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ABSTRACT

Piebaldism is a rare, autosomal dominant dyschromia characterized by circumscribed poliosis and trian-
gular achromia in the frontal region in 90% of affected individuals, with no other systemic involvement.
The incidence of dyschromia in this Dermatology Department, in a short space of time, and with plenty
of images, motivated the presentation of this series of cases. We show two families with piebaldism, trea-
ted at the same Dermatology Department in 2021: the first family, with a mother and son presenting
achromic macules on the trunk and poliosis in the frontal region since birth; the second family, with a
grandmother, aunt, mother, and son showing the same characteristics described.
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RESUMO

O piebaldismo é uma discromia rara, autossémica dominante, caracterizada por poliose circunscrita e acromia triangular
na regido frontal em 90% dos individuos acometidos, sem outros acometimentos sistémicos. A incidéncia da discromia
neste Servigo de Dermatologia, em curto espago de tempo e com riqueza de imagens, motivou a exposicdo desta série
de casos. Exibimos duas familias com piebaldismo, atendidas no mesmo Servi¢o durante o ano de 2021: a primeira
Sfamilia, com mae e filho apresentando maculas acrémicas pelo tronco e poliose na regido frontal desde o nascimento; e
a segunda familia, com avé, tia, mae e filho apresentando as mesmas caracteristicas descritas.
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INTRODUCTION

Piebaldism is a rare dyschromia characterized by circums-
cribed poliosis and triangular achromia in the frontal region in
90% of affected individuals. The incidence of dyschromia in the
same Dermatology Department, within a short period of time
and with plenty of images, motivated the presentation of this
series of cases. We show two families with piebaldism, from dif-
ferent cities near the region, treated in the same department du-
ring 2021 (Figures 1 and 2).

Case series:

Case 1: One-year-old, male child. Referred from the
BHU due to achromic macules on the body and poliosis in the
frontal region since birth.

Mother with the same characteristics.

FIGURE 1: Poliosis in the frontal region of mother and child
since birth

FIGURE 2: Achromic macules located bilaterally on the
lower limbs

Case 2: Eight-month-old, male child. Referred from the
Pediatrics Department due to achromic macules on the body
and poliosis in the frontal region since birth (Figures 3 and 4).

Mother with the same characteristics. Maternal grand-
mother and aunt had the same phenotypic characteristics.

FIGURE 3: Poliosis in the
frontal region of the
maternal grandmother,
mother, and son since
birth
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DISCUSSION
Piebaldism is a rare dermatosis that affects around

1:20.000 individuals, regardless of sex or ethnicity. In 90% of
cases, poliosis and areas of achromic skin are present, unrelated to
systemic alterations.' This dyschromia has been described since
Egyptian reports® and occurs due to mutations in the C-KIT
4q12 proto-oncogene, an autosomal dominant disorder, with
abnormal migration of melanoblasts in the neural crest, resulting
in body areas without melanocytic activity.’

Poliosis 1s typical of the disease, characterized by an area
with no pigment in the frontal region of the scalp, which ex-
tends in a triangular shape to the forehead, converging towards
the midline of the face. Achromic and hypochromic macules that
affect the body are characteristically of a central pattern, located
predominantly on the abdomen, the middle third of the upper
and lower limbs, sparing the involvement of the hands, feet, and
back.! The central pattern of dyschromia is explained because
the mutation affects the neural crest. Affected individuals may
present with hyperchromic macules and axillary ephelides.’

FIGURE 4: Achromic macules
located bilaterally on the abdomen
and lower limbs

The diagnosis of piebaldism is clinical and, if it is sus-
pected, a thorough clinical, ophthalmological, neurological, and
gastrointestinal investigation is necessary, even in the neonatal
period, to rule out differential diagnoses with possible systemic
and deleterious symptoms, such as Waardenburg syndrome, whi-
ch not only has achromic macules, but also iris heterochromia
and sensorineural deafness.'” Other differential diagnoses are vi-
tiligo, Ito hypomelanosis, Wolf syndrome, and achromic nevus.*

As this is a benign condition, no treatment is required,
but photoprotection guidelines are essential. Melanocyte trans-
plants have been reported to reduce areas of achromia in patients
with aesthetic complaints.®

CONCLUSION

Isolated piebaldism has no known systemic complica-
tions. As an autosomal dominant genodermatosis, it is necessary
to question the family pattern when the diagnosis is suspected. ®
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