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INTRODUCTION

Pilomatrix carcinoma is extremely rare malignant tumours 

arising from hair follicles with around 80 cases reported till date. 

Owing to the paucity of literature and similarity of clinic pathological 

features with its benign counterpart they are oft en misdiagnosed. 

Th ese tumors are known to be locally aggressive with low albeit 

signifi cant metastatic potential. Surgical excision is the mainstay 

of treatment with adjuvant radiotherapy being used historically for 

improving local control. We present a case of an extremely unusual 

site (breast) of pilomatrix carcinoma. To the best of our knowledge 

no case of pilomatrix carcinoma of the mammary skin has been 

reported till date.

CASE REPORT

A 50 year old, postmenopausal lady presented to us in January 

2015 with a history of left  breast lump for 2 years for which she was 

treated outside. According to her the lump was pea sized to begin 

and it gradually grew to a size of tennis ball in 2 years. Fine Needle 

Aspiration Cytology (FNAC) was performed initially which was 

indeterminate. Subsequently, a core biopsy was performed which 

showed adnexal/metaplastic tumour which was negative for Estrogen 

(ER), Progesterone (PR) and Her2neu. On Mammography (MMG), 

a large lobulated opacity with chunky calcifi cations in the left  breast 

was observed (BIRADS IV) (Figure 1). On UltraSonoGraphy (USG), 

a well-defi ned capsulated heteroechoic space occupying lesion with 

dense calcifi cation of size 7.6 cm x 3.8 cm with surrounding hypochoic 

collection was seen. A baseline Positron Emission Tomography-

Computerized Tomography (PET CT) scan showed a left  breast 

primary of size 7.0 x 5.0 cm and SUV
max

 16.3 with metabolically 

active and enlarged (size 1.3 cm, SUV
max 

6.0) axillary lymph nodes. 

She received 3 cycles of Docetaxel and Epirubicin till December 

2014 aft er which an interval PET CT showed a left  breast lesion of 

7.5 x 6 cm size and SUV
max

 of 10.3 and no active lymph nodes. She 

subsequently received one more cycle of chemotherapy (Docetaxel 

and Cisplatin) aft er which she presented to us. Th e reason for change 

in the chemotherapy was not documented but could be related to 

disease progression as she presented to us with a large 15x15 cm hard, 

non-tender lump in the left  breast involving all the quadrants of the 

breast. Th e lump was fi xed to underlying skin and chest wall. A soft  left  

axillary lymph node was also felt while the rest of local examination 

was clear. Th e outside core biopsy review showed scanty carcinoma 

of intermediate nuclear grade. Diff erential diagnosis of carcinoma of 

skin adnexal origin, non keratinizing squamous cell carcinoma and 

metaplastic carcinoma was considered. She underwent left  modifi ed 

radical mastectomy in view of large size and fi xity to skin. Th e 

histopathology showed it to be a malignant pilomatrixoma of tumor 

size 15 cm x 15 cm x10 cm with invasive component and necrosis. 

All cut margins were free, no lymphovascular emboli or perineural 

invasion was noted and all the 27 nodes dissected were negative. She 

was planned for adjuvant treatment in view of malignant nature of the 

tumor. However, chemotherapy was not given as benefi t was unlikely 

considering poor response to neoadjuvant chemotherapy. She was 

treated with adjuvant Radiotherapy (RT) to a dose of 50 Gy /25 # / 5 

weeks to the left  chest wall which she tolerated well and concluded in 

May 2015. She is currently on follow up and locally controlled for the 

past 24 months since the completion of radiotherapy.

DISCUSSION

Pilomatrixomas have been known since 1880 when they were fi rst 

described by Malharbe and Chenantanis. Th ey constitute about 1% 

of all skin tumours. Erroneously thought of arising from sebaceous 

glands, now they are known to arise from hair follicle matrix.

Malignant pilomatrixomas or pilomatrix carcinoma was fi rst 

described in 1980 by Lopansiri and Mihm and till date around 80 

cases have been reported [1]. Most of these tumours were located in 

head and neck region followed in sequence by upper limbs, lower 

limbs and scalp [2]. A male preponderance (5:1) has been seen and 

these tumours are more commoner in age >50 years and white race 

[3,4]. Repeated trauma triggering an infl ammatory response has been 

hypothesized as an etiological factor for benign pilomatrixomas. 

Pilomatrix carcinomas are also found more frequently in persons 

suff ering from Gardner’s syndrome and myotonic dystrophy [5,6].

Most pilomatrix carcinoma present as a hard, fi xed, painless mass 

of varying size and history ranging from months to years, suggesting 

a benign to malignant transformation Pathologically, the biggest 

challenge lies in diff erentiating a benign growth from malignant 

carcinomas. Th e morphological features of carcinomas include a pT 

size > 4cm, basaloid cell proliferation, nuclear pleomorphism, atypical 

mitosis, number of mitosis > 16-20 per hpf, infi ltration of skin and 

soft  tissue and vascular or lymphatic infi ltration [7,8]. No defi nitive 

criteria for diff erentiation exists as till date no IHC or fl ow-cytometric 

markers have been identifi ed [3]. Lymph node metastasis has hardly 

been reported in literature. Wide local excision (excision with 1 or 2 

cm margin) has been the modality of choice and a recurrence rate of 

up to 59% has been reported in 5-17 months. Adjuvant radiotherapy 

has been show to decrease the local recurrence rate in sub-sites like 

head and neck, extremities and scalp [9,10,11,7].

Th e dose that has been used in other sites is between 45-60 Gy 

using conventional fractionation. Chemotherapy (mostly in the form 

of 5-fl uorouracil and Cisplatinum) has been used in head and neck 

and other sites, however they appear to have no benefi t except in 

metastatic setting [1,12,13]. Metastasis has also been reported in 10 

of the cases mainly to lung and rarely to liver, brain and other sites 

[14,15,13].

To the best of our knowledge occurrence of pilomatrix carcinoma 

of the breast has not been reported till date although its benign 

counterpart (pilomatrixoma) is a well-defi ned entity. Th e incidence of 

benign pilomatrixoma in breast is estimated to be around (1:100000) 

[16-18]. On MMG, breast pilomatrixomas appear as pleomorphic 

coarse irregular calcifi cations (BIRADS IV-V). On USG they appear 
Figure 1: Mammographic images of left breast showing large lobulated 
opacity with chunky calcifi cations.



SRL Cancer & Cellular Biology

SCIRES Literature - Volume 2 Issue 1 - www.scireslit.com Page - 008

as hypoechoic nodule with irregularity [19,20]. Treatment usually 

consists of wide local excision with excellent long term outcomes [21].

We gave adjuvant RT to this patient by extrapolating data from 

pilomatrix carcinoma from other sites. Th e dose of 50Gy / 25# seems 

adequate as the patient is locally controlled 24 months post RT.

CONCLUSION

Pilomatrix carcinomas are extremely rare tumours of the breast, 

which may simulate the much more common breast carcinomas of 

ductal and lobular origin. Clinically they can be diffi  cult to diagnose 

but may be distinguished radiologically. It also requires a high degree 

of pathological expertise to diff erentiate from its benign counterpart. 

Adjuvant radiotherapy to following surgical excision seems to achieve 

adequate local control.
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