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RESUMEN

El Sindrome de Sneddon-Wilkinson (SSW), es una dermatosis neu-

trofilica crénica poco conocida que afecta mayoritariamente a mujeres

adultas, caracterizada por vesiculas y pdstulas subcorneas recurrentes.

Aunque su etiologia es desconocida, se ha asociado con enfermedades del

sistema inmunoldgico y se cree que tiene un componente autoinmune.

El diagndstico se basa en la presentacion clinica y los hallazgos histo-

patoldgicos. El manejo de la enfermedad puede ser desafiante debido a

su naturaleza recurrente y se centra en el control de los sintomas y la

prevencion de las exacerbaciones. El pilar fundamental del tratamiento

es la dapsona oral!

INTRODUCCION

El Sindrome de Sneddon-Wilkinson (SSW), también co-
nocido como pustulosis subcorneal, es una dermatosis
neutrofilica crénica y recidivante de origen desconocido.
Se cree tener un componente autoinmune3 La historia
relata que inicialmente se consideraba a esta enfermedad
una variante poco comun de dermatitis herpetiforme o
psoriasis pustular; sin embargo, sus caracteristicas cli-
nicas e histoldgicas son lo suficientemente consistentes
como para justificar su separacion de otras entidades?
La mayoria de los casos se han informado en mu-
jeres adultas, generalmente mayores de 40 afios. No se
dispone de una estimacion de la incidencia o prevalencia

mundial, tampoco predileccién étnica o geografica?

Se caracteriza por la aparicién de vesiculas y pustulas
estériles de localizacién subcdrnea y recurrentes, con
posterior descamacion superficial; que habitualmente

empiezan en los pliegues para luego extenderse a tronco

y extremidades proximales. Generalmente, se distri-
buyen en patrones anulares o policiclicos3# Los trata-
mientos incluyen dapsona, corticoides orales, retinoides,
colchicina, metotrexato, fototerapia y recientemente an-
ti-TNF alfa3

CASO CLiNICOD

Paciente femenina de 21 afios, sin antecedentes pato-
logicos de importancia. Acude por cuadro de 1 afio de
evolucién, descrito como vesiculas y pustulas generali-
zadas con preservacion de palmas, plantas y mucosas,
acompaiiado de prurito leve que deja hiperpigmentacién
residual. Ha utilizado corticoides tdpicos y sistémicos
sin mejoria. Al examen fisico, dermatosis generalizada,
caracterizada por placas hiperpigmentadas de configu-
racion polimorfa, simétricas, de bordes bien definidos,

algunos descamativos y escasas pustulas (Figura 1).
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Figura 1. A-B: Distribucién de lesiones en térax y abdomen.

C-D: distribucion de lesiones en miembros inferiores. Placas hiper-
pigmentadas de cardcter arciforme, simétricas, bordes definidos
descamativos.

Mediante dermatoscopia se observa desepitelizacion
superficial secundaria a pustulas sobre una base erite-
matosa y pigmentacion residual (Figura 2). Se procede
a realizar biopsia con reporte histolégico de pustula
subcorneal de contenido seroso, infiltrado inflamatorio
predominantemente de neutréfilos y ligera espongiosis
(Figura 3).

DISCUSION

En el caso descrito encontramos una mujer joven, sin
antecedentes personales, con dermatosis caracterizada
por vesiculas y placas recurrentes diseminadas en todo
el cuerpo que incluye pliegues, flexuras y que dejan hi-
perpigmentacion residual, inicialmente se pensaba en
dermatitis herpetiforme, sin embargo, en la clinica no
destaca el prurito intenso, hay ausencia de ampollas y
la histologia no es compatible. Los hallazgos que apoyan
fuertemente el diagnéstico de SSW incluyen: erupcién
cutdnea caracteristica, ausencia de exposiciéon a far-
macos y de antecedentes de psoriasis y no tener cambios
ungueales, articulares' ni afectacion del estado general
cuyos rasgos fueron tomados junto con la histologia

como pilares fundamentales para llegar al diagndstico.
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Figura 2. Dermatoscopia: A. Descamacién superficial sobre una base
eritematosa. B. Pustula (Flecha) y lesiones pigmentadas residuales.

™

Figura 3. A. Pustula subcorneal de contenido seroso. B. Infiltrado in-
flamatorio, predominantemente de neutrdfilos y ligera espongiosis.

Se han descrito multiples enfermedades asociadas a
este desorden, como mieloma miltiple, gammapatia
monoclonal IgA, pioderma gangrenoso, artritis reuma-
toide, hipotiroidismo, hipertiroidismo, LES, esclerosis
multiple, crioglobulinemia, entre otros® Los cuales
descartamos mediante la anamnesis, exploracion fisica
y examenes de laboratorio dentro de parametros nor-
males. De la escasa literatura descrita sobre SSW se han

tomado algunos reportes de caso en los que concuerdan
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los hallazgos clinicos e histopatoldgicos al presen-
tarse como exantema eritemato-pustuloso, en region
proximal de miembros superiores, con afectaciéon pos-
terior en térax y abdomen de curso recidivante, que
evoluciona a maculas hipercrémicas y cuyo diagnoéstico
histopatoldgico es una pustula espongiforme sub-
cérnea, abundantes neutrdfilos, escasos eosinéfilos y
edema de la dermis papilar’® Se reporta un caso con
vesiculas y pustulas agudas diagnosticado de SSW ocho

dias después de la vacunacién por COVID-19?

Los hallazgos de estos reportes de caso coinciden con
el examen fisico de nuestra paciente, al igual que la

histologia.

La paciente fue tratada con dapsona a dosis de 50mg
dia, con medicién previa de glucosa 6 fosfato deshidro-
genasa, cuyo resultado es normal; presentando buena

respuesta y corroborando nuestro diagnostico.

Se reporta un caso de SSW durante el embarazo, tratado
con dapsona sin complicaciones para la paciente ni
para el feto; consideramos este dato importante, ya
que el grupo en el que predomina su presentacién son

mujeres adultas.

CONCLUSION

El Sindrome de Sneddon-Wilkinson es una derma-
tosis neutrofilica cronica recurrente que puede tener
un impacto significativo en la calidad de vida de los
pacientes. Aunque se han hecho avances en la com-
prension de la enfermedad, la etiologia exacta sigue

siendo desconocida y el manejo puede ser un desafio.
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SUMMARY

Sneddon-Wilkinson Syndrome (SWS) is a little-known chronic neu-

trophilic dermatosis that predominantly affects adult women and

is characterized by recurrent subcorneal vesicles and pustules. Al-

though its etiology is unknown, it has been associated with immune

system diseases and is believed to have an autoimmune component.

Diagnosis is based on clinical presentation and histopathological

findings. Managing the disease can be challenging due to its recu-

rrent nature, focusing on symptom control and prevention of exa-

cerbations. The cornerstone of treatment is oral dapsone!

INTRODUCTION

Sneddon-Wilkinson Syndrome (SWS), also known as
subcorneal pustulosis, is a chronic and recurrent neu-
trophilic dermatosis of unknown origin, believed to
have an autoimmune component? Initially, this di-
sease was considered a rare variant of dermatitis her-
petiformis or pustular psoriasis; however, its clinical
and histological features are sufficiently consistent to
justify its separation from other entities> Most cases
have been reported in adult women, typically over 40
years of age. There is no available estimate of global
incidence or prevalence, nor any known ethnic or geo-

graphic predilection!

SWS is characterized by the appearance of sterile, recu-
rrent subcorneal vesicles and pustules with subsequent
superficial desquamation. These lesions usually begin
in skin folds and later spread to the trunk and proximal
extremities, often presenting in annular or polycyclic

patterns3* Treatments include dapsone, oral corticos-
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teroids, retinoids, colchicine, methotrexate, photo-

therapy, and more recently, anti-TNF alpha3

CLINICAL CASE

A 21-year-old female patient, with no significant medical
history, presented with a one-year history of genera-
lized vesicles and pustules, sparing the palms, soles, and
mucous membranes, accompanied by mild pruritus that
left residual hyperpigmentation. She had used both to-

pical and systemic corticosteroids without improvement.

Physical examination revealed generalized dermatosis,
characterized by symmetrically distributed, hyperpig-
mented plaques with a polymorphic configuration, we-
11-defined borders, some scaling, and sparse pustules
(Figure 1). Dermoscopy showed superficial de-epithe-
lialization secondary to pustules on an erythematous

base and residual pigmentation (Figure 2).
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Figure 1. A-B: Distribution of lesions on the chest and abdomen.
C-D: Distribution of lesions on the lower limbs. Hyperpigmented
plaques with an arcuate, symmetrical pattern, well-defined, and
with scaling edges.

A biopsy was performed, with histological findings of a
subcorneal pustule containing serous fluid, an inflam-
matory infiltrate predominantly of neutrophils, and

mild spongiosis (Figure 3).

DISCUSSION

In the described case, we observe a young woman with
no personal medical history, presenting with derma-
tosis characterized by recurrent vesicles and plaques
spread over the entire body, including folds and
flexures, leaving residual hyperpigmentation. Initially,
dermatitis herpetiformis was considered; however, the
absence of intense pruritus, the lack of blisters, and
non-compatible histology ruled this out. Key findings
supporting the diagnosis of SWS include: characteristic
skin eruption, absence of drug exposure, no history of
psoriasis, lack of nail or joint changes; and no general
health impairment. These features, combined with
histology, were fundamental in reaching the diagnosis.
Several diseases have been associated with this di-
sorder, such as multiple myeloma, IgA monoclonal
gammopathy, pyoderma gangrenosum, rheumatoid
arthritis, hypothyroidism, hyperthyroidism, systemic

lupus erythematosus (SLE), multiple sclerosis, and cr-
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Figure 2. Dermoscopy: A. Superficial scaling on an erythematous
base. B. Pustule (Arrow) and residual pigmented lesions.

Figure 3. A. Subcorneal pustule with serous content. B. Inflammatory
infiltrate, predominantly neutrophils, with mild spongiosis.

yoglobulinemia$ These were ruled out through patient
history, physical examination, and laboratory tests
showing normal parameters.

In the limited literature available on SWS, some case
reports present findings that align with the clinical
and histopathological features of SWS: an erythema-
tous-pustular rash on the proximal region of the upper
limbs, later spreading to the chest and abdomen, with

a recurrent course evolving into hyperchromic macules.
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Histopathologically, it is described as a subcorneal
spongiform pustule with abundant neutrophils, few eo-
sinophils, and papillary dermal edema?# A case has been
reported with acute vesicles and pustules diagnosed as
SWS eight days after COVID-19 vaccination? The fin-
dings in these case reports correspond with the physical

examination of our patient, as well as the histology.

The patient was treated with dapsone at a dose of 50 mg
daily, with prior glucose-6-phosphate dehydrogenase
testing yielding normal results, showing good response
and confirming our diagnosis. A case of SWS during
pregnancy has also been reported, treated with dapsone
without complications for either the patient or the fetus;*
we consider this information important, given that adult

women are the primary demographic for this condition.

CONCLUSION

Sneddon-Wilkinson Syndrome is a chronic, recurrent
neutrophilic dermatosis that can significantly impact
patients’ quality of life. Although advances have been
made in understanding the disease, its exact etiology re-

mains unknown, and management can be challenging.
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