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Caso Clinico / Case Report

Poroceratoselinear seguindo aslinhasdeBlaschko™
Linear porokeratosis following Blaschko lines”

Hiram Larangeira de Almeida Jr.*
Rodrigo Pereira Duquia?

Resumo: Relata-se caso de um homem de 25 anos, que apresenta desde a infancia lesdes lineares hiperceratdsicas,
iniciadas na regido escapular esquerda, seguindo pelo braco e antebraco. No dorso a lesdo tem a configuragéo de um V',
caracteristica das linhas de Blaschko. Em algumas &reas é possivel perceber lesbes com a tipica muralha cornea da
poroceratose, fato confirmado histologicamente, tendo sido encontrada a lamela cornéide. O tratamento foi feito com

crioterapia.
Palavras-chave: Crioterapia; poroceratose.

Summary: Authors report a case of a 25-year-old male patient, who had since childhood a hyperkeratotic linear lesion,
affecting left scapular region and whole arm. On his dorsum, the lesion had a typical distribution of the Blaschko lines. In
some areas, isolated lesions resembled porokeratosis. Light microscopy showed cornoid lamella. Patient was treated with

cryotherapy.
Key words: Cryotherapy; porokeratosis.

INTRODUGAO

A poroceratose linear € um subtipo do grupo das
poroceratoses, que se caracteriza por ser rara, 2 cronica,
unilateral, acometendo geralmente as extremidades,® e
desenvolvendo-se com maisfreqiiénciaem criancgas e adultos
jovens,* havendo raros relatos de aparecimento tardio.?
Geralmente ndo ha precedentes familiares nem relagdo com
exposi¢ao solar. A lesdo é caracterizada por umaalteragéo da
ceratinizag&o, identificada pela presenca de regi&o central
normal ou atrofica cercada por uma muralha de ceratina
periférica, que corresponde histol ogicamente a uma coluna
compacta de células paraceratdsicas que ocupam pequenas
invaginagdes da epiderme, formando alamelacorndide.®%¢

RELATO DO CASO
Paciente de 25 anos, do sexo masculino, branco, veio
a consulta por apresentar lesdo naregiao escapular e no
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INTRODUCTION

Linear porokeratosis is a rare type of
porokeratosist? characterized by chronic, unilateral
extremities lesions,® which affects most frequently
children and young adults,** with seldom late
onset reports.2 Usually there is no familiar antecedents
or sun-exposition history. Lesion has abnormal
keratinization characterized by a healed or atrophic center
surrounded by keratin limits, with histopathologic
changes that include compact column of parakeratotic
cells in small epidermal invaginations, constituting
the cornoid lamella.3%¢

CASE REPORT

A 25-year old male and white patient had a
skin lesion on scapular region and left arm. Disease
duration was since childhood, and no similar casesin
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Figura 1:

Trajeto das
lesGes no

dorso

membro superior esgquerdo.
Essa é assintomética e
comegou na infancia, néo
havendo casos semelhantes
nafamilia. Ao examederma-
tol égico observou-se lesao
linear, que, apartir daregido

Figure 1:
Aspect of
dorsal lesions

the family were reported.
Through dermatological
exam a linear lesion
extending from the
scapular region to the
ipsilateral shoulder, arm,
and forearm (Figure 2),

escapular, seguia um trajeto
em 'V’ invertido (Figura 1) pelo ombro, brago e antebraco
ipsilaterais(Figura2). Algumas|esdesisol adas apresentavam
acléassicamuralha ceratosicacom atrofiacentral (Figura3),
levando a hipé6tese diagndstica de poroceratose linear.

Foi realizadabidpsia, cujo exame histol 6gico mostrou
epidermeirregular, com acantose, identificando vériaslamelas
paraceratoticas (Figura4), sendo algumas de aspecto bizarro,
perdendo a configuracdo vertical caracteristica e
invaginando-se em epiderme acantética (Figura5). Aslesdes
menores foram tratadas com crioterapia com spray de
nitrogénio liquido com tempo de congelamento de 15
segundos, com boa resposta, levando a hipocromiaresidual;
0 paciente ndo retornou para 0 seguimento.

DISCUSSAO

A poroceratose apresenta cinco variantes
clinicas:” poroceratose de Mibelli (PM), poroceratose
actinica superficial disseminada (Pasd), poroceratose
palmoplantar disseminada (PPPD — acometimento

with an inverted ‘V' shape
(Figure 1). Certain isolated lesions showed the
classical keratotic edges with central atrophy (Figure 3),
suggesting the diagnosis of linear porogueratosis.

Histopathologic exam of biopsied skin
demonstrated irregular epidermis, acanthosis, and
several parakeratotic lamella (Figure 4), some with
bizarre aspect showing absence of characteristic
vertical presentation and with invagination at
acanthotic epidermis (Figure 5). Smaller lesions were
treated with liquid nitrogen cryotherapy with a
freezing time of 15 seconds, obtaining good result
and residual hypochromia. Patient did not return for
follow-up.

DISCUSSION

Porokeratosishas5 clinical possibleforms:” Mibelli’s
porokeratosis (MP), disseminated superficial actinic
porokeratosis (DSAP), disseminated palmoplantar
porokeratosis (DPPP — body and palmoplantar lesions),

palmoplantar e lesbes no resto do
tegumento), a poroceratose
puntacta (PP — acometimento
exclusivo das palmas e plantas) e a
poroceratose linear (PL), sendo esta
Ultimaumadas maisraras, existindo
relatos da associacdo da PL com
outras formas clinicas da
poroceratose.>®

Histol ogicamente todas séo
semelhantes,® caracterizadas pela

Figura 2:
Trajeto linear
no braco

punctate porokeratosis (PP —
restricted involvement of palmsand
plants) and linear porokeratosis
(LP). LP is an uncommon type,
being reported in association with
other clinical forms of
por okeratosis.5®

Histologic findings are
similar between porokeratosis
forms,® and characterized by
cornoid lamella — parakeratotic

Figure 2:
Linear aspect
in arm
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Figura 3:
Detalhe no
antebraco
mostrando
a muralha
queratoésica

lamela corndide — érea
paraceratotica, geralmente
disposta verticalmente a
epiderme —,1° sendo a
diferenciacdo dos vérios
subtipos baseada em dados
clinicos. A hereditariedadeja

Figure 3:
Clinical
appearance
of cornoid
lamella on
forearm

areas, usually arranged
vertically to epidermis —°
and differential diagnosis
is based on clinical
data. Inheritance has
been demonstrated in all
forms, with occurrence in

foi demonstrada em todas as
variantes, havendo relato da PL afetando gémeos
monozigéticos.® O inicio € geralmente nainfancia, sendo
excecdo a Pasd, que surge na idade adulta, como outras
dermatoses decorrentes daexposi¢do cronicaaluz solar epela
mesma raz&o se localiza nas areas expostas. A PM e a PL
preferem asextremidades, eaPPPD jafoi também descritanas
mucosas.* Alguns autores sugerem a diviséo da PL em
localizada, quando afeta apenas um segmento, e
generalizada,’*** quando as lesdes sdo miltiplas.

A PL pode seguir dermatémeros (zosteriforme) ou as
linhas de Blaschko (LB),*? alguns casos foram descritos
simplesmente como lineares, sem entrar no mérito de se
zosteriforme ou seLB. Veraldi publicou caso de poroceratose
zosteriforme em que as lesbes descreviam no abddmen
trajetosem S, caracteristicosdasLB.!

As LB foram descritas pela primeira vez em 1901
por Alfred Blaschko, que relatou a presenca de varias
enfermidades lineares com disposi¢do caracteristica, com
curvaturas em formade ‘'S’ quando apareciam na regiao
abdominal ede‘V’ invertido quando apareciam naregido dor-
sal.13 E esse 0 melhor aspecto que as diferencia dos dermato-
meros, pois nos membros ambos sfo lineares.® V&rias derma:
toses seguem essa linhas como, por exemplo, 0s nevos verru-
cososlineares, ahipomelanose delto, aincontinénciapigmentar,
oliquenegtriado. A teoriamaisaceitaparaexplicar adigtribuicdo
linear que ndo segue o trgjeto de nervos é ade Happle, o qual
postulou que uma mutacéo pés-zigética levaria a uma
subpopulacdo de cdlulas, no caso ceratindcitos, que seguiriam
linhas embriol égicas, ceratinizando nessas areas de forma
anormal, como, por exempl o, nos hevosverrucososenapPL 141

Malignizaco ja foi descrita com as poroceratoses.
Sasson em revisdo da literaturainglesa de 1966 a 1996,
identificou 281 casos de poroceratose publicados, sendo
apenas 42 do tipo linear.t Comparando o nimero de relatos
com e sem malignizacéo, encontrou oito casos de PL
associados a neoplasia, perfazendo 19% do total (Sasson).
Na PM houve 7,6% de malignizag8o, na Pasd, 3,4%, e na
PPPD, 9,5%. N&o ha relatos associados & PP. Na média
houve associacdo com neoplasia maligna em 7,5%, o que
concorda com dados publicados anteriormente. Avaliando
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monozygotic twins.® Disease
onset is wusually in childhood, except DASP,
which occurs in adults, similarly to other dermatosis
triggered by chronic exposition to sunlight. DASP
occursin sun exposed areas. MP and LP are preferentially
in extremities, and DPPP has been described in
mucosa.* Certain authors suggest a subdivision of LP
in localized and generalized,'*" when only one segment
is affected or lesions are multiple, respectively.

LP may follow dermatomere (zosteriform)
or Blaschko lines (BL).*? Some reports have not specified
if linear lesions followed a preferable distribution
(zosteriform or BL). Veraldi published a case of
zosteriform porokeratosis with S-shaped lesions,
typical of BL.

Blaschko lines were first described in 1901 by
Alfred Blaschko, who reported several diseases with
linear and S-shaped lesions on the abdominal region,
and inverted “ V" lesions when on dorsal region.*® This
clinical characteristic is the best parameter to
differentiate fromthe dermatomeres, with linear distribution
on limbs.®® Various dermatosis follow these lines, i.e.,
linear  verrucous nevus, Ito’'s hypomelanosis,
pigmentar incontinence, and striated lichen. To explain
lesions that do not go along nerves, and follow a
linear distribution, Hapless theory is the most accepted,
which postulates that a postzygotic mutation occurs
in keratinocytes, leading to abnormal keratinization
through embryonic lines, i.e., verrucous nevus
and LP.115

Malignant transformation has been described
in porokeratosis. Sasson, in an English review, from 1966
to 1996, identified 281 published cases of porokeratosis,
only 42 of linear form.® Eight cases of LP were
associated with neoplasm (19% of total). Malignant
transformation occurred in 7,6% of MP cases, 3.4% of
DSAP, and 9.5% of DPPP. No case was reported in
patients with PP. Mean frequency of association
with malignant neoplasm was 7.5%, in agreement
with previous data. Among lesions that maligned,;
it was concluded that large and coalescent lesions
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Figura 4:
Histologia.
Lamela
corndide
classica
verticalizada
(HE, x200)
Figure 4:
Histologic
findings:
cornoid
lamella
(HE, x200)

0s casos que malignizaram, concluiu-se que lesdes largas
e coalescentes nas extremidades e de longa evolugdo apre-
sentaram maior risco. Ha relatos de malignizacdo para
carcinoma espinocelular até com metéastases,*® para
basocelular e casos de disqueratose de Bowen.’

A causa da poroceratose ainda € desconhecida, sendo
sugerido que ceratinécitos atipicos hiperproliferativos,
ceratinizando rapida e anormamente, levem aformacéo da
lamelacorndide.**® Asbordas de umalesdo de Pasd ao serem
transplantadas para uma zona de pele normal reproduzem a
lesdo naareaanteriormente normal,*° o que sustentaa hipétese
deum clonede células epidérmicasanormais.

O diagnéstico diferencial da PL é com outras
dermatoses hiperceratdsicaslineares, como o liquen estriado,
porém o nevo verrucoso € o mais importante.® O estudo
histol 6gico permite essa diferenciagéo.

O tratamento € indicado n&o sb pela estética, mas
também pel o risco de malignizacdo,” havendo rel atos do uso
detretinoinae 5-fluoracil tépicos, etretinato sistémico (com
melhora importante, mas sem informar se recidivou com a
suspensdo)! e tratamentos cirdrgicos como abrasédo,?
crioterapia,? eletrocoagulacdon.? Os lasers que destroem
seletivamente a epiderme,? utilizados nos processos de
resurfacing, representam boamodalidade terapéutica, jaque
aalteracdo patol 6gica éintraepidérmica.

No nosso paciente indubitavel mente a disposi¢éo
linear da poroceratose seguiaaslinhas de Blaschko, havendo
poucos relatos nessa disposicao,®'*12 devendo o termo
zosteriforme ser utilizado com cautela, e 0s casos duvidosos
ser descritos como lineares. a
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o Figura 5:
Histologia.
Lamela
cornéide em
area
acantética
invaginando-
se na
epiderme
(HE, x200)
Figure 5:
Histologic
findings:
epidermal
invagination
of cornoid
lamella in
acanthotic
areas

(HE, x200)

in extremities and of long duration are the most risky.
Squamous cell carcinoma with metastization,®
basal cell and Bowen's disqueratosis'’ have been
reported.

Yet, the cause of porokeratosis cause is unknown. It
has been suggested that atypical keratinocytes show
increased proliferation, and lead to rapid and abnormal
queratinization and to cornoid lamella devel opment.1018
Whenever cellsfrom edges of ASDP lesion aretransplanted
to normal skin region, they induce formation of similar
lesions,’® what supports the hypothesis that there is an
abnormal clone of epidermic cells.

Differential diagnosisof LP ismadewith other linear
hyperkeratotic dermatosis, as striate lichen, and most
importantly with the verrucous nevus.® Histologic exam
provides this differentiation.

Treatment is indicated for cosmetic reason, but also
for the risk of malignization.® Use of tretinoin, topical
5-fluoracil, systemic etretinate (with marked improvement,
but no information about relapse after drug withdrawn)™
and surgical treatment as abrasion,? cryotherapy,?* and
el ectrocoagulation? have been reported. Lasers, that
selectively destroy the epidermis,? used in resurfacing
processes, are a good therapeutic option, since pathologic
changes are within epidermis.

In the patient described, undoubtedly, linear
porokeratosis followed Blaschko's lines, with few similar
cases previously reported.®*? The term zosteriform should
be employed with caution, and unclear cases should be
described as linear. a
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