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reported worldwide.

with phototype >IV.

o In the last few years, there has been a dramatic increase in cases of frontal fibrosing alopecia (FFA)

o The association of FFA, facial papules, and lichen pigmentosus has been reported mainly in subjects
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woman.

agnostic and prognostic purposes.

o Wereport the association of FFA, facial papules, and lichen pigmentosus in a phototype III Caucasian

o Clinicians should be aware of this association also in subjects with fair skin, as it may be useful for di-
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Abstract

Introduction: Frontal fibrosing alopecia (FFA) is a lympho-
cytic primary cicatricial alopecia typically involving the fron-
totemporal hairline. It may be associated with the presence
of facial papules (FP) that clinically appear as noninflamma-
tory, monomorphic, white-yellowish papules. Lichen planus

pigmentosus (LPPigm) is characterized by the presence of
asymptomatic grayish pigmented macules, predominantly
in sun-exposed and flexural areas. Case Report: A 58-year-
old, Caucasian, phototype Ill woman presented with a sym-
metrical, band-like, frontotemporal alopecia with regression
of the hairline; bilateral eyebrow loss; diffuse, symmetrical
hyperpigmentation of the face; and some asymptomatic,
flesh-colored, monomorphic papules on the chin. Based on
clinical, dermoscopic, and histological findings, the diagno-
sis of FFA associated with FP and LPPigm was established.
Discussion/Conclusion: The peculiarity of our report is rep-
resented by the triple association of FFA, FP, and LPPigm in
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a Caucasian skin type lll woman, as it has been rarely report-
ed. Clinicians should be aware of this association also in sub-
jects with phototype <lll, as its recognition may be useful for
diagnostic and prognostic purposes: the observation of
LPPigm of the face may suggest to check for early FFA, and
in case of FFA associated with FP, a poorer FFA prognosis

may likely be expected. ©2020S. Karger AG, Basel

Introduction

Frontal fibrosing alopecia (FFA) is a lymphocytic pri-
mary cicatricial alopecia presenting with band-like scar-
ring hair loss typically involving the frontotemporal re-
gion of the scalp, although upper preauricular and oc-
cipital localization may occur. The disease affects more
frequently Caucasian postmenopausal women; however,
around 20% of cases occurs in premenopausal women
and few cases (1-2%) in men [1, 2]. The pathogenesis is
still unknown, and several hypotheses have been pro-
posed about genetic basis and possible triggering factors
(hormones, neurogenic inflammation, smoking, UV fil-
ters, and ingredients in leave-on facial products) [3-7].
Loss of eyebrows is a common feature (50-80% of cases)
of FFA and hairs of other body areas are less often in-
volved [8-13].

FFA may be associated with the presence of facial pap-
ules (FP) that clinically appear as noninflammatory,
monomorphic, white-yellowish follicular papules, in a
cobblestone-like pattern distribution and usually involv-
ing the temporal areas, which are commonly asymptom-
atic, although rarely they may be accompanied by an in-
tense burning or itching sensation [14]. Although some
authors have proposed that FP are secondary to fibrosed
vellus hairs [12, 15, 16], more recently, prominent seba-
ceous lobules with dilated ducts associated with an abnor-
mal elastic framework have been described as main his-
topathological findings [17].

Lichen planus pigmentosus (LPPigm) is character-
ized by the presence of persistent and asymptomatic
grayish pigmented macules, predominantly in sun-ex-
posed and flexural areas with symmetrical distribution.
It is a disease of the middle-aged, with onset in the third
to fourth decades of life and a slightly greater incidence
in females. It is more common in darker Fitzpatrick
phototypes (IV-V). The etiology is still unclear, al-
though it is thought to be a type hypersensitivity IV re-
action to unknown antigen with lichenoid inflamma-
tion, leading to melanin incontinence and superficial
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dermal pigmentation [18-24]. Some chemical and phys-
ical agents (hepatitis C virus, allyl isothiocyanate present
in mustard oil, amla oil, cosmetics such as hair dye, fra-
grances, nickel, and UV radiations) may play an impor-
tant pathogenetic role [19, 20, 24]. LPPigm needs to be
differentiated from other causes of acquired dermal
macular hyperpigmentation, such as exogenous ochro-
nosis, melasma, ashy dermatosis, and pigmented con-
tact dermatitis/Riehl’s melanosis [25-27]. Herein, we
report the clinical, dermoscopic, and histological find-
ings of a rare association of FFA, LPPigm, and FP in a
Caucasian woman.

Case Report

A 58-year-old, Caucasian, phototype III, postmenopausal
woman presented to our clinic with an 8-year history of progres-
sive hair loss of the frontotemporal scalp and bilateral eyebrow
loss. She also developed an asymptomatic hyperpigmentation on
the face from about 1 year. The patient reported the use of topical
cosmetic products for hair loss and hair dye and a treatment with
platelet-rich plasma injections without beneficial results. She de-
nied any styling practices implying traction or chemical processes.

Clinical examination revealed a symmetrical, band-like, fron-
totemporal hair loss with a 3-cm regression of the hairline. The
hairless scalp appeared pale, smooth, and slightly shiny with visible
temporal veins. The patient also had bilateral eyebrow loss and was
tattooed to improve her cosmetic appearance. Moreover, a diffuse,
symmetrical hyperpigmentation of the face mainly involving the
cheeks and the periocular and temporal regions, with grayish-blue
macules of various sizes and irregular and poorly defined borders
were evident (shown in Fig. 1). Finally, some asymptomatic, flesh-
colored, monomorphic papules were present on the chin (shown
in Fig. 2). The examination of visible mucosae and nails did not
reveal any abnormality.

Polarized dermoscopy (x10, Illuco IDS-1100®; Tre T Medical,
Camposano, Italy) showed absence of follicular openings on the
frontotemporal hairless scalp, absence of vellus hair at the level of
the hairline, and perifollicular hyperkeratosis of the terminal hairs,
all suggestive of FFA (shown in Fig. 3). Polarized dermoscopy of
the pigmented macules of the face showed a grey-blue “dotted/
speckled” pattern characterized by the presence of slate grey-to-
blue dots and globules, and perifollicular pigmentation (“pseu-
donetwork” pattern) (shown in Fig. 4). Finally, papules of the chin
showed at dermoscopy a homogeneous whitish aspect.

Histopathologic examination of a biopsy from the frontal hair-
line area confirmed the diagnosis of scarring alopecia, with fibrosis
and mild perifollicular lymphohistiocytic inflammatory infiltrate
in the upper dermis. Histopathology of the hyperpigmented skin
of the temporal region showed a dermal lichenoid lymphobhistio-
cytic infiltrate with basal cell degeneration, pigmentary inconti-
nence, and dermal melanophages. Routine hematological and bio-
chemical parameters were normal. Based on clinical, dermoscopic
[28, 29], and histological findings, the diagnosis of FFA associated
with LPPigm and FP was established.
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Fig. 1. A 58-year-old, Caucasian, photo-
type III woman showing a band-like, fron-
totemporal hair loss with regression of the
hairline, eyebrow loss, and a hyperpigmen-
tation of the face involving the cheeks and
the periocular and temporal areas.

Fig. 2. The same patient showed asymp-
tomatic, flesh-colored, monomorphic pap-
ules and hyperpigmentation of the chin.

Fig. 3. Polarized dermoscopy (x10) showing absence of follicular
openings on the frontotemporal hairless scalp, absence of vellus
hair at the level of the hairline, and perifollicular hyperkeratosis of
the terminal hairs.

Discussion

The peculiarity of our report is represented by the triple
association of FFA, FP, and LPPigm in a Caucasian, skin
type IIl woman. FFA and LPPigm are 2 clinical variants in-
cluded in the wide spectrum of lichen planus [30]. Their
association was first reported by Dlova [31] in 24 Afro-
Americans (23 females, 1 male). Later, about 100 cases have
been reported worldwide [30, 32-43]. Epidemiologic data
of the association are conflicting, due to the lack of large
case series. Some authors reported that it occurs more fre-
quently in premenopausal women (age range: 25-56 years),

Frontal Fibrosing Alopecia with Facial
Papules and Lichen Planus Pigmentosus
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Fig. 4. Polarized dermoscopy (x10) of the pigmented macules of
the face showing a grey-blue “dotted/speckled” pattern character-
ized by the presence of slate grey-to-blue dots and globules, and
perifollicular pigmentation (“pseudonetwork” pattern).

while others showed a more frequent involvement of post-
menopausal age [31, 39, 40]. Moreover, in some studies,
FFA precedes the onset of LPPigm, in others LPPigm pro-
ceeds to FFA [31, 37, 39, 42]. Interestingly, the association
between FFA and LPPigm is rare in Caucasian women with
9 skin phototype <III reported cases [32, 35, 39, 40].

The concomitant presence of FFA and FP is variably
reported ranging from 3 to 22% [44], whereas the triple
association of FFA, LPPigm, and FP has been reported in
29 patients [15, 31, 39, 40]. To our knowledge, the asso-
ciation in Caucasians with fair skin (Fitzpatrick type <III)
has been reported in 3 patients only [39].
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In the last few years, there has been a dramatic increase
in cases of FFA reported worldwide, and the possible
presence of LPPigm and FP suggests that the inflamma-
tory process may be systemic and not limited to the scalp
[45]. Moreover, as FFA may negatively influence patient’s
quality of life with relevant psychological distress, the as-
sociation with LPPigm and/or other facial changes may
further worsen its impact [46].

Clinicians should be aware of this association also in
subjects with phototype <III, as its recognition may be
useful for diagnostic and prognostic purposes: the obser-
vation of LPPigm of the face may suggest to check for
early FFA, and in case of FFA associated with FP, a poor-
er FFA prognosis may likely be expected [15, 36, 47].
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