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Abstract
Perifollicular fibroma (PFF) is a rare proliferative lesion originating from the perifollicular connective tissue sheath. 
It may be congenital or acquired manifesting as skin colored to pink, asymptomatic papules of 1-5 mm in size. They 
are commonly distributed in the head and neck region. Multiple PFFs may be associated with internal malignancy 
or as a part of Birt-Hogg-Dube syndrome. Histopathology serves as an essential tool in clinching the diagnosis. 
Herein we report a case of giant congenital PFF.
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Introduction 
 Perifollicular fibroma (PFF) is an uncom-
mon cutaneous hamartoma arising from the 
connective tissue sheath surrounding the hair 
follicles. It characteristically presents as soli-
tary or multiple skin colored, dome shaped 
papules measuring 1-5 mm in diameter. It is 
usually distributed in the head and neck area. 
Multiple PFFs are usually associated with co-
lonic polyps and internal malignancy. The  
etiology of PFF is still doubtful with few stud-
ies suggesting them to be neoplastic in nature 

and few proposing its inflammatory origin (1, 
2). Histopathology is crucial in confirming the 
diagnosis and differentiating it from other 
conditions. Herein we report a case of giant 
congenital PFF with characteristic histopa-
thology features. 

Case Report
 A 49-year old female presented with the 
complaints of an asymptomatic lesion on the 
right cheek being there since her birth. The 

Figures 1 A and B. (A) Clinical picture - A solitary reddish brown, firm, well-defined plaque 
on the right cheek. (B) Dermoscopy showing multiple follicular openings with areas of pallor
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lesion progressively increased in size over the 
initial few years of life and then stopped pro-
gressing further. Her past medical history and 
family history were unremarkable. Physical 
examination revealed a solitary, reddish 
brown, firm plaque on the right cheek just 
above the nasolabial fold. It was non-tender, 
9 mm x 6 mm in size, and on close inspection 
it showed dilated blood vessels on its surface.
(Figure 1a). Dermoscopic examination re-
vealed central area of pallor with numerous 
follicular openings (Figure 1b).
 The lesion was subjected to excisional 
biopsy which revealed keratinized thinned out 
epidermis with follicular plugging. Dermis 
showed collagen bundles arranged concentri-
cally around normal looking hair follicles along 
with few scattered thinned out blood vessels. 
A focal lymphocytic infiltrate was also ob-
served. Masson’s Trichrome staining was done 
to highlight the perifollicular collagen bundles 
(Figures 2a, 2b). However, the staining for 
elastic tissue was negative. Thus, it was diag-
nosed as a case of perifollicular fibroma. 

Discussion 
 PFF is a rare cutaneous hamartoma aris-
ing from the perifollicular connective tissue 
sheath. It was first described by Burnier and 
Rejsek in 1925. They may be congenital or ac-
quired in nature, presenting as asymptomatic, 
solitary or multiple skin colored to pink, firm 
papules measuring 1-5 mm in diameter. PFF s 
are commonly found to be distributed in the 
head and neck region (1). Multiple PFFs are 
seen to be associated with colonic polyps, in-

ternal malignancy, and bronchiectasis (2). PFF 
may also occur in association with other benign 
tumors such as fibrofolliculoma, trichodiscoma 
and acrochordon as a part of Birt-Hogg-Dube 
syndrome, which is an autosomal dominant 
condition (3). The etiopathogenesis of PFF is 
still unclear with few studies suggesting it to be 
neoplastic in nature while others reporting it to 
be an exaggerated fibroblastic response to un-
known inflammatory triggers (1, 2).
 On histopathology, PFF exhibits concen-
tric layers of ribbon-like collagen bundles 
around a normal hair follicle giving an onion 
skin appearance. There is an artifactual cleft 
that is observed separating the fibroma from 
the adjacent connective tissue (2). However, 
the histopathological changes are not seen 
uniformly across all hair follicles; hence, se-
rial sectioning is important in clinching the 
diagnosis (4). The common differentials for 
PFF are fibrofolliculoma, trichodiscoma, der-
matofibroma and neurofibroma (1). Though 
PFF, fibrofolliculoma and trichodiscoma are 
clinico-pathologically distinct entities, few au-
thors have proposed to consider them as a 
part of a common spectrum. Fibrofolliculoma 
is known to show epithelial component in the 
form of thin anastomosing strands surround-
ed by a prominent mesenchymalstroma. Tri-
chodiscoma, on the other hand, has a less 
prominent epithelial component with a 
marked myxofibrovascularstroma (5). Few 
authors believe PFF to be a variant of angiofi-
broma; however, angiofibromas are known to 
lack concentric perifollicular fibrosis and in-
stead show stellate fibroblasts with increased 
blood vessels (6).
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Figures 2 A and B. (A) Histopathological section showing follicular plugging with perifol-
licular concentrically arranged collagen bundles (H & E, 100X). (B) Masson’s Trichrome 
staining highlighting perifollicular collagen bundles (100X)
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CASE REPORT

 On immunohistochemistry (IHC), there 
are CD34 positive spindle cells distributed dif-
fusely and scattered factor XIIIa positive den-
dritic cells within the connective tissue sheath 
in PFF (7). In our case, IHC was not done in 
view of financial constraints. We observed a 
central area of pallor surrounded by follicular 
openings on dermoscopic examination; how-
ever, we could not establish its significance 
as there are no reports describing the dermo-
scopic features of PFF so far.  
 This case aims to highlight the fact that 
PFF is a rare condition and the occurrence of 
a giant solitary PFF as in our case has not 
been reported so far. It is important for der-
matologists to consider PFF as one of the dif-
ferentials for solitary skin colored papulonod-
ule on the head and neck. 

Abbreviations
PFF – Perifollicular fibroma
IHC – immunohistochemistry
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Perifolikularni fibrom je retka proliferativna lezija koja 
nastaje iz omotača perifolukularnog vezivnog tkiva. 
Može biti urođen ili stečen, a manifestuje se kao koža 
obojena u roza, asimptomatske papule su veličine od 
1 do 5 mm obično se nalaze na glavi i vratu. Višestruki 

perifolikularni fibromi mogu biti udruženi sa internim 
malignitetom ili kao deo Birt-Hogg-Dube sindroma. Hi-
stopotologija je bitna u postavljanju dijagnoze. Ovde 
prikazujemo slučaj gigantskog urođenog perifolikular-
nog fibroma.

Slučaj gigantskog perifolikularnog fibroma – dijagnostički 
izazov
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