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Background

Cicatricial (scarring) alopecia are 
broadly classified according to 
the prominent inflammatory cell 
type on the affected scalp (Figure 
1). As the name suggest, further 
regrowth of hair is not possible 
once fulminant scarring of the 
follicular unit from the disease has 
been established. Specialist hair 
clinics have noted an increased 
frequency of scarring alopecia in 
recent years, especially frontal 
fibrosing alopecia (FFA), a 
lymphocytic subtype of primary 
cicatricial alopecia. This was 

demonstrated from a study on the 
frequency of various alopecia that 
had presented to 22 international 
specialist hair clinics. FFA has 
gained attention in recent years 
based on multiple reported 
cases in the literature as a result 
of increased awareness among 
clinicians. 

Frontal fibrosing alopecia (FFA) 

Since its first description in 1994, 
there has been a significant 
increase of cases worldwide and 
what was once thought to be a 
rare hair disorder has become the 
most common type of scarring 
alopecia. Medline (PubMed) 

Prevalence of frontal fibrosing alopecia presenting 
to dermatology clinic: An update

trend analysis showed a 44-fold 
increase in published papers on 
FFA between 1994 and 2016, 
with larger cohorts reported in 
recent years. This was replicated 
in a recent observational Irish 
study (unpublished) from a 
tertiary institution. A total of 177 
patients had presented over one 
year period, scarring alopecia 
was diagnosed in 25% (n: 45) 
of patients, majority (69%; n:31) 
were female patients with FFA. 
Other alopecia subtypes included 
lichen planopilaris (LPP) (5%; 
n:8), folliculitis decalvans (2%; 
n;3), discoid lupus erythematosus 
(0.5%; n:1) and acne keloidis 
nuchae (1%; n: 2). These findings 

may suggest a similar pattern of 
increased prevalence of FFA in the 
Irish population compared with 
other countries. 

The first few reports of FFA 
involved post-menopausal 
Caucasian females and for many 
years it was thought to be a 
diagnosis exclusive to this group 
(Figure 2). Subsequently, FFA was 
reported in men, patients with 
coloured skin and clusters within 
families. Furthermore, the clinical 
spectrum was noted to involve 
other patterns of follicular units 
on the occipital scalp, eyebrows, 
eyelashes, and in severe cases 
the facial and body hair. Although 
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Figure 1: Classification of primary 
cicatricial alopecia 
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Figure 2: Clinical photographs demonstrating a band-like scarring 
typical of frontal fibrosing alopecia (a); stabilized and improved with 
treatment (b). 
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Figure 3: Example of scarring alopecia involving the sideburn 
demonstrating features of frontal fibrosing alopecia in men. (see arrow) 

 

 

Figure 4: Example of severe FFA exhibiting advanced recession of the 
hairline on the frontal and temporal scalp. 
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uncommon, scarring alopecia 
affecting the sideburns, moustache 
and beard areas are distinctive 
features of FFA in men (Figure 3). 

Various hypotheses have 
been proposed on the disease 
pathogenesis which included 
autoimmunity and environmental 
factors in genetically predisposed 
individuals. FFA is an immune-
mediated primary lymphocytic 
cicatricial alopecia, characterized 
by the immune privilege collapse 
at the hair follicle bulge and outer 
root sheath with destruction 
of the epithelial stem cells. 
Genome-wide association study 
by Tziotzios et al on the UK and 
Spanish population had identified 
susceptibility loci which helped to 
characterize FFA as a genetically 
predisposed disorder driven by 
HLA-B*07:02, thus provided 
some insight into the disease 
pathogenesis. Furthermore, the 
use of facial moisturizers and 
sunscreens have been implicated 
as a potentially environmental 
cause for the sudden rise in the 
number of cases. However, the 
greater benefits of sunscreen use 
in preventing photodamage and 
skin cancers should be heightened 
and encouraged in the absence of 
a more robust evidence to support 
this association. 

Scalp biopsy

Histopathology features of 
FFA are quite similar to lichen 
planopilaris, demonstrating a 
lymphocytic infiltrate around the 
infundibulum and isthmus around 
the upper segment of the follicular 
unit. This chronic inflammation 
eventually leads to destruction 
and irreversible fibrosis. 
Adjunctive tests such as tissue 
immunofluorescence, mucin, 
elastic tissues stains and tissue 
cultures for bacteria and fungi are 
sometimes required to discriminate 
from other subtypes for example 
discoid lupus erythematous 
or less conspicuous scarring 
alopecia that mimics FFA. This 
also helps to determine the extent 
of the disease and ascertain if the 
alopecia is still at its reversible 
state, especially in the absence of 
fulminant scarring.

Assessment and treatment

History, scalp examination and 
histopathological analysis are 
paramount in making an accurate 

diagnosis. Defining the disease 
activity in conjunction with other 
coexistent scalp conditions are 
important factors to ensure that 
treatment is successful to arrest 
further disease progression. The 
main objective of early treatment 
is to modify the disease activity, 
prevent disease progression 
leading to irreversible damage of 
the follicular units and preserve as 
much hair as possible. 

Treatment for cicatricial alopecia 
is mainly aimed to salvage the 
remaining hair at the margins of 
the affected scalp. In advanced 
cases, there is minimal benefit 
in pursuing treatment when 
extensive scarring has occurred 
(Figure 4).  All available treatment 
is based on anecdotal reports 
and experience of the clinicians. 
Therapeutic options which include 
hydroxychloroquine or doxycycline 
as first line anti-inflammatory 
agent are used in most instances 
due to its relatively lower side 
effect profile. Some patients may 
benefit from adjunctive treatment 
to treat any underlying dermatitis 
or concomitant androgenetic 
alopecia. Less commonly, potent 
immunosuppressive agents 
such as systemic steroids, 
methotrexate, mycophenolate 
mofetil and ciclosporin are used in 
recalcitrant cases of FFA. Several 
newer treatments have been 
found to be effective in recent 
years which include isotretinoin, 
peroxisome proliferator-activated 
receptor gamma (PPAR-γ) agonist, 

anti-androgens and prostaglandin 
analogue for selected patients. In 
rare cases, hair transplantation can 
be considered for specific areas 
on the scalp for augmentation of 
hair volume in affected areas but 
this is usually reserved for patients 
with stable or inactive disease for 
several years.

It remains debatable if there is 
a true increase in the number 
of cases reported or due to 
a heighten awareness of this 
condition that may have been 
around for many years. It is 
important for clinicians to keep 
in mind that FFA may manifest in 
various patterns and sometimes 
mimics the more common 
androgenetic alopecia. Treatment 
strategy has to be individualized 
according to the disease severity 
and pattern. It is necessary to 
carry out regular assessment of 
the disease activity, given the 
potential of spontaneous disease 
stabilization over time, albeit rather 
less common. In identified cases, 
treatment could be tapered slowly. 
In conclusion, it is encouraging 
to know that there are several 
therapeutic options available at 
present for FFA. It is important 
for patients to have a realistic 
expectation based on  
the fundamental understanding 
of this condition and discuss a 
suitable treatment regimen with 
their physicians to achieve a 
favorable outcome.
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