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Pilomatrixoma of the scalp: peculiar 
presentation possibly related to topography
Pilomatricoma no couro cabeludo: apresentação peculiar possivelmente 
relacionada à topografia

ABSTRACT
Pilomatrixoma is a benign tumor with differentiation to the hair matrix that can affect different regions 
of the skin. We report the case of a patient with an unusual presentation on the scalp, with warning signs 
for the possibility of a malignant variant of the tumor. We emphasize the importance of documenting 
atypical conditions that may permeate the practice of dermatologists and the need to rule out malig-
nancies in the face of a change in the pattern of skin lesions, exulcerations, and bleeding, among other 
signs. The role of histopathology is fundamental for diagnostic definition and therapeutic management.
Keywords: Pilomatrixoma; Skin neoplasms; Hair diseases

RESUMO
Pilomatricoma é um tumor benigno com diferenciação para a matriz do pelo, que pode acometer diferentes regiões da 
pele. Relatamos o caso de paciente com apresentação incomum em couro cabeludo, com sinais de alerta para possibili-
dade de uma variante maligna do tumor. Ressaltamos a importância de documentação dos quadros atípicos que podem 
permear a prática dos dermatologistas e a necessidade de se descartarem malignidades em vigência de mudança de 
padrão de lesões cutâneas, exulcerações e sangramentos, dentre outros sinais. O papel da histopatologia é fundamental 
para definição diagnóstica e conduta terapêutica.
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INTRODUCTION 
Pilomatrixoma is a benign cutaneous neoplasm with dif-

ferentiation to the hair matrix, also known as Malherbe’s cal-
cifying epithelioma. The primary locations are the face, neck, 
and upper limbs. However, it can be found less frequently in 
other body regions.1 Mucosal, palmar, and plantar regions are 
not affected.2 Generally, it appears in the first decades of life, 
being very common in the pediatric age group, when it is often 
mistaken with other skin disorders.1,3

Clinically, although multiple nodules may be present, 
they are usually solitary, asymptomatic tumors with well-de-
fined limits. The color of the skin over the neoplasm may be 
unchanged or vary in reddish or bluish tones.4,5 Diagnostic 
confirmation occurs through anatomopathological analysis, 
characterized by round or oval nodulation in the deep dermis, 
well-demarcated and circumscribed by a stromal capsule.2 Epi-
thelial cells have medium vesicular nuclei and scant cytoplasm 
and are organized into irregular basophilic masses, accompa-
nied by aggregates of keratinized cells known as “ghost cells” 
or “shadow cells”.4

The main differential diagnoses are follicular cysts, fo-
reign body reactions, adenopathies, histiocytosis, and other adne-
xal tumors.6 Pilomatrixoma treatment is conducted with com-
plete surgical excision of the lesion, with recurrence occurring 
rarely.1

We report a case of a patient with an atypical presenta-
tion of pilomatrixoma on the scalp, with warning signs of the 
possibility of being a malignant variant of the tumor.

CASE REPORT
A 56-year-old man presented a nodular lesion on the 

scalp, in the parietal region, and hair loss for approximately one 
year. He reported a gradual lesion increase in this period, more 
pronounced in the last three months. The skin covering the le-
sion presented alopecia, erythema, erosion area, bleeding, and 
a central crust. It had a hard consistency on palpation but was 
mobile regarding deep planes, measuring approximately 3 cm 
(Figure 1).

We performed an incisional biopsy, which indicated the 
diagnosis of pilomatrixoma. Subsequently, the patient under-
went complete excision of the lesion under local anesthesia with 
closure using the O-Z flap technique (Figure 2). The tumor 
was yellowish and hardened, measuring 2.8 x 2.0 cm (Figure 3). 
The new histopathological examination confirmed the previous 
diagnosis with no evidence of malignancy (Figure 4).

DISCUSSION 
Pilomatrixoma represents approximately 1% of benign 

skin tumors. In general, it progresses slowly and asymptomati-
cally.7 The reported case demonstrates an atypical presentation of 
pilomatrixoma, with accelerated volume increase and local pain. 
Furthermore, the unusual location on the scalp, the patient’s ad-
vanced age group, and clinical presentation with erosion and 

Figure 1: Erythematous, exophytic nodule, measuring ap-
proximately 3cm, with an area of erosion and the presence 
of a central crust.

Figure 2: O-Z flap technique.
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this adnexal tumor, due to the highest concentration of follicular 
units per cm2.8

The malignant variant of pilomatrixoma is rare and re-
ceives different names, such as pilomatrix carcinoma, Malher-
be’s calcified epitheliocarcinoma, malignant pilomatricoma, or 
trichometric carcinoma. It is locally aggressive, has high re-
currence rates, and presents metastases. Histological diagnosis 
is challenging, and sometimes cytological abnormalities are 
observed, such as cellular disorganization, with atypical and 
increased mitotic activity.1 Treatment in these cases is based 
on surgical excision associated with radiotherapy as a local ad-
juvant modality and, in the presence of metastases, evaluation 
of chemotherapy treatment.9 In our case, there was no sign of 
malignancy in the histopathological analysis of the tumor in 
its entirety.

In the literature, there are other cases where pilomatri-
xoma presents with an unusual manifestation, with an exophytic 
appearance, as occurred with our patient. Chen et al., in a clini-
copathological analysis of 22 cases of pilomatrixoma, described 
clinical particularities according to the anatomical location of 
the lesions. Lesions found on the upper limbs were rigid, har-
dened, deep, and covered by apparently normal skin. The ones 
on the eyelids and face were blue-red and had a firm or elastic 
consistency. Lesions on the scalp were more prominent, as no-
dules and exophytic tumors were hardened and erythematous.10 
The cases reported by Kondo et al. and Mendes et al. reprodu-
ced these characteristics, with pilomatrixoma lesions located on 
the bone plate of the skull, respectively, the supra-auricular and 
superciliary regions.1,7

Figure 3: Yellowish 
tumor measuring 2.8 x 
2.0cm.

Figure 4: Pilomatrixoma. Basophilic epithelial masses sur-
rounding aggregates of shadow cells are observed. Hema-
toxylin & eosin, 40x.

central crust led to the need to rule out a malignant neoplasm; 
and, after the results of the incisional biopsy, rule out malignant 
degeneration of a previous pilomatrixoma.

Although the cephalic segment is one of the sites most 
affected by the disease, it usually occurs on the face, which has 
the highest concentration of follicular units per cm2, being one 
of the most common sites for this adnexal tumor.8

The cephalic segment is the site most affected by the 
disease, with the face being one of the most common sites for 
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We suggest that the site of pilomatrixoma on the skin, on 
the bone plate of the skull, would not allow tissue accommoda-
tion around an expansive nodule, causing the lesion to assume 
an exophytic and more erythematous character, raising the sus-
picion of a primary or metastatic neoplasm.

 

CONCLUSION 
Pilomatrixoma can have an atypical clinical presentation 

depending on its location on the body, and the dermatologist 
must be aware of the clinical particularities of the lesion. Fur-
thermore, we draw attention to the warning signs regarding the 
malignant variant of the tumor, which, despite being rare, cannot 
be ruled out without a histopathological study. l
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