skin-colored faint 
blue/red nodule in the deep dermis and subcutaneous 
tissue, with an average size of 0.5 to 3.0 cm [3]. 

However, giant pilomatrixomas (more than 5 cm) have 
been reported in a few cases [4]. Pilomatrixoma is most 
commonly seen on the head and neck region followed 
by the upper extremities [5]. Although it can be seen 
in all ages and sexes; it is most often encountered in 
first two decades of life and females [1,4-9].

CASE REPORT

A 27-year-old white man, presented with a history of 
multiple tumors of the upper back, the left arm, the 

forearms, the proximal third of the right thigh and the 
scalp. He reported first noticing of these masses on the 
left arm, approximately one year earlier, since then, this 
lesion had rapidly increased in size and other lesions 
had progressively appeared.

He denied any history of trauma, and reported some 
discomfort in the left arm secondary to the size of 
the lesion in this area. His past medical history was 
unremarkable. Physical examination revealed a dome-
shaped, polypoïd, stony and movable tumor measuring 
10 × 8 × 3 cm, on the distal third of the left arm with 
a blue-red overlying skin showing telangiectatic vessels 
and stretch marks (Fig. 1). Besides, examination showed 
four painless and freely-movable, firm subcutaneous 
nodules ranging from 0,5 to 2 cm in diameter on 
the right upper back, the posterior forearms and 
the occipital region of the scalp. The overlying skin 
was normal. We also found a well-demarcated large 
area of thick, keloid, blue-red skin, measuring 7cm 
in largest diameter and presenting a firm ulcerated, 
crumbly and spontaneously bleeding tumor on the 
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upper back (Fig. 2). Histopathologic examination 
found a benign tumoral proliferation in the dermis 
and hypodermis which was composed of scattered 
foci and islands of basophilic and shadow cells in an 
inflammatory stroma with a granulomatous reaction 
with foreign body giant cells (Fig. 3). The perforated 
lesion shows a trans epidermal elimination of shadow 
cells islands (Fig. 4). Prior to the study, patient gave 
written consent to the examination and biopsy after 
having been informed about the procedure.

DISCUSSION

Pilomatrixoma is a relatively rare benign skin tumor. 
In fact, it has been reported to be the most common 
cutaneous adnexal tumor in patients younger than 
20 years [8]. Up to 40% of pilomatrixomas arise before 
the age of 10 years and more than 60% of cases in the 
first two decades [6,8,9]. Most studies report a slight 

preponderance in females [1,4,7] and it seems that this 
tumor occurs usually in Caucasians when compared 
with Asians and African-Americans [4,8].

The head and the neck followed by upper extremities are 
the most frequent localizations of pilomatrixoma with up 
to 40 % of cases occurring on the head [6,8,10] perhaps 
due to the higher hair follicle density in the scalp.

Clinically, pilomatrixomas present as solitary, firm 
to hard, painless, dermal or subcutaneous nodules 
ranging from 0,5 to 3 cm; although pilomatrixomas 
over 10 cm in diameter have rarely been reported in 
literature [1,4,10]. Multiple or recurring pilomatrixomas 
are rarely seen and can be associated with myotonic 
dystrophy, Gardner syndrome, Turner syndrome, 
trisomy 9, spina bifida or sarcoidosis [6]. The overlying 
skin may be normal or have a reddish or bluish hue in 
24% of cases [1,3,8].

Fig ure 1: Dome-shaped, polypoïd, stony and movable tumor 
measuring 10 × 8 × 3 cm, on the distal third of the left arm.

Figure 2: Ulcerated, crumbly and spontaneously bleeding tumor on 
the upper back.

Figure 3: Scattered foci and islands of basophilic and shadow cells in 
the dermis and hypodermis.

Figure 4: Trans epidermal elimination of shadow cells islands.
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The diagnosis may be reached by physical examination, 
imaging and cytology; however, there is a large number of 
misdiagnosis [1,3,6]. The differential diagnosis includes 
dermoid cysts, branchial cleft remnants, pre-auricular 
sinuses, sebaceous cysts, hemangiomas or malignant 
soft tissue tumors [1,3]. Pilomatrixoma do not regress 
or disappear spontaneously and transdermal elimination 
has rarely been reported as perforating or ulcerating 
pilomatricoma and this was noted in our patient [4].

The present case report is consistent with the published 
literature in terms of incorrect provisional diagnosis, 
and it’s original in terms of the age of first appearance 
of the disease, the number of lesions, their various 
appearance, some atypical localizations [2,3] and the 
perforating histological feature.

CONCLUSION

Pilomatricoma is an adnexal skin tumor which may 
occur at any age especially in the two first decades. This 
diagnosis must be evoked in every patient presenting 
with a firm subcutaneous tumor of the head, neck or 
upper extremities. The histological data confirm the 
diagnosis and the treatment is surgical.

CONSENT

The examination of the patient was conducted 
according to the Declaration of Helsinki principles.
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