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Verrucous epidermal nevus manifesting as nipple and

areola hyperkeratosis’

Nevo epidérmico manifestando-se como biperceratose do

mamilo e aréola

Roberto Rheingantz da Cunha Filho'
André Cartell’

Hiram Larangeira de Almeida Jr*

Abstract: A rare case of a 13-year-old female patient with epidermal verrucous nevus on the right
areola is reported. According to the Levy-Franckel classification, this variant is a type I nipple and
areola hyperkeratosis, when associated to verrucous nevus. Histopathological examination showed
papillomatosis, acanthosis and hyperkeratosis. Cryotherapy yielded unsatisfactory results after two
sessions. A good result was obtained with shaving and electrocauterization.
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Resumo: Relata-se caso raro de nevo epidérmico na aréola mamadria direita de menina de
13 anos. Segundo a classificacdo proposta por Levy-Franckel, essa variante é a bhiperceratose
do mamilo e aréola do tipo I, quando associada a nevo verrucoso. A histologia mostrou
papilomatose, acantose e hiperceratose. Foram realizadas duas sessées de crioterapia sem
melbora. Foi obtido bom resultado por meio de shaving e eletrocauterizacdo.
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Nipple and areola hyperkeratosis (NAH) is a
rare affection, caracterized by papillous, verrucous or
filiform hyperpigmented lesions, of variable etiology,
which affect this topography. First description was
made in 1923 by Tauber.' Levy-Franckel’ proposed, in
1938, the following classification: type I, extension of
verrucous epidermal nevus; type II, associated with
dermatoses (ictiosis, acanthosis nigricans, lympho-
mas, Darier’s Disease); and type III, idiopathic or
nevoid. There are few reports in the world literature
and none in Brazil. Here we present a case of type I
NAH.

Thirteen-year-old female patient, who reported
the onset of asymptomatic cutaneous lesions in left
breast at eleven years of age. History and physical exa-
mination did not reveal any other lesions. She denied
use of medication. Menarche occurred at twelve.
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Blood count, platelet count and fasting blood gluco-
se were normal. Family history did not indicate any
diseases.

Examination revealed a brownish verrucous
plaque, disposed linearly, with the longest axis in the
horizontal position, following Blaschko lines.
Compromising beyond the limits of areola and nipple
was noticed (Figure 1A). After incisional biopsy and
anatomopathological examination, two cryotherapy
sessions were performed, with no improvements.
Lesion shaving and electrocauterization eliminated
the problem, with a reasonable esthetic result (Figure
1B). Patient was very much satisfied.

Histology demonstrated a hyperkeratotic, acan-
thotic skin, with papillomatosis and perinuclear
vacuolization. There was an absence of viral inclu-
sions (Figure 2).
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FIGURE 1: A -
Epidermal
nevus on the
areola and
surrounding
skin. B -
Clinical
aspect 90
days after
shaving and
electrocau-
terization

Nipple and areola hyperkeratosis (NAH) is rare,
with only around 60 described cases in the literature
up to the date. There is no consensus regarding clas-
sification; still, the most widely used is the Levy-
Franckel one,” which distributes the disease in to
three categories:

Type I, extension of epidermal nevus. Type of
the case presently in question. It is a verrucous nevus
taking the topography of nipple and/or areola. It has
a tendency of linear disposition, following the
Blaschko lines, compromising trunk skin, also affec-
ting areolar and/or nipple region, generally unilateral.
Very little reported.*’

Type II, originally associated to ictiosis. It also
has associations with acanthosis nigricans, Darier’s
Disease, chronic eczema, lymphomas, hormonal
disorders, neoplasms and graft versus host disease.**

Type 111 is the nevoid form, the most published.
Lesions are restricted to areola and/or nipple, gene-
rally unilateral, with no association with other disea-
ses (isolated defect), affecting more women in the
second and third decades of life.*’

Another classification has been proposed by
Pérez-I1zquierdo et al., 1990.° It is a mistaken classifi-
cation, because it used the term “systemic” for disea-
ses that are not: ictiosis and Darier’s disease.

The most recent proposal was made by
Mehanna et al., in 2001.” It suggested the exclusion of
epidermal nevus as a form of NAH, as well as of the
term ‘nevoid”.
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FIGURE 2:
Histological
aspect of the
lesion (100X
HE): hiper-
keratosis,
acanthoOsis,
papillomato-
{ sis and peri-
| nuclear

| vacuoliza-

| tions

In spite of all that, Levy-Franckel classification’
remains as the reference. The other proposals have
not been adopted by any author up to the moment.

Epidermal verrucous nevus can present a great
variety of histological patterns; however, hyperkera-
tosis, acanthosis and papillomatosis are almost
always found. Baykal and colaborators® carried out a
case series study and verified all three alterations in
all nevoid lesions of NAH. Perinuclear vacuolizations
can occur in 5 to 19% of epidermal nevi.” In the pre-
sent case, they differed from viral inclusions, because
there were no cytopathic alterations of this origin.

Course of disease is usually benign; however,
emotional, sexual and functional impacts should be
considered. In instances where neoplasm is present,
systemic affection dictates prognosis.

Available evidence is little and based only in
reports or case series. Results are variable, with the use
of keratolytics, retinoic acid, calcipotriol, cryotherapy,
CO, laser or plastic surgery.”’ In the reported case, a
good esthetical result was obtained with shaving follo-
wed by electrocauterizarion, a yet unheard-of combi-
nation in the literature for this type of problem. [
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