Letters to the Editor

A case of facial keratosis
follicularis squamosa resembling
atrophic acne scarring,
successfully treated with topical
pimecrolimus
Sir,
Keratosis follicular squamosa (KFS), first reported by
Dohi and Momose[1] in 1903, is a separate clinical entity
from keratosis follicularis, Darier’s disease. It appears
clinically as scaly patches, 3–10 mm in diameter, with
brownish follicular plugs in the center. The margins
of the patches, slightly raised from the underlying
epidermis, are seen like “lotus leaves on the water”.
The most commonly affected sites are the abdomen,
thighs, buttocks and waist.[2] Here we describe a rare
case of KFS which occurred on the face and resembled
atrophic acne scarring in clinical features, and it is the
first report of facial case with unique manifestation to
our knowledge, and furthermore, we achieved satisfying
therapeutic results with pimecrolimus cream 1%.
A 32-year-old woman presented with an over 6-year
history of asymptomatic atrophic acne scars like lesions
scattered on the face. There was no family history of a
similar disease. Her medical history was unremarkable
and she had no history of acne or other facial problem.
She had no habit of using cosmetics before and after
the lesions appeared. Physical examination revealed
numerous small, atrophic acne scars like eruptions,
some of which were scaly depressed patches whose
margins were slightly detached from the underlying
epidermis. Some lesions had a tiny brownish follicular
plug, seen as a black dot, in the center [Figure 1].
A KOH preparation from the scale was negative.
Bacterial culture of the lesion resulted in tiny colonies
of Staphylococcus epidermidis, which is a normal
skin commensal. Laboratory and endocrinological
examination showed no abnormalities with regard
to liver and renal function tests and hormones
detection. Skin biopsy demonstrated dilated follicles
with keratotic plugs and orthohyperkeratosis. Lateral
margin of the scale was slightly detached from the
granular layer [Figure 2]. Based on these features, we
diagnosed these lesions as facial keratosis follicularis
squamosa. Then, the patient began to use topically
pimecrolimus cream 1% (Elidel, Novartis, CH4002 Basel, Switzerland) once daily. The lesions

Figure 1: Clinical appearance before treatment. Atrophic acne
scars like lesions, with a tiny brownish follicular plug in the center

Figure 2: Skin biopsy revealed dilated follicles with keratotic plugs
and orthohyperkeratosis. Lateral margin of the scale is slightly
detached from the granular layer (H and E, ×10)

Figure 3: Clinical appearance after treatment. Most of atrophic
acne scars like eruptions and follicular plugs were resolved
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notably improved after 2 weeks. There was nearly
complete resolution of those atrophic acne scars like
lesions and follicle plugs at the end of the 4th week
[Figure
3]. Only some yellow or light-brown
pigmentation was left on the forehead.
KFS is actually not rare in China, although it is not
yet described in the English literature. This is not a
typical KFS as previously reported and should be
differentiated from atrophic scars of acne and keratosis
pilaris. As she had no history of acne occurrence in
the past and atrophic lesions could not disappear
by themselves, the former dermatosis can easily be
excluded. Keratosis pilaris and keratosis follicularis
squamosa share the histological finding of keratotic
plugging; however, the KFS lesion is usually clinically
and histologically surrounded by fine lamellar scales,
while typical eruption of keratosis pilaris looks like a
horny papule, rather than a black dot as seen in KFS.[3]
Additionally, the genetic contribution in KFS is smaller
than in keratosis pilaris. Bacterial infection, irritation
by clothing, heredity and hormone imbalance have
been proposed as pathogenetic factors for KFS, but our
patients had no indications of the above possibilities.
Traditionally, oral antibiotics, such as minocycline
and roxithromycn, and topical exfoliative agents
have been used for the treatment of KFS.[4] Sadahira
et al. reported a case successfully treated with topical
tacalcitol.[5] We chose pimecrolimus to treat the patient
and the lesions were markedly improved after the
therapy. Pimecrolimus (SDZ ASM 981), an ascomycin
derivative and calcineurin inhibitor, is a nonsteroid,
has anti-inflammatory activity, and has demonstrated
efficacy in reducing symptoms of atopic dermatitis in
adult and pediatric patients when applied topically.
It binds cytoplasmic proteins and the resulting
complex binds calcineurin, inhibiting its ability
to dephosphorylate the nuclear factor of activated
T cells, thus suppressing gene transcription.[6]
Rubeqni et al. reported a case of extensive Darier's
disease successfully treated with topical tacrolimus,
after stopping of oral isotretrinoin due to major
depression.[7] However, the mechanism of calcineurin
inhibitor to treat hyperkeratotic skin disorders remains
unclear. We have been following the patient for 6
months with no recurrence.
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Atrichia congenita with papular
lesions
Sir,
Atrichia congenita with papular lesions (APL)
represents a complex and heterogenous group of
genodermatoses characterized clinically by complete
and irreversible hair loss shortly after birth, and is
associated with the development of keratin-filled cysts
over the body resulting from homozygous mutations
in the hairless gene (HR).[1]
A 38-year-old lady presented with complete loss of hair
on the body. She had scanty scalp hair at birth which
was gradually lost. At 1 year of age, she developed
multiple skin colored lesions on the face and body,
which progressively increased in number. By the
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