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HAGA SU DIAGNOSTICO

Se presenta el caso de paciente femenina, 25 afios de edad, con antecedentes personales de Sin-
drome de Down, acude a consulta por la presencia de lesiones dérmicas localizadas en antebrazos
de dos arios de evolucién, aparecieron sin causa aparente y se acompaifian de prurito intenso, se ha
tratado previamente con emolientes y corticoides topicos, sin mejoria. Al examen fisico, presenta
una dermatosis localizada en cara dorsal de antebrazos bilateral caracterizada por papulas erite-

mato-violaceas hiperqueratésicas agrupadas en un patrén pseudoanular. (Figura 1y 2)

Figura 1y 2. Pdpulas hiperqueratdsicas eritematovioldceas pseudoanulares en cara dorsal de antebrazos.
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jCUAL ES SU DIAGNOSTICO?

Se realizé biopsia de piel que reporté acantosis irre-
gular, hiperqueratosis con paraqueratosis y foliculos
dilatados a través de los cuales hay salida de coldgeno y
tejido elastico, se observa un tapén de queratina dentro
de una invaginacién de la epidermis, rodeado por acan-
tosis e hiperqueratosis (Figura 3A), y en la tincién de
Verhoeff-van Gieson se observa la eliminacién tran-
sepidérmica de fibras eldsticas en negro, hallazgos
compatibles con una dermatosis perforante. En base a
esto y a sus caracteristicas clinicas y por su antecedente
de Sindrome de Down, se lo catalogé como elastosis
perforante serpinginosa. Se envid tratamiento tépico

con acido retinoico al 0,1% en espera de resultados.

DISCUSION

La elastosis perforante serpinginosa (EPS) es una en-
fermedad clasificada como dermatosis perforante pri-
maria poco comun. Afecta mayoritariamente a hombres
que mujeres y aparecen a inicios de la edad adulta! Los
lugares mas frecuentes de afectacion son el cuello, cara,
brazos y otras areas de pliegues? Presenta mayor aso-
ciacién con enfermedades genéticas como: sindrome de
Down, sindrome de Ehlers Danlos, osteogénesis imper-
fecta, sindrome de Marfan, psuedoxantoma elastico,

sindrome de Rothmund Thompson y acrogeria2?
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La produccién de un exceso de fibras eldsticas con alte-
raciones morfoldgicas y bioquimicas, que con frecuencia
se asocia con alteraciones coexistentes de las fibras co-
lagenas, es el desencadenante. Como material extrafio,
las fibras elasticas alteradas son eliminadas a través de
conductos transepidérmicos# Se ha sugerido que la alte-
racién de la funcién fagocitica en estos pacientes podria
facilitar la eliminacién epidérmica como una forma al-

ternativa de eliminar estos detritos celularess

La EPS suele manifestarse como papulas pequeiias
queratésicas dispuestas en un patrén anular o serpi-
ginoso, con lesiones asintomaticas o pruriginosas. Los
diagnosticos diferenciales de esta entidad incluyen:
granuloma anular, sarcoidosis, calcinosis cutanea y

tifia corporis?

Los hallazgos histopatoldgicos incluyen: aumento de
las fibras elasticas gruesas y homogéneas en la dermis
papilar. Estas fibras se eliminan a través de conductos
llenos de fibras elasticas fragmentadas y detritos nu-
cleares basoéfilos. Al entrar en el canal, que normal-
mente estd recubierto por un tapén de queratina, las

fibras elasticas pierden sus propiedades tintoriales.

La epidermis se vuelve hiperplasica y acantésica, con
una apariencia de garra, tratando de absorber las fibras

elasticas extrafias’

Figura 3. A. Tapén de queratina dentro de invaginacién de epidermis rodeado por acantosis e hiperqueratosis. B. Eliminacién transepidérmica de
fibras eldsticas (negro) (tincién de Verhoeff-van Gieson).
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El tratamiento de la EPS es desafiante, y aunque los cor-
ticoides topicos son cominmente utilizados, su efecti-
vidad es limitada. Las opciones de tratamiento incluyen
retinoides tdpicos, tacrolimus, laser CO2, crioterapia y
fototerapia UVB de banda estrecha, las cuales han mos-
trado eficacia variable en la reduccién de las lesiones y
el alivio del prurito. Dado que la EPS puede ser cronica
y refractaria, un enfoque terapéutico individualizado y
un seguimiento regular son esenciales para mejorar la

calidad de vida del paciente.

En conclusién, la elastosis perforante serpiginosa es
una entidad rara que se asocia frecuentemente con
condiciones genéticas como el sindrome de Down. Su
presentacion clinica, caracterizada por papulas hiper-
queratdsicas en un patrén serpiginoso, junto con los
hallazgos histopatoldgicos de eliminacion transepi-

telial de fibras eldsticas, es crucial para su diagndstico.

A pesar de la disponibilidad de varias opciones tera-
péuticas, a menudo presenta una resistencia a trata-
mientos convencionales, lo que subraya la necesidad de

un manejo individualizado y multidisciplinario.
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Serpiginous Traces in Dermatology:
Case Report of Elastosis Perforans
Serpiginosa in a Patient with Down
Syndrome
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WHAT'S YOUR DIAGNOSIS?

We present the case of a 25-year-old female patient with a personal history of Down syndrome.
She presented cutaneous lesions on the forearms for two years. They appeared without apparent
cause and were accompanied by intense pruritus. She had previously been treated with emollients
and topical steroids without improvement. On physical examination, she showed a localized der-
matosis on the dorsal side of both forearms, characterized by grouped erythematous-violaceous

hyperkeratotic papules in a pseudo-annular pattern (Figures 1 and 2)

Figures 1 and 2. Hyperkeratotic erythematous-violaceous pseudo-annular papules on the dorsal forearms.
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WHAT IS YOUR DIAGNOSIS?

A skin biopsy was performed, showing irregular acan-
thosis, hyperkeratosis with parakeratosis, and dilated
follicles through which collagen and elastic tissue ex-
trude. A keratin plug was seen within an epidermal in-
vagination, surrounded by acanthosis and hyperkeratosis
(Figure 3A), and the Verhoeff-van Gieson stain revealed
transepidermal elimination of elastic fibers in black, fin-
dings consistent with a perforating dermatosis. Based on
these findings, clinical characteristics, and the patient’s
history of Down syndrome, the case was diagnosed as
elastosis perforans serpiginosa. Treatment with 0.1% to-

pical retinoic acid was initiated while awaiting results.

DISCUSSION

Elastosis perforans serpiginosa (EPS) is a rare primary
perforating dermatosis. It affects men more frequently
than women and typically appears in early adulthood.
The most commonly affected areas are the neck, face,
arms, and skin folds> EPS is associated with genetic
disorders such as Down syndrome, Ehlers-Danlos sy-
ndrome, osteogenesis imperfecta, Marfan syndrome,
pseudoxanthoma elasticum, Rothmund-Thomson syn-

drome, and acrogeria.?

The condition arises from an overproduction of mor-
phologically and biochemically altered elastic fibers,

often accompanied by abnormal collagen fibers. These
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altered elastic fibers, perceived as foreign material, are
eliminated through transepidermal channels.# It has
been suggested that impaired phagocytic function in
these patients may promote epidermal elimination as

an alternative pathway for cellular debris disposal.s

EPS typically presents as small keratotic papules
arranged in an annular or serpiginous pattern, and
lesions may be asymptomatic or pruritic. Differential
diagnoses include annular granuloma, sarcoidosis, cu-

taneous calcinosis, and tinea corporis.®

Histopathological findings include increased thickened
elastic fibers in the papillary dermis. These are ex-
truded through channels filled with fragmented elastic
fibers and basophilic nuclear debris. As they enter the
channel —typically capped by a keratin plug—the fibers
lose their staining properties. The epidermis becomes
hyperplastic and acanthotic, with a claw-like appea-

rance as it attempts to expel the altered elastic fibers.”

Treating EPS is challenging. Topical steroids are com-
monly used, but their effectiveness islimited. Treatment
options include topical retinoids, tacrolimus, CO2 laser
therapy, cryotherapy, and narrowband UVB photo-
therapy. These therapies have shown variable success
in reducing lesions and relieving pruritus. As EPS tends
to be chronic and treatment-resistant, an individua-

lized therapeutic approach and regular follow-up are

essential to improve patient quality of life.
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Figure 3. A. Keratin plug within an epidermal invagination surrounded by acanthosis and hyperkeratosis. B. Transepidermal elimination of

elastic fibers (black) (Verhoeff-van Gieson stain).
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In conclusion, elastosis perforans serpiginosa is a rare

disorder often associated with genetic conditions such as

Down syndrome. Its clinical presentation—characterized

by hyperkeratotic papules in a serpiginous pattern—and

histopathological features of transepithelial elimination

of elastic fibers are crucial for diagnosis. Despite mul-

tiple available treatments, EPS often shows resistance to

conventional therapies, highlighting the need for indivi-

dualized and multidisciplinary management.
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