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Rezumat

Introducere: Keratoza pilard (KP) si keratoza pilard
atrofiantd (KPA) sunt keratoze foliculare cu evolufie
inflamatorie si uneori atroficd

Cazuri clinice: Prezentim o serie de cazuri clinice cu
diferite subtipuri de KPAF.

Concluzii: Diagnosticul diferential al celor trei forme
de KPA este unul clinic, cu importantd deosebitd in ceea ce
priveste evolutia si abordarea terapeuticd a acestor pacienti.
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Summary

Introduction: Keratosis pilaris (KP) and keratosis
pilaris atrophicans (KPA) are follicular keratoses with
inflammatory and sometimes atrophic evolution.

Clinical cases: We present a case series of patients
diagnosed with different subtypes of KPA.

Conclusions: The differential diagnosis of various
KPA subtypes is a clinical one, with particular importance
regarding the evolution and therapeutical approach of these
patients.
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Introducere

Keratoza pilara (KP) si keratoza pilara
atrofiantda (KPA) sunt keratoze foliculare cu
evolutie inflamatorie si uneori atroficd.
Histologic sunt definite prin prezenta dopurilor
ortokeratozice in orificiul folicular.

Cazuri clinice

Prezentam o serie de cazuri clinice cu diferite
subtipuri de KPA.
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Introduction

Keratosis pilaris (KP) and keratosis pilaris
atrophicans (KPA) are follicular keratoses with
inflammatory and sometimes atrophic evolution.
Histologically, they are defined by orthokeratotic
plugs in the follicular orifice.

Clinical cases

We present a series of clinical cases with
different subtypes of KPA.
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Caz clinic 1: Raportdm cazul unei paciente in
varstd de 11 ani care este consultatd pentru
prezenta unor papule keratozice apdrute la
cateva luni dupd nastere. Examenul dermatologic
pune in evidentd prezenta unor papule foliculare
hiperkeratozice inconjurate de un halou erite-
matos localizate pe sprancene, obraji, fetele de
extensie ale bratelor, coapse si fese, cu alopecie
cicatriceald laterald a sprancenelor asociatd
[Fig. 1]. Starea generald a pacientei este buna, fara
alte afectiuni dermatologice. Mama pacientei pre-
zintd leziuni cutanate identice, dar mai putin
severe [Fig. 2]. Pe baza aspectului clinic si
antecedentelor personale patologice s-a stabilit
diagnosticul de keratozd pilard atrofiantd a fetei.

Caz clinic 2: Pacienta in varstd de 17 ani este
consultatd pentru prezenta unor papule hiper-
keratozice localizate pe pielea pdroasd a capului.
Leziunile au debutat la varsta de 6 ani si au
prezentat evolutie progresivd. Examinarea
organului cutanat identifici papule foliculare
keratozice si cruste pe pielea paroasd a capului
[Fig. 3], precum si papule foliculare keratozice la

Fig. 1. Keratosis pilaris atrophicans faciae. Papule
keratozice rosii, atrofice, la nivelul fetei si sprancenelor.
Fig. 1. Keratosis pilaris atrophicans faciae. Erythematous
hyperkeratotic and atrophic papules located on the face and
eyebrows.
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Clinical case 1: We report the case of an 11-
year-old female patient who was consulted for
the presence of keratotic papules that appeared
several months after birth. Dermatological
examination highlighted the presence of hyper-
keratotic follicular papules surrounded by an
erythematous halo located on the eyebrows,
cheeks, extension surfaces of the arms, thighs and
buttocks, with associated scarring alopecia of the
eyebrows [Fig. 1]. The general condition of the
patient was good, without other dermatological
conditions. The patient’s mother had identical,
but less severe skin lesions [Fig. 2]. Taking into
account the clinical appearance and family
history, a diagnosis of keratosis pilaris atrophi-
cans faciae was established.

Clinical case 2: A 17-year-old patient was
consulted for the presence of hyperkeratotic
papules located on the hairy scalp. The lesions
started at the age of 6 and showed progressive
evolution. Cutaneous examination identified
keratotic follicular papules and crusts on the
hairy scalp [Fig. 3], as well as keratotic follicular

Fig. 2. Keratosis pilaris atrophicans faciae. Papule
foliculare discrete la nivelul sprancenelor si fruntii.
Alopecia atrofiantd lateroexternd a sprincenei la mama
pacientei precedente.

Fig. 2. Keratosis pilaris atrophicans faciae. Discrete
follicular papules located on the eyebrows and forehead.
Lateral and external atrophic alopecia of the eyebrow, as
seen at the mother of the patient.
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Fig. 3 Keratosis follicularis pilaris decalvans . Cruste si alopecie cicatriceald la nivelul scalpului.
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Fig. 3 Keratosis follicularis pilaris decalvans. Crusts and scarring alopecia of the scalp.

Fig. 4 Aspect de keratozi pilaris rubra la nivelul
antebratului drept la acelasi pacient.
Fiq. 4 Keratosis follicularis pilaris rubra on the forearm of
the same patient.

nivelul sprancenelor, trunchiului, membrelor
superioare si inferioare [Fig. 4]. Histologic, se
evidentiazd dopuri cornoase la nivelul orificilor
foliculare. S-a stabilit diagnosticul de keratosis
follicularis spinulosa decalvans si s-a instituit
tratament cu isotretinoin 20 mg/ zi timp de
6 luni cu ameliorarea leziunilor.

Caz clinic 3: Pacientd in varstd de 32 de ani
este consultatd pentru atrofie reticulard simetrica
a fetei. Leziuni cutanate au apdrut la varsta de
12 ani cu extindere pana la varsta de 19 ani.
Examenul dermatologic evidentiazd un fond
seboreic si eritematos al fetei, depresiuni tegu-

papules on the eyebrows, trunk, upper and lower
limbs [Fig. 4]. Histologically, corneous plugs were
observed around the follicular openings. The
diagnosis of keratosis follicularis spinulosa
decalvans was established and treatment with
isotretinoin 20 mg/day was started for 6 months
with improvement of the lesions.

Clinical case 3: A 32-year-old woman was con-
sulted for symmetric reticular atrophy of the face.
Skin lesions appeared at the age of 12 and
progressed until the age of 19. Dermatological
examination revealed a seborrheic and
erythematous face, well defined and atrophic
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mentare atrofice de formd neregulatd cu
diametrul de 1-3 mm, bine delimitate si separate
prin punti inguste de epiderm dand aspect de
fagure de miere localizate simetric pe frunte,
obraji, nas, barbie si zona preauriculara [Fig. 5,6].
Pe baza aspectului clinic si evolutiv se stabileste
diagnosticul de atrophodermia vermiculata.

Fig. 5 Atrophodermia vermiculata. Atrofie reticulard Ia
nivelul fetei, cu aspect de fagure de miere.
Fig. 5 Atrophodermia vermiculata. Reticular atrophy of the
face, with honeycomb appearance.

Discutii

Keratoza pilard (KP), cunoscutd si ca lichen
pilar, este forma cea mai frecventa de keratoza
foliculara. Transmisa ereditar, probabil poligenic
[1], se prezintd sub forma unor papule hiper-
keratozice foliculare inconjurate de un eritem
folicular, localizate de electie pe suprafata de
extensie a extremitatilor si regiunea gluteald si rar
pe fatd si pe trunchi. Apare insidios in prima
decada de viatd, devenind mai severa la
pubertate, ulterior prezentand ameliorare lenta.
Poate fi asociata cu dermatita atopicd sau ihtioza
vulgard, afectiuni metabolice (malnutritie, obe-
zitate, diabet zaharat) sau endocrine (hipo-
tiroidism, hierpandrogenism si hyperadreno-
corticism) [2] si poate fi parte componentd a
sindroamelor Noonan, Greither si Down. in dia-
gnosticul diferential trebuie luate in considerare
lichenul spinulozic (papule hiperkeratozice de
culoarea pielii, fard halou eritematos, asociere
frecventa cu HIV [3]), pitiriazisul rubra pilar
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scars of irregular shape, with a diameter of 1-3
mm, and separated by narrow bridges of
epidermis giving a honeycomb appearance . The
lesions were located symmetrically on the
forehead, cheeks, nose, chin and preauricular
area [Fig. 5,6]. The diagnosis of atrophodermia
vermiculata was established.

Fig. 6 Depresiuni atrofice de formd neregulatd pe fond
seboreic localizate la nivelul aripilor nazale.
Fig. 6 Hyperseborrheic skin. Atrophic pitted scars of
irregular shape on the nasal bridges.

Discussions

Keratosis pilaris (KP), also known as lichen
pilaris, is the most common form of follicular
keratosis. Being hereditarily transmitted,
probably polygenic [1], it presents as follicular
hyperkeratotic papules surrounded by a
follicular erythema, usually localized on the
extensor surface of the extremities and the gluteal
region and rarely on the face and trunk. It
appears gradually in the first decade of life and
becomes more severe at puberty, later showing a
slow improvement. It can be associated with
atopic dermatitis or ichthyosis vulgaris, meta-
bolic (malnutrition, obesity, diabetes) or endo-
crine (hypothyroidism, hyperandrogenism and
hyperadrenocorticism) conditions [2] and can be
a part of Noonan, Greither and Down
syndromes. As for the differential diagnosis,
lichen spinulosus (skin-colored hyperkeratotic
papules, without erythematous halo, frequently




(papule cornoase foliculare, keratodermie palmo-
plantard de coloratie portocalie, leziuni eritemato-
scuamoase cu insule de piele sandtoasd), frino-
dermie (papule pigmentate monomorfe, loca-
lizate pe fetele de extensie ale membrelor si
trunchi si asociate cu deficitul de vitamina A) sau
lichenul scrofulosorum (papule foliculare liche-
noide scuamoase, asimptomatice, localizate pe
trunchi si rdddcina membrelor).

Keratosis pilaris atrophicans (KPA) este
fenotipic inruditda cu KP. Prezintd trei subtipuri
clinice: keratosis pilaris atrophicans faciae,
keratosis follicularis spinulosa decalvans si
atrophodermia vermiculata. Toate subtipurile
incep cu afectarea obrajilor sau marginea laterala
a sprancenelor, conducand la atrofie si cicatrici
sau alopecie. Poate apdrea independent sau poate
fi parte componentd a altui sindrom.

Keratosis pilaris atrophicans faciae (KPAF),
descrisa de Wilson in 1878, apare in primele luni
de viata. Clinic se prezintd sub forma unor
papule foliculare keratozice inconjurate de un
halou eritematos localizate pe marginea laterald a
sprancenelor si obraji si cu evolutie progresiva
spre alopecie a sprancenelor, obrajilor si mai rar a
fruntii. Evolutia leziunilor se opreste la
pubertate. KPAF este considerata marker al
sindromului Noonan [4], sindromului cardio-
facio-cutanat [5], sindromul Rubinstein-Taybi [6]
si al sindromului Cornelia de Lange [7].

Keratosis follicularis spinulosa decalvans
(KFSD), descrisda de Siemers in 1926, este o
afectiune cu transmitere recesivd legata de
locusul p21.13-p22.2. Tabloul clinic cuprinde
papule hiperkeratozice, localizate initial pe obraji
si nas cu extindere la sprancene, pielea pdroasa a
capului, ceafd si trunchi. Evolutiv, poate aparea
alopecie cicatriceald a genelor, sprancenelor si a
pielii paroase a capului. Asociat, pot fi identi-
ficate keratodermie plantara focald, blefaritd, con-
junctivitd, distrofie corneand, anomalii dentare,
surditate, dermatita atopicd, cutis laxa, sindactilie
sau sindrom Noonan. Diagnosticul diferential se
impune a se efectua cu folliculitis spinulosa
decalvans (eritem, pustule si cruste), foliculita
epilantd Quinquaud (pustule foliculare cu
evolutie cdtre alopecie cicatriceald, Stafilococul
Auriu este prezent In 80% din cazuri).

Atrophodermia vermiculata (AV), cunoscuta
si ca honeycomb atrophy, apare mai frecvent in
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associated with HIV [3]), pityriasis rubra pilar
(follicular corneous papules, orange-colored
plamo-plantar keratoderma, erythematous and
scaly lesions with islands of spared skin),
phrynoderma (monomorphic pigmented papules,
located on the extensor surfaces of the limbs and
trunk and associated with vitamin A deficiency)
or lichen scrofulosorum (scaly lichenoid follicular
papules, asymptomatic, located on the trunk and
root of the limbs) should be taken into account.

Keratosis pilaris atrophicans (KPA) is pheno-
typically related to KP. It has three subtypes:
keratosis pilaris atrophicans faciae, keratosis
follicularis spinulosa decalvans and atropho-
dermia vermiculata. All subtypes initially
involve the cheeks or lateral edges of the
eyebrows, leading to atrophy, scarring or
alopecia. It can present as an independent
condition or can be a part of another syndrome.

Keratosis pilaris atrophicans faciae (KPAF),
described by Wilson in 1878, appears in the first
months of life. Clinically, it presents as keratotic
follicular papules surrounded by an erythe-
matous halo located on the lateral edge of the
eyebrows and cheeks, with progressive evolution
towards eyebrows’ alopecia, cheeks and less
often of the forehead. The lesions stop evolving at
puberty. KPAF is considered a marker of Noonan
syndrome [4], cardio-facial-cutaneous syndrome
[5], Rubinstein-Taybi syndrome [6] and Cornelia
de Lange syndrome [7].

Keratosis follicularis spinulosa decalvans
(KFSD), described by Siemers in 1926, is a disease
with recessive transmission linked to p21.13-
p22.2 locus. The clinical picture includes
hyperkeratotic papules, initially located on the
cheeks and nose with extension to the eyebrows,
hairy scalp, nape, and trunk. Subsequent scarring
alopecia of the eyelashes, eyebrows and hairy
scalp may occur. Focal plantar keratoderma,
blepharitis, conjunctivitis, corneal dystrophy,
dental anomalies, deafness, atopic dermatitis,
cutis laxa, syndactyly or Noonan syndrome can
be associated. The differential diagnosis must be
carried out with folliculitis spinulosa decalvans
(erythema, pustules, and crusts) and Quin-
quaud’s epilating folliculitis (follicular pustules
evolving to scarring alopecia; Staphylococcus
Aureus is present in 80% of cases).
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copildrie intre 5 si 12 ani, dar poate fi intalnitd si
la adulti. Clinic, pacientii prezintd papule
hiperkeratozice si cicatrici atrofice reticulare
caracteristice localizate pe obraji, deasupra buzei
si fruntii si “gropite” cu diametrul de 2 mm si
adancime de 1 mm separate prin punti epi-
dermice inguste, ce confer un aspect de fagure .
Evolutia este lenta pana la pubertate, ulterior
leziunile pot chiar regresa. Poate fi asociatd cu
leucokeratoza orald, sindroamele Down, Marfan
[8], Down, Rombo, Nicolau-Bélus. Diagnosticul
diferential trebuie efectuat cu atrophia maculosa
varioliformis cutis, in care sunt evidente cicatrici
usor deprimate la nivelul fetei, neprecedate de
inflamatii sau traumatism.

Fiziopatologic, leziunile apar prin hiper-
keratoza orificiului folicular. Aspectul histologic
al KPA depinde de stadiul bolii. Ca atare, initial
vor fi prezente dopuri keratozice localizate in
orificiul folicular, iar in dermul superior un
infiltrat limfocitar cu putine neutrofile dispuse in
jurul foliculului pilos. In stadiul atrofic va fi
evidentd atrofia foliculului pilos, scleroza
dermald, chiste cornoase, vase limfatice si
vasculare dilatate, iar in stadiul final alopecie
cicatriceald.

Tratamentul KP si KPA se poate realiza cu
topice keratolitice cu uree si retinoizi [9] in toate
cazurile, respectiv retinoizi sistemici (acitretin,
isotretinoin) si dapsone in formele severe precum
KFSD. Antibioticele topice si sistemice sunt
ineficiente. In AV se poate opta pentru derma-
braziune si/sau injectii cu fillere, laser CO2 sau
Nd:YAG.

Concluzii

Diagnosticul diferential al celor trei forme de
KPA este unul clinic, cu importantd deosebitd in
ceea ce priveste evolutia si abordarea terapeutica
a acestor pacienti. De asemenea, se impune o
examinare atenta, completd si multidisciplinara a
acestor pacienti, ludnd In considerare cd aceasta
afectiune poate fi componentd a mai multor
sindroame.
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Atrophodermia vermiculata (AV), also
known as honeycomb atrophy, occurs more often
in childhood between the ages of 5 and 12, but
can also be found in adults. The patients present
with hyperkeratotic papules and characteristic
reticular atrophic scars located on the cheeks,
above the lip and forehead and "pitted" with a
diameter of 2 mm and a depth of 1 mm divided
by narrow epidermal bridges, that give a
honeycomb appearance. Evolution is slow until
puberty, after which the lesions may even regress.
It can be associated with oral leukokeratosis or
Down, Marfan [8], Rombo or Nicolau-Balus
syndromes. The differential diagnosis should be
made with atrophia maculosa varioliformis cutis,
in which mildly, not preceded by inflammation or
trauma, facial scarring is evident.

The lesions are due to hyperkeratosis of the
follicular orifice. The histology of KPA depends
on the stage of the disease. As such, initial stages
are defined by keratotic plugs located in the
follicular openings and a lymphocytic infiltrate
with few neutrophils around the hair follicle in
the upper dermis. In the atrophic stage, hair
follicle atrophy, dermal sclerosis, corneous cysts,
dilated lymphatic and vascular vessels should be
observed, while, in advanced stages, scarring
alopecia will be present.

Treatment of KP and KPA is done in all forms
with topical keratolytics, such as urea and
retinoids [9], and systemic retinoids (acitretin,
isotretinoin) and dapsone in severe forms such as
KFSD. Topical and systemic antibiotics are
ineffective. In AV, dermabrasion and/or injec-
tions with fillers, CO2 or Nd:YAG laser should be
considered .

Conclusions

The differential diagnosis of the three forms
of KPA is a clinical one, with particular
importance regarding the evolution and thera-
peutical approach of these patients. Also, a
careful, complete and multidisciplinary exami-
nation of such cases is required, taking into
account that this condition can be a part of
several syndromes.
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