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Abstract
Proliferating trichilemmal tumors (PTTs) are 

uncommon exuberant growths of cells derived 
from the external root sheath. They tend to occur 
in older women, with a predilection for the 
scalp. Wide local excision has been the standard 
treatment. Recent reports have described a rare 
malignant variant with an aggressive clinical 

course and a propensity for nodal and distant 
metastases which, therefore, merits aggressive 
treatment
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Introduction
Pilar tumor is a rare neoplasm arising from 

the external root sheath of the hair follicle and is 
most commonly observed on the scalp (1). These 
unusual tumors are located mainly on the scalp 
and consist of areas of squamous epithelium 
with non-epidermal keratinization and moderate 
cellular polymorphism (2). They tend to occur in 
older women. Resection is usually curative (3). 

Proliferating trichilemmal tumor (PTT) shows 
features of typical pilar cyst, but additionally 
shows extensive epithelial proliferation, variable 
cytologic atypia and mitotic activity. The 
malignant potential of PTT is controversial, as 
only a small number of histologically malignant 
PTTs and a smaller number of clinically 
malignant PTTs have been reported (4). 

Due to the rarity of this histopathological 
entity there are no guidelines available for the 
management of these tumors. We report this 
case of malignant pilar tumor to document and 
shed light on this rare entity considering its rare 
presentation and adequate management.

Case Report
A 45-year old female patient noticed a small 

scalp nodule in July 2008 which increased 
gradually in size. She had surgery on 6 July 

2009 in the Philippines. Specimen consisted of 
2.8 cm tan brown piece of tissue with ellipse of 
skin measuring 2.5x 0.5x 0.2 cm. Cut section 
showed tan white solid surface. Microscopic 
description showed that it consisted of stratified 
squamous epithelium overlying dense fibrous 
tissue with variably sized nests and sheets 
of epithelial cells showing central areas of 
necroses mixed with eosinophillic amorphous 
material. HPR showed pilar tumor of the scalp. 
Patient did not receive adjuvant treatment. 
Three months later, she developed recurrence. 

Figure 1: Masses of malignant squamous cells with 
central necrosis and keratinization (the left lower red 
color is keratinization and the upper right is necrosis).
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Another surgery was done on 7 February 2010 
with reconstruction of periosteal flap. Frozen 
section showed inadequate margin. Wider 
section revealed free margin. Microscopically 
sections showed multiple scalp tissue fragments 
featuring malignant epithelial neoplasm. The 
tumor was composed of variable-sized tumor 
masses composed of malignant squamous 
epithelium with moderate anaplasia and mitosis. 

Some masses showed communication with the 
overlying epidermis with peripheral palisading 
and central necrosis. Other foci showed small 
groups of small malignant squamous cells with 
central keratinization. The stroma is desmoplastic 
with moderate lymphoplasmacytic inflammatory 
infiltration. Foci of foreign body giant cells 
reaction were also seen. The deep surgical margin 
of the Rt side showed focal tumor deposit at the 
inked surgical margin while the remaining upper, 
lower, Lt and Rt surgical margins were free of 
malignancy. 

diagnosis
 Malignant proliferating trichilemmal (pilar) 

tumor. Patient was seen at KCCC on March 2010. 
In view of multiple recurrences and narrow safe 
margin, decision to offer her post-operative RT 
was made. She received 60 Gy in 30 fractions 
over 6 weeks, 5 fractions per week by 9 Mev 
electron covering the location of the tumor with 
2 cm margin. 

Discussion
Proliferating trichilemmal tumour has been 

defined with more than one term by many authors. 
Wilson-Jones in 1966 reported it as “proliferating 
epidermoid cysts” in their well-documented 
series. They are rare, slowly growing, lobular 
masses inherited autosomal dominantly and 
localized on scalps of older women and believed 
to be arising as a complication of a trauma and 
inflammation and affect 5-10% of people (5).

Malignant proliferating trichilemmal cyst 
(MPTC) has features in common with benign 
proliferating trichilemmal cyst (BPTC), 
including a central area of abrupt keratinization 
and hyperplastic squamous epithelium forming 
solid areas. The diagnosis of MPTC is essentially 
based on histologic features. The presence of 
a high mitotic rate, atypical mitosis, severe 
nuclear pleomorphism and tumor invasion of 
the adjacent tissues are the essential histologic 
features of malignancy in these unusual tumors 
(6). Moreover, tumor necrosis and aneuploidy 
were also described in MPTT (7, 8). Areas of atypia 
may be found adjacent to typical PTT (7). 

Earlier reports classified this tumor as 

Figure 2: Irregular groups of malignant squamous 
cells	with	focal	keratinization	and	calcification.

Figure	 3:	 The	 dermis	 is	 infiltrated	 by	 masses	 of	
malignant squamous cells with desmoplastic stroma 
and lymphcytic host reaction.
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pseudoepitheliomatous hyperplasia rather 
than as a neoplasm. However, Mann et al. (9) 

reported metastasis from pilar tumors and hence 
considered it to be a genuine neoplasm. In 
addition, few other reports have also described a 
rare malignant variant of the pilar tumor, with an 
aggressive clinical course and a propensity for 
nodal and distant metastases (10).

Wide local excision with a 1cm margin of 
normal tissue is the appropriate treatment (11). 
The role of radiation therapy and chemotherapy, 
especially in the malignant variant, is not 
established. Most of the case reports until 
now have focused on the pathological aspects, 
with minimal emphasis on clinical behavior 
and management issues (10). Follow-up on 
the outcome, this patient was kept on regular 
follow-up 2-months interval on the 1st year 

and 3-months interval on the 2nd and 3rd year. 
Each visit, the lesion was examined carefully 
with strong light for inspection and palpation. 
Regional lymph node was examined carefully 
and MRI was done once and during the follow-
up period. Patient has no relevant complaint and 
there was no sign of skin change or recurrence 
and MRI show stable image. We will follow-up 
the patient after 3 years annually.

Conclusion
Adequate treatment of PTT requires skilled 

histopathologic examination for proper 
diagnosis. Wide local excision is the main 
treatment of Pilar tumors. Long-term clinical 
follow-up for evidence of local recurrence or 
metastatic disease is judicious.
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