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INTRODUCTION :
Pilomatrixoma or Pilomatricoma, also known as calcifying 
epithelioma of Malherbe, is a benign calcified tumour originating from 
the outer sheath cell of the hair follicle root, due to uncontrolled 
proliferation of hair matrix cells. They typically present as a slowly 
enlarging, solitary mass, typically found in the head and neck region, 
but also occur in the upper extremities and are rarely reported in other 

1sites. Pilomatricomas represent 0.12% of all skin tumours.  

CASE REPORT :
A 35 year old male presented to the Otorhinolaryngology out-patient 
department of Gauhati Medical College complaining of a swelling in 
the front of the neck for the past 5 months. The swelling was insidious 
in onset and gradually progressed from the size of a pea to its current 
size of an almond. The swelling was not associated with any pain or 
elevation in body temperature. The patient did not give any history of 
trauma prior to the onset. He is neither a smoker, nor does he consume 
alcohol. His medical history included gastritis. Family history was 
unremarkable. His vitals and general physical examination were 
normal. On local examination, there was a swelling on the anterior 
aspect of the neck, measuring 3.0x2.0 cm in size and with a reddish 
discolouration of the overlying skin. On palpation, the swelling was 
smooth, moderately firm to hard in consistency, non-tender, adherent 
to the overlying skin with no attachment to the underlying tissues and 
did not move with swallowing or on protrusion of the tongue. There 
was no associated scar, sinus, local rise of temperature or any other 
remarkable feature. A provisional diagnosis of epidermoid cyst was 
made. After doing the necessary blood investigations, surgical 
excision was planned. The swelling was excised under local 
anaesthesia. On gross examination, the excised mass appeared to be 
calcified. The mass was sent for histopathological examination, where 
the features were suggestive of pilomatricoma. Post-operative 
recovery period was uneventful.

Fig 1:  [A] anterior view and [B] lateral view of the patient's neck 
swelling

Fig 2 : Intra-operative picture showing a well-circumscribed, 
ovoid, solitary, greyish mass

Fig 3 : Histopathological picture of pilomatricoma showing the 
basaloid-looking cells and the ghost cells(arrow)

DISCUSSION 
Pilomatricoma is a slowly growing, benign, calcifying, cutaneous 
tumour , differentiating towards the hair matrix of the hair follicles, 
which undergo mummification and may calcify. It was first described 
by Malherbe and Chenantais in 1880 as a calcifying “epithelioma”, 

2arising from the sebaceous glands.  Dubreuilh and Cazenave in 1922 
described the unique histopathlogical features of this neoplasm, 

3including the islands of epithelial cells and ghost cells.  In 1961, 
Forbes and Helwig discovered that this tumour originated from the 
outer sheath of the hair follicle root and proposed the term 

4pilomatrixoma.  The term was changed to pilomatricoma in 1977 as it 
5was believed to be a more appropriate term etymologically.  These 

tumours are often found in the head and neck region, but occurrence in 
other parts of the body such as the upper extremity, trunk and the lower 
extremity have also been reported, in decreasing order of frequency. So 

6far, no cases have been reported in the palms, soles or genital region.  
Pilomatricomas are found in both sexes, but often show a female 

7preponderance.  They show a bimodal pattern of incidence – in the first 
8and sixth decades of life.  Pilomatricomas usually present as a solitary, 

asymptomatic nodule. Multiple lesions were found in 3.5% of reported 
cases, and were usually associated with other diseases or syndromes 
such as Gardner syndrome, Turner syndrome, myotonic dystrophy, 

8sarcoidosis and Steinert syndrome.  Pilomatricomas may undergo 
malignant transformation, and though such cases have been reported, 

9,10 they are rare.  Some characteristic features of pilomatricoma are the 
“tent sign” and the “teeter-totter sign”. Tent sign refers to the various 
facets and angles shown by the tumour whenever its overlying skin is 

11stretched.  This is pathognomic of pilomatricoma. Also, whenever one 
edge of the tumour is pressed, the opposite edge protrudes out like a 
teeter-totter. Another characteristic feature of pilomatricoma is the 

12bluish or reddish tinge of the overlying skin.  All these three features 
are the most helpful clinical clues to the diagnosis of pilomatricomas. 
In our case, all these three features were found to be present. Gross 
examination of biopsied pilomatricomas usually reveal a well-
circumscribed ovoid or spherical mass, which may or may not be 
encapsulated. Histological analysis reveals the typical ghost cells in 
the center with periphery showing basophilic nucleated cells. 

13Calcification is seen in 70 to 95% of cases.  Surgical excision is the 
treatment of choice, but care must be taken to obtain a clear margin, so 

12as to reduce chances of recurrence due to incomplete resection.

Pilomatricoma is a benign skin neoplasm originating from hair follicle matrix cells, which is not commonly encountered 
in general practice. Histopathological analysis is usually needed to make the diagnosis. Here, we present a case of a 35 

year old male who presented with an anterior neck mass, which was diagnosed to be a case of pilomatricoma only after excision. We are reporting 
this case to highlight the importance of histopathological analysis after excision of any swelling and the need to keep pilomatricoma in the 
differential diagnosis of all superficial skin tumours.
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CONCLUSION
Pilomatricoma, though not uncommon, is rarely diagnosed 
preoperatively and it is imperative that it be kept in the differential 
diagnosis of all benign skin tumours. In conclusion, we would like to 
raise awareness amongst clinicians about this often forgotten entity 
and illustrate the importance of histopathological examination in 
making a definitive diagnosis of any superficial skin tumours.
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