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Abstract

Pilomatricoma, also known as pilomatrixoma, is a benign skin tumor arising
from the cortex of a hair follicle. They are usually asymptomatic, solitary, firm or
hard, freely mobile, dermal or subcutaneous nodules. The most common sites
of involvement are the face and neck, followed by the upper extremities, the
trunk, and the lower extremities. Pilomatrixoma are more common in children
and are seen more frequently in girls. The average size is 1cm, and it very rarely
exceeds 3cm in diameter. We present a case of left shoulder giant ulcerated
pilomatrixoma in a 10-year-old girl with special emphasis on histopathology of
pilomatricoma and the relevant differential diagnoses.
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Introduction

A pilomatrixoma (also called Malherbe’s calcifying epithelioma)
is a benign tumor originating from hair follicle matrix cells [1]. That
may occur at any age, although it is most common in childhood and
adolescence and in adults over 60 years of age [2]. The tumor most
commonly occurs in the head and neck region [3]. Pilomatricoma
usually presents as a solitary, asymptomatic, firm, skin-colored to
faint blue/red nodule and the average size is lcm, and it very rarely
exceeds 3cm in diameter [4]. The prognosis is typically good, and the
treatment of choice is surgical removal.

Case Presentation

A 10-year-old girl presented with an ulcerated nodule. It was
measured 9.5x6x5 cm and was located on the left deltoid region.
The lesion had been present for approximately 2 years; it had rapidly
increased in size and ulcerated during the last 2 months. The patient
complained of occasional burning and pain. Physical examination
revealed a firm but movable tumor overlying the left clavicle.

Ultrasound examination of the lesion revealed an exulcerated
mass with abundant calcification and hypervascularity at the
periphery of the tumor.

Magnetic Resonance Imaging showed a well-defined soft tissue
mass involving the cutaneous and subcutaneous layers. It displayed
iso/hypointense T1 signal to muscles, heterogeneous T2 signal and
heterogeneous enhancement in post intravenous gadolinium study
(Figure la & 1b).

Histopathologic examination of an incisional biopsy specimen
revealed the hair matrix origin of the neoplasm, with shadow cells,
calcification, and metaplastic ossification. Subsequently, complete
surgical excision of the skin nodule was performed.

Macroscopic examination revealed a firm exophytic swelling with
central ulceration (Figure 2a & 2b).

Histopathologic examination revealed a well-circumscribed
neoplasm involving the whole dermis and the subcutis composed

Figure 1: Magnetic resonance imaging picture showing a low intensity ovoid
mass in the T 1-weighted (left) with heterogeneous enhancement in post
intravenous gadolinium (right).

Figure 2(A,B): Macroscopic features of giant pilomatricoma with ulceration

(A); cut section of tumor with calcifications.

of partially confluent aggregates of matrical cells admixed with
eosinophilic cornified material containing shadows cells (Figure 3a
& 3b).

Discussion

Pilomatrixoma, a benign neoplasm of the hair follicle, was initially
thought to arise from sebaceous glands and was called calcifying
epithelioma of Malherbe by Malherbe and Chenantais [5]. It typically
presents as a solitary, slow growing, firm, dermal or subcutaneous
nodule, frequently occurring in the head, neck, and upper extremities

[6].
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Figure 3 (A,B): Pilomatricoma. The tumor consists of peripheral islands of
basaloid and ghost cells.

A: Hematoxylin and eosin stain x 40 magnification.

B: Hematoxylin and eosin stain, x100 magnification.

Pilomatrixomas are usually solitary, but multiple foci have been
reported in 3.5% of all cases. Familial pilomatrixomas and multiple
familial pilomatrixomas are much rarer. Multiple pilomatrixomas
and multiple familial pilomatrixomas have been associated with
myotonic dystrophy [7] Gardner syndrome, [8] and Rubinstein-
Taybi syndrome [9].

The size of the tumor is usually <3cm, and the term giant
pilomatrixoma has been used for lesions >5 ¢cm in diameter. There
have been very few reported cases of giant pilomatrixoma >10cm [10].

Radiologically, Plain X-ray films have limited utility, but
may detect calcific foci. The characteristic sonographic picture of
pilomatrixoma is an ovoid mass with echogenic center surrounded
by a hypoechoic rim with acoustic shadowsat the junction of dermis
and subcutaneous fat with focal thinning of overlying dermis. It also
shows calcification [11,12].

Computed tomography demonstrates a sharply demarcated,
subcutaneous lesion of soft tissue density, with or without
calcification. MRI may show a rim-enhancing lesion with small areas
of signal dropout which may be consistent with calcifications [13].

The microscopic appearance of pilomatricoma is characterized
by irregularly shaped well-circumscribed masses of epithelial cells.
Basophilic cells and shadow cells may be observed in the cellular
stroma. Areas of keratinization, calcification and ossification may are
seen in the stroma. The stroma often contains a chronic inflammatory
cell infiltrate with foreign body giant cells. Mitotic figures may be
numerous. Active proliferating hyperchromatic cells with numerous
mitoses and infiltration of surrounding structures are microscopic
features suggestive of malignant pilomatricoma [14,15].

Spontaneous regression of pilomatrixoma has not been reported.
Surgical excision is the primary treatment for pilomatrixoma.
However, there is no standard surgical margin for excision. A narrow
excisional margin is generally necessary for complete removal of

typical lesions, whereas a wide excision margin of 1-2 ¢cm with
preoperative diagnostic imaging has been recommended for giant
Pilomatrixoma [16,17].
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