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An unusual presentation of giant pilomatrixoma in an adult patient
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Abstract

Background: Pilomatrixoma (OMIM ID #132600) is a benign cutaneous tumor ori-
ginating from the pilosebaceous follicle and characterized by the presence of subcu-
taneous nodules of up to 3.0 cm in diameter, usually on the head, neck and upper
extremities. It is most common in the first two decades of life and after the age of 60.

Main observations: An adult female patient was evaluated, presenting a solid tumo-
ral lesion with erythematous surface and purplish tone, with approximately 7.5 x 5.0 cm
in size, in the interscapulovertebral region. It was thought to be an epidermoid cyst,
sarcoma, calcified hemangioma, giant dermatofibroma, or nodular basal cell carci-
noma. The resection of the lesion was carried out and, at the histological examina-
tion, specific details were observed that led to the diagnosis of pilomatrixoma.

Conclusion: Pilomatrixoma should be suspected in the differential diagnosis of giant
adnexal tumors. (J Dermatol Case Rep. 2013; 7(2): 56-59)

sebaceous gland, tumor

Introduction

Pilomatrixoma (PM; OMIM ID #132600) was first descri-
bed in 1880 by Malherbe and Chenatais as a "calcified epi-
thelioma of Malherbe" originated from sebaceous glands. In
1961, Forbis and Helwig demonstrated that the tumor ori-
ginated from the hair matrix; therefore, the name piloma-
trixoma.”® PM is the most common hair-follicle tumor and
it accounts for one of every 500 specimens submitted by
dermatologists.* Clinically, the lesion is a benign cutaneous
tumor usually characterized by a solitary asymptomatic,
firm, and skin-colored faint blue/red nodule in the deep der-
mis and subcutaneous tissue, with an average size of 0.5 to
3.0 cm. The lesions larger than 5.0 cm are defined as giant
pilomatrixomas. Pain and tenderness may be associated
symptoms.35

The tumor is generally observed on the head, neck and
upper extremities.® It is a common skin neoplasm in the pe-
diatric population, but it may be found in all age groups with
bimodal peaks under the age of 30 and in the sixth/seventh

decades of life.>® Uncommon clinical-pathological variants
of PM have been reported, such as bullous like, anetoder-
mic, exophytic, perforating/ulcerated and lymphagiectatic.
Multiple and familial cases have been described in associa-
tion with myotonic dystrophy, Turner’s syndrome, Gard-
ner’s syndrome, xeroderma pigmentosum, basal cell nevus
syndrome and Sotos syndrome.®’ The present paper reports
an unusual and uncommon case of pilomatrixoma on the
back of an adult female patient.

Case Report

A 54-year-old female patient sought the medical special-
ties outpatient service at School of Medical Sciences at Uni-
versidade de Marilia (UNIMAR) complaining about a back
injury three years ago, with progressive growth and spora-
dic local pain. The patient had undergone a surgery for the
removal of the lesion in another hospital two and a half years
before, but there was local recurrence 3 months after surgery.
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The patient had hypertension, no previous skin disease or
similar cases in the family.

The physical examination revealed a solid tumoral lesion
of about 7.5 x 5.0 cm in size in the interscapulovertebral re-
gion on the left, adhered to deep planes and painful on pal-
pation. The skin over the tumor was erythematous with vio-
let hyperchromia. There was no ulceration on the surface
or in the center of the tumor; it was noted a linear lesion
with a cicatricial aspect, probably due to the previous sur-
gery reported by the patient (Fig. 1). The clinical evaluation
and the pre-operative laboratory tests showed no altera-
tions. The patient underwent resection of the lesion with sa-
fety margins of 1.0 cm, under endovenous sedation and lo-
cal anesthesia, with release of the edges of the surgical in-
cision and advancement of lateral cutaneous flaps for clo-
sing the surgical incision.

Figure 1

54-year-old female patient presenting a solid tumoral lesion
with approximately 7.5 x 5.0 cm in size in the interscapulover-
tebral region. Erythematous skin over the tumor with violet
hyperchromia and absence of surface ulcerations. It is ob-
served a linear lesion with cicatricial aspect in the central area
of the tumor.

A granular grayish raised lesion was observed at the ana-
tomopathological examination. In the histological cuts it was
observed an expansive proliferation of epithelial cell islets
irregularly configured, that presented distinct limits and
a stained central area that showed a shadow of lost nuclei
(ghost cells). These areas sometimes were centered by ke-
ratinization. The examination also showed extensive calcium
deposits and multinucleated giant cells similar to foreign bo-
dies (Fig. 2 and 3). Therefore, based on the histopathologic
features, the diagnosis of pilomatrixoma was made.

Discussion

In the case described here, the most relevant findings were
the unusual size (7.5 x 5.0 cm) and the location of the skin
lesion. Generally, pilomatrixomas are nodules with a dia-
meter of 0.5 x 3.0 cm.8 The term "giant" refers to lesions larger

Figure 2

The figure shows an eosinophilic round center of keratiniza-
tion surrounded by ghost cells. In other areas, it is observed
foci of calcification and multinucleated giant cells (Hematoxy-
lin-eosin staining, original magnification x40).

Figure 3

Cells with shadows of lost nuclei and clear intercellular limits
("ghost cells”). In this case, remaining basophilic cells are not
observed, a typical finding in old lesions. (Hematoxylin-eosin
staining, original magnification x100).

than 5.0 cm. Since 1974, when Krausen et al.? described
the first case of giant PM (GPM), few similar lesions were
described® and most of them were reported in male patients
during the second and sixth decades of life, mainly located
on the head, neck, and upper extremities, being very rare
on the back.> Zamanian et al.’ reported 45 cases of PM and
the tumors ranged in size from 0.5 to 3.5 cm; in only five
cases the tumors were larger than 2.0 cm. In the literature
there are few reports of GPM in the dorsal trunk location in
female patients.!
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Due to the variety of clinical presentations, the clinical
diagnosis of GPM is difficult and PM is often clinically mis-
diagnosed. Previous studies indicate that the diagnostic ac-
curacy rate in the preoperative diagnosis of PM ranges from
0 to 30%.* In general, patients present a solitary nodule gro-
wing slowly over several months or years. There may be
episodes of inflammation or ulceration.®

Particularly in this case, the clinical picture of pilomatri-
xoma made the diagnosis difficult or even impossible. It was
considered the differential diagnoses of epidermoid cyst,
sarcoma, calcified hemangioma, giant dermatofibroma, cu-
taneous lymphoma, cutaneous metastasis and basal cell car-
cinoma." Often, imaging studies are used to assist in the
diagnosis, such as computerized tomography, in which GPM
appears as well-defined calcified masses separated from the
subcutaneous cellular tissue by a layer of fat. Fine-needle
aspiration biopsy is helpful in the diagnosis; however, the
nuclear atypia seen in squamous cells and the misinterpre-
tation of basaloid cells as malignant made the following dia-
gnostic confusion: PM as squamous cell carcinoma, basal
cell carcinoma, pleomorphic adenoma with squamous me-
taplasia, cutaneous and metastatic neuroendocrine carcino-
ma, salivary gland tumors and other tumors of skin appen-
dages.">"5 This leads to the conclusion that at the time of
aspiration, a definitive diagnosis is given only if all the ma-
jor components of pilomatrixoma are present in an aspira-
te.'® However, if one component predominates, this may
lead to an erroneous diagnosis of other benign and mali-
gnant lesions and the final diagnosis is made by histopatho-
logic analysis.®

The histopathology of PM shows a well-circumscribed,
deep dermal or dermal-subcutaneous tumor formed by ba-
saloid cells that gradually lose their nuclei and mingle with
the eosinophilic shadow cells that show the ghosts of epi-
thelial cells without viable colors. The basophilic cells typi-
cally observed in this type of lesion were not evident in this
case, which indicates an old lesion. The examination also
showed extensive calcium deposits and multinucleated giant
cells foreign-body type.® Kaddu et al."” reported that the ear-
ly PM fully developed can be distinguished by histopatho-
logic analysis, demonstrating that there is a chronological
evolution of the PM lesion from an infundibular matrix cyst
to a calcified and ossified dermal nodule.

A typical fully developed pilomatrixoma is a cystic lesion
composed by cornified material and shadow cells surroun-
ded by foci of basaloid cells aligned at the periphery. Mali-
gnant transformation is rarely seen in PM. Pilomatrix carci-
nomas have been observed in patients older than 40 years
of age, with tendency of local invasion and distant metasta-
ses."® Histopathologic malignant transformation shows hair-
matriculated differentiation as well as an infiltrate pattern
with perineural and perivascular invasion, with cell necro-
sis and mitotic figures.'® Both pilomatrixoma and piloma-
trix carcinoma are related to mutations of the beta-catenin
gene (OMIM ID *116806), a signaling protein involved in
the development of the pilous follicles.1?

Nonaggressive excision is usually enough for the treatment
of PM. If there is recurrence, a wider excision and a more de-
tailed histopathologic analysis are required.> The spontaneous

regression of PM has never been reported.® In the case re-
ported here, the option was the surgical excision of the tu-
mor, assuring safety margins, due to diagnostic uncertain-
ty and history of lesion recurrence, which is consistent with
the literature.®'? The diameter of the lesion is not correla-
ted with the prognosis. Recurrences may be related to in-
complete resections,'! as probably occurred in the case de-
scribed here. The gradual increase of the lesion referred by
the patient can be attributed to recurrent inflammations.

Even though that it is considered a rare cutaneous benign
neoplasia, pilomatrixoma should be suspected in the diffe-
rential diagnosis of adnexal giant tumors.
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