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Sindrome do nevo de cabelo lanoso’

Woolly hair nevus syndrome’
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Resumo: Nevo de cabelo lanoso é condigio rara, ndo hereditaria, caracterizada por cabelos
claros, enovelados, localizados em uma ou mais areas do couro cabeludo. Os autores apre-
sentam um caso com inicio na infincia e associado com queratodermia palmoplantar e car-
diopatia, compreendendo a denominada sindrome do nevo de cabelo lanoso

Palavras-chave: cardiopatias; ceratose

Summary: Woolly Hair Nevus is a rare, nonbereditary condition characterized by tightly
curled bhair localized on one or several areas of the scalp. The authors present a case of
woolly hair nevus with onset during childbood, which is associated with palmoplantar
keratoderma and cardiopathy. It is named woolly bhair nevus syndrome.

Key-words: beart diseases; keratosis.

INTRODUCAO

Nevo de cabelo lanoso é condicao rara, ndo heredi-
taria, caracterizada por uma anomalia do crescimento do
cabelo. Geralmente tem inicio nos primeiros dois anos de
vida, embora exista descricdo na adolescéncia. Acomete
igualmente ambos os sexos. Os cabelos afetados séo mais
claros, brilhantes, com didmetro menor e curvos.
Apresentam crescimento normal e ndo sdo frégeis. Ocorre
em area circunscrita do couro cabeludo, a qual pode ser
Unica ou multipla*?

Associada a alteracéo no couro cabeludo foi descri-
taa presenca de nevo pigmentado ou epidérmico, nevo ver-
rucoso, queratodermia pamoplantar,*#*** anormalidades
oculares,** além de cardiomiopatias, com insuficiéncia car-
diaca precocet8o1213

Hutchinson et al.* classificaram o cabelo lanoso em
trés grupos: (1) hereditario; que é tipicamente herdado por
traco autossdmico dominante; (11) familiar; provavelmente
herdado por trago autossdmico recessivo; (I11) nevo de
cabelo lanoso, ndo hereditario, com envolvimento localiza-
do no couro cabeludo. Os dois primeiros so caracterizados
por envolvimento generalizado do couro cabeludo. Post*
dividiu o nevo de cabelo lanoso em trés subtipos: tipo 1 -
sem nenhum acometimento cuténeo; tipo 2 - acompanhado
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INTRODUCTION

Wooly hair nevus is a rare, nonhereditary condition
characterized by an anomaly in the growth of hair. Its onset
is usually during the first years of life, although there have
been cases described as occurring during adolescence. It
affects both sexes alike. The affected hairs are lighter, shiny,
with smaller diameter and waves. They show normal
growth and are not fragile. The disorder occurs in a cir-
cumscribed area of the scalp, which may be one or many in
number."’

In association with changes on the scalp, the prese-
nce of the following has been recorded: pigmented or epi-
dermal nevus, verrucuous nevus, palmoplantar keratoder-
mia, ocular abnormalities,” in addition to cardiomiopathies
with premature cardiac insufficiency.”***"

Hutchinson et a.” have classified woolly hair into
three groups: (I) hereditary, which is typically inherited in
an autosomal dominant pattern; (II) familiar, probably
inherited in an autosomal recessive pattern; (IIl) woolly
hair nevus, nonhereditary with localized involvement on the
scalp. The first two are characterized by a generalized
involvement of the scalp. Post* divides woolly hair nevus
into three subtypes: type 1 - without any cutaneous involve-
ment; type 2 - accompanied by the linear nevus of the skin;
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do nevo linear da pele; tipo 3 - adquirido na vida adulta, o
cabel o apresenta caracteristicas de pé o pubiano.z3s”

Os autores apresentam um caso de nevo de cabelo
lanoso com inicio nainfancia associado com queratodermia
palmoplantar e cardiopatia, compreendendo a denominada
sindrome do nevo de cabelo lanoso, termo proposto por Al
Harmozi et al.*

Souza et al*®* descreveram, nesta revista, 0 caso
deste menino com um ano de idade, que manifestava altera-
¢&o na coloragéo, textura e forma dos cabelos, associada a
nevo epidérmico.

RELATO DO CASO

Crianca céucaso-mongoldide, do sexo masculino,
seis anos de idade, natural e procedente de Jundiai, apresen-
tou-se com alteracdo na coloragdo, textura e forma dos
cabelos em vérias éreas. A ateracdo iniciou-se com um ano
de idade, em areas bem delimitadas (regido frontal esquer-
da, parietal direita e occipital). A mée referia que os cabe-
los aterados mostravam-se mais claros do que os demais.

Aos trés anos de idade apresentou espessamento da
regido palmar bilateral, plantar esquerda, bem como macu-
las acastanhadas pelo corpo, principalmente no tronco.

O desenvolvimento psicomotor era normal, e ndo
havia consangiinidade nem casos semelhantes na familia.

Ao exame dermatolégico, verificaram-se (1) areas
circunscritas de cabel os castanho-claros, finos, brilhantes e
enovelados nas regides frontal, parietal direita e esquerda,
vértix e regido occipital (Figuras 1 e 2); (2) placas queraté-
sicas nas regides palmar e marginal do pé esquerdo (Figura
3); (3) méacula acastanhada com disposicdo linear acome-
tendo a face anterior do membro superior esquerdo e térax;
(4) placa acastanhada, de disposicdo linear, nas regides
hioidea e cervical posterior (Figura 4); (5) placa queratosi-
ca, hipercrdbmica no dorso do pé esquerdo (Figura 5). Ndo
apresentava ateracGes oculares nem ungueais.

type 3 - acquired in adult life, the scalp shows features of
pubic hair.?**7

The authors present a case of woolly hair nevus with
onset during childhood, in association with palmoplanter
keratodermia and cardiopathy. It includes the aforemen-
tioned woolly hair nevus syndrome, which is a term pro-
posed by Al Harmozi et a.’

In the present review, Souza €t a.” describe the case
of this one-year-old male patient, who showed alteration of
hair color, texture and form in association with epidermal
nevus.

CASE REPORT

A six-year old Caucasian-Mongoloid male child,
born and raised in Jundiai, showed alterations in the color,
texture and form of the hairs in various areas of the body.
The alteration began at the age of one in well-delimited
areas (left frontal, right parietal and occipital regions). His
mother referred to the altered hairs as being lighter in color
than the others.

At three years of age the patient showed thickening
of the bilateral palmar and left plantar regions as well as
brown spots over his body, mainly on the trunk.

Psychomotor development was normal. There was no
consanguinity or similar cases in the patient's family history.

The dermatological examination verified: (1) cir-
cumscribed areas of the light-brown hairs that were fine,
shiny and tightly curled on the frontal right and left parietal
regions, on the vertex and occipital region (Figures 1 and
2); (2) keratotic plaques on the palmar and marginal
regions of the left foot (Figure 3); (3) brown spots with a lin-
ear disposition affecting the anterior side of the left superior
member and thorax; (4) brown spots linearly disposed on
the hyoid and posterior cervical regions (Figure 4); (5)
keratotic and hyperchromic plaques on the back of the left
foot (Figure 5). There were no ocular or ungueal alterations.

| 4

Figuras 1 e 2: Cabelos enovelados, finos, castanho-claros, brilhantes no couro cabeludo.
Figures 1 and 2: Shiny, tightly curled and fine light-brown bair on the scalp.
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Figura 3: Placa queratésica em
regiao marginal do pé esquerdo

Os exames laboratoriais
(hemograma, bioquimica sérica,
radiografias do térax e ecocardiogra-
ma bidimensional com estudo dop-
pler) N0 apresentaram alteragdes. O
eletrocardiograma detectou um dis-
tarbio de conducéo pelo ramo direi-
to do feixe de His.

DISCUSSAO

O caso relatado representa o
nevo de cabelo lanoso tipo 2 de
Post,* em que, aém das alteracdes
circunscritas ao couro cabeludo,
ocorrem o nevo epidérmico e 0 nevo

Figure 3: Keratotic plaque on the
marginal region of the left foot

Laboratory tests (hemo-
gram, serum biochemistry, X-rays
of the thorax and two-dimensional
echocardiogram with Doppler)
showed no alterations. The electro-
cardiogram detected a conduction
disturbance in the right branch of
the His bundle.

DISCUSSION

The case reported in this
paper represents woolly hair nevus
Post type 2, in which, apart from
the alterations limited to the scalp,
an association of epidermal nevus

VErrucoso, associagdo presente em
50% dos casos. Também foram observados queratodermia
palmoplantar e disturbio de conducdo cardiaca. Esses acha-

dos adicionais levaram Al Harmozi* a propor a expressao

sindrome do nevo do cabelo lanoso, abrangendo o nevo do
cabelo lanoso e as demais alteragdes. Ha quatro relatos pré-

vios da associagdo de queratodermia palmoplantar, cabelos
encurvados e anormalidades cardiacas.

Em 1988, foi detectada a primeira associacdo da
anormalidade cardiaca, num estudo €eletrocardiogréfico de
dois pacientes, um deles com 9 anos, o outro com 12 anos.
Ap0s quatro anos de seguimento, os pacientes apresentaram
evidéncias ecocardiogréficas de cardiomiopatia dilatada e
posterior morte por faléncia cardiaca Protonotarios et al.’
descreveram quatro familias com sete pessoas acometidas
gue apresentavam queratodermia pal moplantar difusa, cabe-

and verrucous nevus occurs in 50
percent of cases. Also observed were palmoplantar kerato-
dermia and cardiac conduction disturbance. These addi-
tional findings have led Al Harmozi’ to propose the expres-
sion 'Woolly Hair Nevus Syndrome’, covering woolly hair
nevus and other alterations. Four previous reports exist on
its association with palmoplantar keratodermia, tightly
curled hair and cardiac abnormalities.

In 1988, the first association of cardiac abnormality
was detected in an electrocardiographic study of two child
patients of 9 and 12 years of age. After four years of follow-
up, the patients evidenced dilated echocardiographic car-
diomiopathy and later death by cardiac failure.
Protonotarios €t a.’ describe four families of seven afflicted
persons showing diffuse palmoplantar keratoderma, tightly
curled hair and severe arrhythmogenic right ventricular

Figura 4: Nevo epidérmico na regiao cervical.
Figure 4: Epidermal nevus on the cervical region.
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Figura 5: Placa queratésica hipercromica no dorso do pé esquerdo.
Figure 5: Hyperchromic keratotic plaque on the back of the left foot.
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los enovelados e grave displasia arritmogénica do ventricu-
lo direito. Barker e et al.*? relataram 17 pacientes com cabe-
lo lanoso, queratodermia palmoplantar com borda eritemato-
saassociada a ventriculo direito dilatado e hipocinético. Tosti

€ et al.® descreveram dois pacientes de uma mesma familia
quetinham cabel o enovelado com queratodermia pal moplan-
tar difusatipo Thost-Unna, associados com disfungéo ventri-
cular direita assintomética. Huerta er al.! estudaram 18
pacientes portadores de cabel o lanoso, todos com queratoder-
mia pa moplantar associada com anormalidade cardiaca.

Este relato, como os descritos por Protonotarios et
al.’ Barker et al.,* Todti et al.,® Huerta et al.,* sugere que a
associacdo de qualquer queratodermia com cabelo lanoso
pode ser complicada por disfuncdo cardiaca, direita ou
esquerda, com potencial de letalidade, devendo ser investi-
gada. A primeira anormalidade cardiaca manifesta-se em
um distdrbio eletrocardiogréfico;* assim o paciente perma-
nece em acompanhamento cardiolégico para deteccéo pre-
coce de qualquer anormalidade ecocardiografica.

Por esse motivo, os autores recomendam a avaliacdo
cardiol6gica de todos 0s pacientes que apresentem a associa-
¢80 de nevo de cabd o lanoso e queratodermia pamoplantar.

Este caso é particularmente importante, poisfoi des-
crito nestarevistapor Souzaet al.,'* em 1998, como hevo de
cabelo lanoso e nevo epidérmico. A crianca apresentavaum
ano de idade; hoje, aos seis anos, apresenta queratodermia
palmoplantar e alteragdes eletrocardiograficas (disturbio da
conducdo do feixe de His), demonstrando que esses casos
devem ser seguidos rigorosamente, no intuito de prevenir a
evolucdo para cardiomiopatia, diminuindo, assim, a morbi-
mortalidade. a
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dysplasia. Barker et a.”” report on 17 patients with woolly
hair, palmoplantar keratodermia with an erythematous bor-
der associated with the dilated and hypokinetic right ven-
tricle. Tosti €t a.* describe two patients of the same family
who have tightly curled hair with diffuse palmoplantar
keratodermia of the Thost-Unna type, in association with
asymptomatic ventricular disorder. Huerta €t a." studied 18
patients who were woolly hair carriers, each of whom had
palmoplantar keratodermia in association with cardiac
abnormality.

This report, like the case described by Protonotarios
eta.’ Barker et d.,” Tosti et d.,* Huerta €t al.’ suggest that
the association of any keratodermia with woolly hair may
be complicated by potentially lethal cardiac disorders on
the right or left sides, which much be investigated. The first
cardiac abnormality is manifested in an electrocardio-
graphic disturbance,’ therefore the patient remains in car-
diological follow-up in order to prematurely detect any
echocardiographic abnormalities.

For this reason, the authors recommend a cardio-
logical evaluation of all patients showing an association of
woolly hair nevus with palmoplantar keratodermia.

This case is particularly important, because Souza €t
al.” described it as woolly hair nevus and epidermal nevus
in this same dermatological review back in 1998. The child
was one year old. Today, she is six, and shows palmoplan-
tar keratodermia and electrocardiographic alterations (dis -
turbance of conduction in the His bundle). This demon-
strates that these cases must be rigorously followed up in
view of preventing its progression into cardiomiopathy, and
thereby reducing morbid mortality. a
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