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Introduction 
Pilomatrixoma (PM) is a benign adnexal tumor that 
derives from follicular matrix cells. Clinically it usually 
presents as a solitary subcutaneous nodule of slow 
growth and blue-black color with a usual size less 
than three cm. It is a very common lesion in the 
pediatric age and in young adults.  It is most often 
located in the head and neck. Multiple 
clinicopathological variants of PM have been 
described in the literature, including the bullous, 
perforating, anetodermic, lymphangiectatic, and 
giant types [1,2]. We report a new case of giant PM 
and review the literature to better characterize this 
clinical subtype of PM. 

 

Case Synopsis 
We present the case of a 59-year-old man with no 
history of interest who presented to our clinic for an 
exophytic and ulcerated tumor of 4.5×3.5cm that 
had been present in the left parotid region for 9 
months (Figure 1). With the clinical suspicion of a 
cutaneous squamous cell carcinoma, the lesion was 
removed and the surgical defect was reconstructed 
with a rotation flap. The histopathological study 
showed a proliferation of basaloid cells under 
granulation tissue, hemorrhage, and an ulcerated 
epidermis. In some areas, the transition of basaloid 
cells to cells with a broader and more eosinophilic 
cytoplasm and a smaller nucleus could be seen 
(Figure 2). Eventually these evolved to eosinophilic 

Abstract 
Pilomatrixoma is a benign adnexal tumor very 
common in pediatric age and in young adults that 
derives from follicular matrix cells. Although clinically 
it usually presents as a subcutaneous nodule of 
bluish color less than 3cm in size, multiple 
clinicopathological variants have been described in 
the literature. Among these we can find the giant 
pilomatrixoma, a rare clinical variant that reaches a 
size greater than or equal to 4cm and can simulate 
the clinical presentation of a malignant neoplasm. 
We report a 59-year-old man with an exophytic and 
ulcerated nodule in the left parotid region that was 
removed with the suspected diagnosis of a 
cutaneous squamous cell carcinoma. 
Histopathological analysis showed a proliferation of 
basaloid cells with areas of transition to ghost cells, 
under granulation tissue, hemorrhage, and an 
ulcerated epidermis. Thus, the diagnosis of giant 
pilomatrixoma was made. We reviewed the literature 
and found a total of 53 articles that report a total of 
71 cases of giant pilomatrixoma. It is important to 
recognize this clinical subtype of pilomatrixoma 
because, apart from the possibility of being clinically 
confused with malignant lesions, the 
clinicopathological differential diagnosis must be 
made with the proliferating pilomatrixoma and 
pilomatrixcarcinoma. 
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cells without nucleus, also known as ghost cells. 
Therefore, the diagnosis of giant PM was made. 

 

Case Discussion 
We have reviewed the literature in search of those 
PM with a diameter greater than or equal to 4cm and 
the first case was published in 1974 [3]. To the 
current date, a total of 53 articles report 70 cases of 
the giant variant of PM. According to the literature, it 
seems that giant PM is more frequent in adult men. 
The usual clinical presentation is a solitary lesion that 

has been present between one month and 40 years. 
The most frequent location is the upper limb 
followed by the parotid region and the back. The size 
may vary and the largest lesion reported to date was 
34cm in diameter [4]. Nearly 40% of the giant PMs 
published are ulcerated, which together with their 
frequent location in the parotid region, makes the 
initial clinical suspicion more likely to be a malignant 
neoplasm [1] or a parotid neoplasm [5], such as 
cutaneous squamous cell carcinoma, 
dermatofibrosarcoma protuberans, cutaneous 
metastases, pleomorphic adenoma, and malignant 
parotid tumors. Despite the large size and ulceration 
of some giant PM, they are usually asymptomatic. 
When there are symptoms, the most common is 
localized pain. 

Owing to the difficulty in making the clinical 
diagnosis, in more than half of the cases reported, an 
imaging test or cytological study using fine needle 
aspiration puncture (FNA) was performed. The most 
requested imaging tests were computerized 
tomography and magnetic resonance imaging. The 
most common radiological finding is a well-defined 
soft tissue mass, heterogeneous with calcifications, 
with abundant and tortuous vessels, and without 
invasion of neighboring structures. The most 
relevant cytological findings for the diagnosis of PM 
by FNA are basaloid cells and ghost cells, although 
multinucleated giant cells, nucleated squamous 
cells, and calcium deposits may also be helpful [6]. 

The histological differential diagnosis includes 
pilomatrical carcinoma or pilomatrixcarcinoma, a 
lesion that, architecturally, is usually asymmetric 
with ulceration, poorly defined, and shows an 
infiltrative growth pattern. Cytologically it is 
composed of pleomorphic basaloid cells with high 
mitotic index [2]. Regarding the perforating subtype 
of PM, which is a clinical variant of PM that presents 
as a nodule or ulcer that drains material [7], we could 
say that about 40% of giant PM in this review were 
perforating since this percentage of PM were 
ulcerated. We have also found a proliferating PM [2], 
a histopathological variant somewhat controversial 
because of the possibility that it is a precursor of 
pilomatricial carcinoma that is composed of a 
greater number of basaloid cells with atypia and  

Figure 2. Ulceration of the epidermis and abundant granulation 
tissue located above a proliferation of basaloid cells with areas of 
transition to broader and eosinophilic cytoplasm cells with loss of 
nuclei (ghost cells). 

 
Figure 1. Exophytic and ulcerated lesion of 4.5×3.5cm in the left 
parotid region. 
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mitosis and a smaller amount of ghost cells. Apart 
from having found cases of giant PM associated with 
Steinert myotonic dystrophy or Sotos syndrome [8], 
we have also identified cases associated with 
malignant hypercalcemia [9] and reactive 
lymphadenitis [10]. Finally, treatment was surgical in 
all cases identified in the literature. Some required 
surgical reconstruction techniques. In more than half 
the cases located in the parotid region, a superficial 
parotidectomy was necessary owing to the proximity 
of the tumor with the parotid gland itself. 
Recurrences are not frequent and if they occur are 
related to the incomplete excision of the tumor. 

Conclusion 
Giant PM is a distinctive clinical variant of PM that, 
owing to the large size, the usual location in the 
parotid area, and the frequent ulceration can be 
confused clinically with malignant tumors or parotid 
tumors. It is important to know the existence of this 
entity and to distinguish it from a pilomatrical 
carcinoma. 
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