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INTRODUCCION

El Sindrome de Sweet es una dermatosis infrecuente, con criterios clinicos,

histopatolégicos y de laboratorio establecidos para su diagnéstico. La forma
clasica es la mas frecuente, siendo predominante en mujeres. Las lesiones cla-
sicamente dolorosas ocurren en extremidades, rostro y cuello como pdpulas,
placas, nédulos eritemato-edematosos. La primera linea de tratamiento cons-
tituye dosis altas de corticoides sistémicos. Presentamos el caso de una pa-

ciente con sintomas sistémicos y lesiones de localizacion clasica.

La dermatosis neutrofilica febril aguda , fue descrita ini-
cialmente por Robert Douglas Sweet en 1964, en ocho
mujeres de entre 32 y 55 afios que presentaron fiebre,
neutrofilia, placas dolorosas en extremidades, rostro y
cuello, acompariado de infiltrado dérmico neutrofilico.!
Convirtiéndose eventualmente en el epénimo de la en-

fermedad conocida también como Sindrome de Sweet 2

Se manifiesta tipicamente como placas y nddulos eri-
tematosos dolorosos en extremidades, tronco y cara. Se
han reportado diferentes variantes clinicas como am-
pollosa, subcutanea, celulitis-like, necrotizante} loca-

lizada en dorso de manos y pustulosa generalizada.?

Aunque la etiologia es desconocida, principalmente
idiopatica, se han asociado factores desencadenantes
como infecciones, neoplasias, algunos medicamentos,

asi como su desarrollo posterior a ciertas vacunas.45

Su y Liu, propusieron en 1986 los criterios diagnds-
ticos para la forma clasica, que fueron posteriormente
modificados en 1994 por von den Driesch, requi-
riéndose se cumplan los dos criterios mayores y dos

de los cuatro menores.?

Presentamos el caso de una paciente de 31 afios con
lesiones sugestivas de sindrome de Sweet, sin que se

encontraran factores desencadenantes asociados.

CASO CLINICO

Una mujer de 31 afios de edad sin antecedentes perso-
nales de importancia, consult6 con un cuadro clinico de
8 dias de evolucion que inicié con alza térmica no cuan-
tificada, edema en extremidades inferiores. Al examen
fisico se evidenciaron papulas eritematosas, y vesiculas
algunas aisladas y otras agrupadas localizadas en zonas
extremidades, dorso y palma de manos (Figura 1y 2),
que se acompafiaban de prurito. Con un diagndstico de
sindrome de Sweet versus eritema elevatum diutinum se

solicit6 una biopsia de piel.

El estudio histopatoldgico revelé edema acentuado en
dermis papilar con formacién de ampollas subepidérmicas
que contienen plasma y exudado neutrofilico (figura 3).
La dermis subyacente con infiltrado inflamatorio linfo-
citario, neutrofilico y eosinofilico perivascular superficial
y medio e intersticial con presencia de cariorrexis (figura

4). Hallazgos compatibles con Sindrome de Sweet.
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Figura 1 : Figura 2

Figura 1: Pdpula, placas eritematosas, edematosas, algunas con descamacion en la superficie. Con presencia de vesiculas.
Figura 2: Edema y eritema en pulpejo de dedos.

Figura 3 4 : Figura 4

Figura 3y 4: Pdpulas y placas eritematosas en extremidades superiores.

Figura 6

Figura 5: Presencia de intenso edema en dermis papilar con ampollas subepidérmicas.
Figura 6: Infiltrado inflamatrio neutrofilico, linfocitario y eosinofilico perivascular.
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El sindrome de Sweet, también llamado dermatosis
neutrofilica febril aguda, es un desorden infrecuente,
con una incidencia anual de 2.7 - 3 casos por 1000000.
Ocurre principalmente en mujeres de 30-60 afios al-
gunas veces asociado a factores desencadenantes;

aunque también se han descrito casos en nifios.*

El diagnostico de sindrome de Sweet se basa en los as-
pectos clinicos tipicos, hallazgos de laboratorio e his-

topatoldgicos.s

Los criterios diagnésticos fueron inicialmente descritos
por Su y Liu, siendo modificados por von den Driesch en
1994, requiriéndose la presencia de infiltrado neutro-
filico para su diagnéstico, aunque existen reportes de
Sindrome de Sweet sin infiltrado neutrofilico predomi-
nante y se requiere el cumplimiento de dos criterios

mayores y dos menores (Tabla 1)

Por otro lado, en 1996, Walker y Cohen establecieron
los criterios de Sindrome de Sweet inducido por far-
macos, requiriéndose el cumplimiento de todos los cri-

terios para su diagnodstico.

Clinicamente la fiebre es el sintoma mds comun. Las
lesiones suelen aparecer como papula, placas o nédulos
eritematosas, edematosas, tipicamente dolorosos.
Pueden aparecer en cualquier parte del cuerpo, siendo
la cara, cuello y extremidades superiores los sitios mas

frecuentes.®

Las lesiones cutaneas se acompaiian de sintomas sis-
témicos como fiebre, malestar, mialgias y artralgias.
Por otro lado, se puede manifestar con lesiones extra-
cutaneas en sistema nervioso central, rifiones, higado,
pulmones y corazén.s

Aunque su etiologia es desconocida, y generalmente es
idiopatica, se han descrito en la literatura muchos fac-
tores asociados o desencadenantes como malignidades,
infecciones principalmente de tracto respiratorio su-
perior y gastrointestinal, embarazo, farmacos como
azatioprina, vacunas, enfermedades autoinmunes
como Sindrome Behcet, Sindrome Sjogren, lupus eri-
tematoso sistémico, artritis reumaoideo y enfermedad

inflamatoria intestinal, enfermedad tiroidea.?*

Tabla 1: Criterios diagndsticos del Sindrome de Sweet.

CRITERIOS SINDROME DE SWEET

CRITERIOS MAYORES

CRITERIOS MENORES

1. Inicio abrupto de placas o nédulos eritematosos
dolorosos.
2. Presencia de infiltrado neutrofilico denso sin

vasculitis leucocitoclastica en la histopatologia.

3. Temperatura mayor a 38C
4. Asociacién de malignidad visceral o hematoldgica
subyacente, enfermedad inflamatoria o embarazo, o ser
precedido de una infeccién respiratoria alta o
gastrointestinal o vacunacion.
5. Excelente respuesta a corticoides sistémicos o Yodo
potasio.
6. Elevacién de tres de los siguientes cuatro parametros de
laboratorio:
a. Velocidad de eritrosedimentacién mayor a 29mm/h
b. Proteina C reactiva positiva
c. Leucocitosis mayor 8000

d. Neutrofilia mayor 70%

Centro Dermatolégico Dr. Uraga | Vol 5 | N°1 2023



M. Silva et. al

Se clasifica a esta entidad en tres categorias: SS clasico
o idiopatico, siendo la forma mas frecuente, el SS aso-

ciado a malignidades y SS inducido por drogas.

El sindrome de Sweet en el contexto de neoplasias
ocurre en un 10-20% de casos,® constituye un sindrome
paraneoplasico raro que ocurre usualmente en malig-
nidades hematolégicas, principalmente leucemia mie-
loide aguda, siendo su asociacion con tumores sélidos
infrecuente. Puede ser una manifestacion de una ma-
lignidad no diagnosticada o presentarse como un signo

inicial de recurrencia de un cancer .5

Una amplia variedad de medicamentos que han sido re-
portados en la literatura como desencadenantes de SS
como antibidticos, antineopldasicos, factores estimu-
lantes de colonia de granulocitos, anticonvulsivantes,
antiinflamatorios no esteroideos, y asociados a vacunas
como BCG, influenza, neumococo y recientemente con la

vacuna para COVID-19 Pfizer, Astrazeneca,* Moderna.’

En la histopatologia se encuentra tipicamente un infil-
trado neutrofilico denso con edema sin vasculitis.* En
algunos casos se encuentran linfocitos y eosinofilos,
con presencia de espongiosis.® Se han descrito variantes
histopatolégicas como: subcutdnea, eosinofilica, his-

tiocitoide y linfocitica.6

El abordaje y manejo del SS, debe ser llevado sistema-
ticamente. Ante la sospecha es necesario identificar
afectacion extracutanea, enfermedades asociadas, in-
fecciones y posible asociacién a medicamentos. En este
punto es necesario descartar enfermedades hematold-
gicas y neoplasias asociadas segin la sintomatologia de

cada paciente.”

Los examenes de laboratorio deben incluir ademas de
una biometria hemdtica completa, reactantes de fase
aguda, funcién renal y hepdtica, urinalisis, en ciertos
casos, pueden ser necesarios anticuerpos antiestrepto-
lisina O, factor reumatoideo, funcién tiroidea, marca-
dores tumorales. La biopsia de piel es indispensable,
realizandose de rutina. En caso, de sospechar afec-
tacién extracutanea se solicitan otras pruebas diagnés-

ticas como estudios de imagen.?
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En la forma de SS cldsica, las lesiones pueden persistir
por semanas o meses para luego desaparecer. La primera
linea de tratamiento son dosis altas de corticoides sisté-
micos de 0,5-1,5 mg/kg/dia.” Otras opciones frecuente-
mente usadas son dapsona a dosis de 100-200 mg/dia,
Yodo potasio con dosis de 900 mg/dia y colchicina con
dosis de 1,5 mg/dia’ Las lesiones suelen mejorar a las 72
horas de inicio de tratamiento.> Por otro lado, también
han demostrado ser efectivos el uso de antibidticos como
doxiciclina, asi como, metronidazol, indometacina, clo-
fazimina, etretinato, talidomida, los antagonistas de

TNF alfa e IL 1 en casos refractarios.”

CONCLUSION

El sindrome de Sweet también llamado dermatosis neu-
trofilica febril aguda, es un trastorno raro manifestado
clinicamente con fiebre, placas y nédulos eritematosos
dolorosos y leucocitosis con neutrofilia. Se divide o cla-
sifica en una forma de presentacion clasica, asociado a
malignidades principalmente hematolégicas, y la forma
inducida por drogas. En nuestro caso no se encontraron
factores desencadenantes o asociados, por lo que se trata
de una forma clasica o idiopatica de la enfermedad. El
diagnéstico es clinico, apoyado en los criterios diagnds-
ticos, los hallazgos de laboratorio e histopatoldgicos. El
pilar fundamental del tratamiento se basa en el uso de

corticoides sistémicos.
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Sweet’s syndrome is a rare dermatosis, with established clinical, histopatho-
logical and laboratory criteria for its diagnosis. The classic form is the most

frequent, being predominant in women. Classically painful lesions occur on

the extremities, face and neck as papules, plaques, erythematous-edematous
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INTRODUCTION

nodules. The first line of treatment is high doses of systemic corticosteroids.

We present the case of a patient with systemic symptoms and lesions of classic

Acute febrile neutrophilic dermatosis was first des-
cribed by Robert Douglas Sweet in 1964, in eight women
between 32 and 55 years of age who presented fever,
neutrophilia, painful plaques on extremities, face and
neck, accompanied by neutrophilic dermal infiltrate.
It eventually became the eponym of the disease also

known as Sweet’s Syndrome.>

It typically manifests as painful erythematous
plaques and nodules on the extremities, trunk and
face. Different clinical variants have been reported
such as blistering, subcutaneous, cellulitis-like, ne-
crotizing? localized on the dorsum of the hands and

generalized pustular.

Although the etiology is unknown, mainly idiopathic,
triggering factors have been associated with infections,
neoplasms, some medications, as well as its develo-

pment following certain vaccines .45

Su and Liu proposed in 1986 the diagnostic criteria for
the classic form, which were later modified in 1994 by
von den Driesch, requiring that the two major and two

of the four minor criteria be met2
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We present the case of a 31-year-old female patient
with lesions suggestive of Sweet’s syndrome, with no

associated triggering factors.

CLINICAL CASE

A 31-year-old woman with no significant personal history,
consulted with a clinical picture of 8 days of evolution that
began with an unquantified thermal rise, edema in the
lower extremities. Physical examination revealed erythe-
matous papules and vesicles, some isolated and others
grouped, located on the extremities, dorsum and palm
of the hands (Figure 1 and 2), accompanied by pruritus.
With a diagnosis of Sweet’s syndrome versus erythema

elevatum diutinum, a skin biopsy was requested.

Histopathologic study revealed accentuated edema in
papillary dermis with formation of subepidermal blisters
containing plasma and neutrophilic exudate (Figure 3).
The underlying dermis with lymphocytic, neutrophilic
and eosinophilic inflammatory infiltrate with super-
ficial and mid perivascular and interstitial inflammatory
infiltrate with presence of karyorrhexis (Figure 4). Fin-

dings compatible with Sweet’s syndrome.
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Figure 1 Figure 2

Figure 1: Papules, erythematous, edematous plaques, some with desquamation on the surface. With presence of vesicles.
Figure 2: Edema and erythema in the thumb of the fingers.

Figure 3 (4 " Figure 4

Figure 3 and 4: Erythematous papules and plaques on upper extremities.

Figure 5 Figure 6

Figure 5: Presence of intense edema in papillary dermis with subepidermal blisters.
Figure 6: Perivascular neutrophilic, lymphocytic and eosinophilic inflammatory infiltrate.
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Case Report

Sweet’s syndrome, also called acute febrile neutrophilic
fever dermatosis, is a rare disorder, with an annual in-
cidence of 2.7 - 3 cases per 1000000.° It occurs mainly
in women aged 30-60 years sometimes associated with
triggering factors,” although cases have also been re-

ported in children.5®

The diagnosis of Sweet’s syndrome is based on
typical clinical features, laboratory and histopatho-

logical findings.s

The diagnostic criteria were initially described by Su
and Liu, being modified by von den Driesch in 1994,
requiring the presence of neutrophilic infiltrate for its
diagnosis, although there are reports of Sweet’s syn-
drome without predominant neutrophilic infiltrate and
the fulfillment of two major and two minor criteria is

required (Table 1).2

On the other hand, in 1996, Walker and Cohen esta-
blished the criteria for drug-induced Sweet’s Syndrome,

requiring the fulfillment of all criteria for its diagnosis.

Clinically, fever is the most common symptom. Lesions
usually appear as erythematous, edematous, typically
painful papules, plaques or nodules. They can appear
anywhere on the body, with the face, neck and upper
extremities being the most frequent sites.?

Cutaneous lesions are accompanied by systemic
symptoms such as fever, malaise, myalgias and ar-
thralgias. On the other hand, it can manifest with ex-
tracutaneous lesions in the central nervous system,

kidneys, liver, lungs and heart.

Although its etiology is unknown, and it is generally
idiopathic, many associated or triggering factors have
been described in the literature, such as malignancies,
infections mainly of the upper respiratory and gastroin-
testinal tract, pregnancy, drugs such as azathioprine,
vaccines, autoimmune diseases such as Behcet syn-
drome, Sjogren syndrome, systemic lupus erythema-
tosus, rheumatoid arthritis and inflammatory bowel di-

sease, thyroid disease.9"°

Table 1: Diagnostic criteria of Sweet’s Syndrome.

SWEET'S SYNDROME CRITERIA

MAJOR CRITERIA

MINOR CRITERIA

1. Abrupt onset of painful erythematous plaques or
nodules.
2. Presence of dense neutrophilic infiltrate without

leukocytoclastic vasculitis on histopathology.

3. Temperature higher than 38C
4. Association of underlying visceral or hematologic
malignancy, inflammatory disease or pregnancy, or
being preceded by upper respiratory or gastrointestinal
infection or vaccination.
5. Excellent response to systemic corticosteroids or
potassium iodide.
6. Elevation of three of the following four laboratory
parameters:
a. Erythrocyte sedimentation rate higher than 29mm/h
b. C-reactive protein positive
c. Leukocytosis greater than 8000

d. Neutrophilia greater than 70%.
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This entity is classified into three categories: classical or
idiopathic SS, being the most frequent form, SS asso-

ciated with malignancies and drug-induced SS5

Sweet’s syndrome in the context of neoplasias occurs
in 10-20% of cases/ it constitutes a rare paraneoplastic
syndrome that usually occurs in hematological malig-
nancies, mainly acute myeloid leukemia, being its asso-
ciation with solid tumors infrequent. It can be a mani-
festation of an undiagnosed malignancy or present as an

initial sign of cancer recurrence.s

A wide variety of drugs have been reported in the li-
terature as triggers of SS such as antibiotics, antineo-
plastics, granulocyte colony stimulating factors, an-
ticonvulsantsy non-steroidal anti- inflammatory
drugs, and associated with vaccines such as BCG, in-
fluenza, pneumococcal and recently with the vaccine for

COVID-19 Pfizer, Astrazeneca,* Moderna.?

Histopathology typically shows a dense neutrophilic in-
filtrate with edema without vasculitis* In some cases
lymphocytes and eosinophils are found, with the pre-
sence of spongiosis.® Histopathological variants have
been described as: subcutaneous, eosinophilic, histio-

cytoid and lymphocytic.

The approach and management of SS should be ca-
rried out systematically. Upon suspicion, it is necessary
to identify extracutaneous involvement, associated di-
seases, infections and possible association with drugs.
At this point it is necessary to rule out hematological di-
seases and associated neoplasms according to the symp-

tomatology of each patient.?

Laboratory tests should include in addition to a complete
blood count, acute phase reactants, renal and hepatic
function, urinalysis, in certain cases, antistreptolysin O
antibodies, rheumatoid factor, thyroid function, tumor
markers may be necessary. Skin biopsy is indispen-
sable and is routinely performed. If extracutaneous in-
volvement is suspected, other diagnostic tests such as

imaging studies are requested.”

M. Silva et. al

In the classic form of SS, lesions may persist for weeks or
months and then disappear. The first line of treatment
is high doses of systemic corticosteroids of 0.5-1.5 mg/
kg/day.” Other frequently used options are dapsone at
doses of 100-200 mg/day, potassium iodide with doses
of 900 mg/day and colchicine with doses of 1.5 mg/
day’ Lesions usually improve 72 hours after the start
of treatment.? On the other hand, the use of antibiotics
such as doxycycline, as well as metronidazole, indome-
thacin, clofazimine, etretinate, thalidomide, TNF alpha
and IL 1 antagonists in refractory cases have also proven

to be effective*

CONCLUSION

Sweet’s syndrome also called acute febrile neutrophilic
febrile dermatosis, is a rare disorder clinically mani-
fested with fever, painful erythematous plaques and no-
dules, and leukocytosis with neutrophilia. It is divided
or classified into a classic form of presentation, asso-
ciated with mainly hematologic malignancies, and the
drug-induced form. In our case no triggering or asso-
ciated factors were found, so it is a classical or idiopathic
form of the disease. The diagnosis is clinical, supported
by diagnostic criteria, laboratory and histopathological
findings. The mainstay of treatment is based on the use

of systemic corticosteroids.
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