SYNDROME EN QUESTION

Do you know%is syndrome?

Vocé conhece esta sindrome?
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CASE REPORT

A 16-year-old male (RFDS) presented himself to
our outpatient clinic complaining of having patches
on the body for a year. He stated that the patches
started on the right shoulder and then progressively
spread to other parts of the body. He denied
associated symptoms. There was no personal or
family history worthy of note. A physical examination
revealed irregular brownish hyperchromic patches
with asymmetric hair growth of 5 to 15 cm in
diameter, distributed on the front and back parts of
the shoulders bilaterally, right side of the neck,

FIGURE 1:
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ish patch on
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body
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umbilical region of the left hemisphere of the body
(Figure 1) and posterior left thigh (Figure 2). We also
observed bilateral breast hypoplasia, pectus
excavatum and scoliosis. A biopsy revealed acanthosis
and papillomatosis with hyperpigmentation of the
basal layer, consistent with Becker's nevus (Figure 3).
X-ray of the spine: severe thoracolumbar lateral
curvature, vertebral rotation and rib rotation. Breast
ultrasound: reduced number of glands on both sides.
Becker nevus syndrome was diagnosed.

- FIGURE 2: Hairy
brownish patch on the
posterior left thigh

~ FIGURE 3: Biopsy of lesion on the right shoulder:
acanthosis and papillomatosis with hyperpig-
- mentation of the basal layer
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DISCUSSION

Becker's nevus, also called Becker's melanosis
and Becker's pigmentary hamartoma, was first
described in 1949 by William Becker, who reported
the presence of unilateral hyperchromic skin lesions
with hair in two young male patients. "*’

Becker's nevus is a hyperchromic brownish
well-demarcated hairy patch which is usually single
and located on the shoulders, anterior chest or
scapular region. It is more frequent in men (2-5:1)
and develops in the peripubertal period, when it
increases slowly and irregularly, acquiring a geometric
configuration and becoming persistent and
assimetric.1,2,4 Its prevalence is not known, but a
study involving 19,302 men (17-26 years old) showed
that it is close to 0.52%.5 Hair density may be variable
and may even be absent. In 5% of the cases, it is itchy,
and in 25% there is a history of severe sunburn prior
to the lesion, in addition to a strong association with
smooth muscle hamartoma. '

Its etiopathogenesis is unknown. Becker's
nevus is considered a hamartoma of ecto-mesodermal
tissues, appearing sporadically by cutaneous
mosaicism; however, autosomal dominant inheritance
with incomplete penetrance has been documented.®’
It is considered a functional androgen-dependent
tumor due to several factors: higher incidence in
males, pubertal development, hypertrichosis,
association with intralesional acne and anomalous
scrotum, in addition to an increased number of
androgen receptors and messenger RNA in the site of
the lesion." Its association with pityriasis versicolor
has also been reported, since Pityrosporum orbiculare
develops easily in an area with a lot of sebaceous
follicles. *

In 1997, Koopman and Happle reviewed 23
cases in which Becker's nevus was associated with
breast hypoplasia and other muscle, skin or bone
changes ipsilateral to the nevus, which they called
Becker nevus syndrome. ’

This syndrome is the association of Becker's
nevus with breast hypoplasia and other anomalies; the
most frequent ones are lumbar spina bifida, thoracic
scoliosis and pectus carinatum, always ipsilateral to
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the lesion. Its frequency is higher in women (1.5:1),
probably because it is easier to diagnose breast
hypoplasia in women."’

The lesions associated with the syndrome are
hypoplastic. This could be explained by the fact that
the development of breasts, nipples and areolas at
puberty is primarily estrogen-dependent in both
sexes. Thus, the excess of androgen receptors in the
Becker's nevus counterbalances the effect of the
estrogen, leading to the appearance of hypoplastic
lesions. However, the musculoskeletal abnormalities
are not explained by this mechanism."

An anatomopathological examination shows
mild acanthosis and  papillomatosis  with
hyperpigmentation of the basal layer. An electron
microscopy reveals an increased number of
melanosomes in melanocytes, increased number and
size of melanosome complexes in keratinocytes and
increased expression of testosterone receptors.” "

Its evolution is benign, pigmentation stabilizes
in 1 to 2 years and rarely regresses. Hair growth
follows the onset of pigmentation and persists with
development of thick hair. '

Treatment with surgical excision is limited due to
the length of the patch. There are reports according to
which Q-switched ruby laser (694 nm) and Erbium:
YAG " promote selective damage of superficial
melanocytes. However, recurrences may occur due to
the depth of the hair follicle with its pigmented
keratinocytes and melanocytes containing large
melanosomes, which would serve as a reservoir for
repigmentation. Jung et al ” reported improvement of
the hypoplastic breast with the use of spironolactone
for 4 weeks, but more studies are needed. " a
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Abstract: Becker nevus syndrome is the association of Becker’s nevus with breast hypoplasia and other ipsilateral
bone or muscle changes. It is considered to be a hormone-dependent disorder caused by a disturbance in the activ-
ity of the androgen receptor that appears to be increased in Becker's nevus, which may influence the development
of associated lesions. We present a relevant case of this syndrome due to the rare systematization of the lesions in
addition to the exuberant extracutaneous involvement in this case.

Key-words: Hamartoma; Nevus; Receptors, Androgen

Resumo: A sindrome do Nevo de Becker consiste na associacio do nevo de Becker com hipoplasia mamadria e out-
ras alteracdes Gsseas ou musculares ipsilaterais a lesio. E considerada desordem hormoénio dependente causada
pelo distarbio na atividade do receptor de androgénios que parece estar aumentado no nevo de Becker podendo
influenciar no desenvolvimento das lesdes associadas. Apresentamos um caso relevante desta sindrome pela rari-
dade da sistematizacio das lesbes, além do exuberante acometimento extracutineo neste caso.
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