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INTRODUCTION

Pilomatricoma or calcifying epithelioma of Malherbe 
is a relatively uncommon originating from the matrix 
of the hair root [1-4]. Pilomatricoma may be located 
in any part of the body [4-6] except the palms and 
soles but, has a predilection for de upper lid and 
eyebrow [1,3].

It is most commonly seen in children and adolescents [3]. 
Forty percent of them develop in the first decade of life 
and other 20% in the second decade [1,7] although can 
occur at any age. It is more common in female by radio 
of 3:2, but rarely seen in male adults on the eyelid and 
eyebrow region [1,5].

Pilomatricoma is usually not considered in differential 
diagnosis of firm skin nodule on eyelid and orbit. This 
is a report of an unusually, single, firm, nodular, non-
ulcerated, painless orbital pilomatricoma located under 
right lower eyelid of an adult man. This entity has to be 
considered in the differential diagnosis of such lesions 
involving orbit.

CASE REPORT

A previously healthy 41-year old male had a large 
but asymptomatic lesion in the right orbit (Fig. 1a). 
He had first noted a small papule that gradually and 
progressively grew over 1 year period.

On physical examination, the right orbit lesion was a firm, 
hard, mobile, 10x10- mm nodule in subcutaneous tissue. 
There was no significant medical or surgical history. The 
remaining ocular examination was normal. Upon CT 
scan, there was a circumscribed nodule with peripheral 
enhancement located at the right eyelid (Fig. 1b).

A presumptive diagnosis of dermoid or epidermoid 
cyst was made.An anterior orbitotomy was performed 
under local anesthesia. A skin incision was undertaken 
in the infraciliar margin. The lesion was meticulously 
dissected of the surrounding tissues and its complete 
removal was accomplished (Fig. 1c).

Gross pathology revealed brown-yellowish firm tissue, 
measuring 11x7x6 mm. Histopathology showed 
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fibroadipose tissue with well demarcated nodule, 
comprised of basaloid and shadow cells with adjacent 
areas of intralesional calcification (Figs. 2a and 2b).
The overall histological findings were suggestive of 
pilomatricoma. There was no evidence of recurrence 
at 5 years after nodule excision.

Prior to the study, patient gave written consent to the 
examination and biopsy after having been informed 
about the procedure.

DISCUSSION

Pilomatricoma is a benign skin tumor arising from cells 
of the hair follicle [1,7-9]. Its incidence is 1/800-1000 
cutaneous tumors, affecting predominantly women [10]. 
Four clinical variants have been described: and eruptive 
type, a perforating type, a familial type associated with 
myotonic dystrophy and Gardner syndrome [11].

Clinically presents as a firm, single, stony hard slow-
growing subcutaneous or intradermical nodule, 

asymptomatic, adherent to the skin, but not fixed to 
underlying tissue [1,11-13]. Lesions are usually skin 
color, but reddish-blue, lesions have been observed 
probably resulting from the hemorrhage [5].

Periocular tissues are involved in 10-17% of cases and 5% 
of cases are multifocal [7]. The size of the pilomatricoma 
varies from the 0.5 – 3.0 cm but giant periorbital lesions 
up top 3.0 cm have been rarely reported [5].

Most of the eyelid pilomatricoma reported so far have 
been in young adults and rarely in older patients [5] 
and female predominance ranging from 55 – 75% [13]. 
The appearance of multiples pilomatricoma has been 
occasionally associated with myotonic dystrophy 
(Steinert disease), Turner syndrome, Gardner syndrome, 
sarcoidosis [10,13-15] trisomy 9 [12].

Differential diagnosis of pilomatricoma was varied 
among the three age groups: pilomatricoma in children 
may be mistaken for epidermoid cyst, sebaceous 
cyst, dermoid cyst or hemangioma [8]. Differential 
diagnosis of adult an elderly cases was considered 
as fibrohistiocytic proliferation (dermatofibroma or 
fibroma), dermal nevus, adnexal tumor, cutaneous 
metastases [13] keratoacanthoma [13,14,16] and basal 
cell carcinoma [1,4].

Preceding trauma, surgery, infection or insect bite [4,12] 
intramuscular injection at the site of occurrence of 
tumor has been reported [9]. In general pilomatricoma 
is not hereditary [4,12] Etiology has been linked to 
mutations such as B catenin and bcl-2 [15]. It has 
been showed trisomy 18 as a consistent feature in 
pilomatricoma [17].

Histopathology examination reveals grossly well 
circumscribed and firm gritty nodule [7] with 
basaloid cell and keratinized eosinophilic shadow 
cells located towards the center of the tumor and 
occasionally foreign giant body cell reaction [7,11,13]. 
Calcification (70-80%), ossification (15-50%) were 
common features. Although can showed cellular 
evolution toward the other parts of the hair follicle, 
such as the other an inner root sheaths, sebaceous and 
infundibular components, therefore, can be considered 
a panfollicular neoplasm [18].

However, malignant transformation of pilomatricoma 
was rare, and tended to occur in middle-age or 
elderly cases [13]. The histopathological features 
that distinguish a pilomatrixcarcinoma from the 

Figure 1: (a) Clinical appearance of the swelling under right lower 
eyelid. (b) Computed tomography showing well circumscribed 
enhancing nodule. (c) Peroperative exposure of tumor.
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Figure 2: (a) Histological section where the wall of the solid lesion is 
noted and where appreciates a hypocellular area and calcifi ed areas. 
H&E x100. (b) Histological section, a high power, where the wall of 
the lesion was observed, calling attention remnants of epithelial cells 
(ghost cells). H&E x400.
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pilomatricoma are: asymmetry of the tumor, infiltrative 
borders, and predominance of basaloid cells with 
atypical mitoses, nuclear pleomorphism, and necrotic 
foci, invasion of vessels and nerves and infiltration into 
underlying structures [11,13].

The characteristic computed tomography appearance 
has been described to be that of a non-contrast 
enhancing, sharply, well-demarcated subcutaneous 
nodule [15] soft-tissue mass adherent to the skin with 
or without visible calcifications [11]. The treatment of 
pilomatricoma including a complete excision biopsy 
with narrow margin, is usually satisfactory [4,7,9].

The present case has showed no recurrence or 
metastases for 5 years since the resection.

In conclusion, periocular pilomatricoma is often 
misdiagnosed clinically and correct diagnosis is only 
established after excision and histopathological 
examination, so, it should also be considered in the 
differential diagnosis of the lesion involving eyelids 
and orbit.

Most of pilomatricoma have a predilection for the upper 
lid, eyebrow and canthal area, occur more frequently 
in children with female predominance and rarely seen 
in male adults. We have described in middle-age man 
an extremely rare pilomatricoma of the orbit under the 
right lower eyelid as this case is showed.

Most case reports were documented in pediatrics, 
otolaryngology, dermatology literature, ophthalmologists 
may not be familiar with this entity, and consider it in 
the differential diagnosis of subcutaneous nodule in 
the periocular region. The present case has showed no 
recurrence or metastases for 5 years since resection.

Consent

The examination of the patient was conducted 
according to the Declaration of Helsinki principles 
written informed consent was obtained from the 
patient for publication of this article and any 
accompanying image.
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