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Sindrome de Sweet — Um diagnostico
inesperado!

Sweet’s syndrome — An unexpected diagnosis?
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RESUMO

Introducao: A sindrome de Sweet, também designada por dermatose neutrofilica febril aguda, é caracterizada por
febre, neutrofilia e lesdes cutaneas eritematosas. Caso clinico: Os autores descrevem o caso de uma doente de 43
anos, com antecedentes de vitiligo, carcinoma da mama in situ, anemia ferropénica e insuficiéncia venosa periférica,
referenciada a Consulta de Imunoalergologia por suspeita de toxicodermia.A doente apresentou varios episodios de
febre a preceder o aparecimento de lesGes cutaneas em placa com sinais inflamatérios, associada a leucocitose com
neutrofilia e elevagido dos valores de velocidade de sedimentacdo (VS) e proteina C reactiva (PCR).A bidpsia cutinea
revelou edema da derme e infiltrado inflamatério de polinucleares neutroéfilos em localizagao perivascular superficial,
compativel com sindrome de Sweet. Conclusdo: Apesar de ser uma patologia rara e de existir uma multiplicidade de
situagdes clinicas que a podem simular, é importante ter sempre presente a sindrome de Sweet no diagnéstico dife-

rencial de lesdes cutaneas.

Palavras-chave: Biopsia cutinea, dermatose neutrofilica, diagnostico, sindrome de Sweet, tratamento.
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ABSTRACT

Background: Sweet’s syndrome, also known as acute febrile neutrophilic dermatosis, is characterised by fever, neutrophilia

and erythematous skin lesions. Case report:The authors describe a case of a 43-year-old female with a history of vitiligo, breast

carcinoma in situ, iron deficiency anaemia and peripheral venous insufficiency, referred to the Outpatient Clinic of Allergology and

Clinical Immunology for suspected toxicodermia. She had several episodes of fever, which preceded the appearance of skin lesions

in plaques with inflammatory signs, associated with leukocytosis, neutrophilia and elevated values of sedimentation rate (SR) and

C-reactive protein (CRP).The skin biopsy revealed dermal oedema and inflammatory infiltrate of polynuclear neutrophils in super-

ficial perivascular location, consistent with Sweet’s syndrome. Conclusion: Although this is a rare condition and a multiplicity of

clinical features may mimic this disease, it is important to consider Sweet’s syndrome in the differential diagnosis of skin lesions.

Key-words: Diagnosis, neutrophilic dermatosis, skin biopsy, Sweet’s syndrome, treatment..

INTRODUCAO

A sindrome de Sweet foi descrita, pela primeira vez,
em 1964, por Robert Douglas Sweet. Desde entdo foram
publicados centenas de casos desta doenga'-2. Clinicamen-
te, caracteriza-se por febre (sinal mais frequente) e lesées
cutaneas (papulas/nédulos/placas, de tonalidade eritema-
tosa/violacea) que podem surgir em simultineo com o
quadro febril ou ser precedidas em dias a semanas pela
febre3. Estas lesdes sio caracteristicamente dolorosas,
apresentam uma distribuicao assimétrica (sendo as locali-
zagdes mais frequentes as extremidades superiores, face
e pescoco) e resolvem sem lesao residual. Estao também
descritas manifestacdes extracutaneas da doenca, como
mialgias, artralgias, cefaleias, mal-estar geral, conjuntivite e
Ulceras da mucosa oral*. Existem trés formas diferentes
desta patologia: classica/idiopatica (classical Sweet’s syndro-
me — CSS), associada a doengas neoplasicas (malignancy-
-associated Sweet’s syndrome — MASS) e induzida por far-
macos (drug-induced Sweet’s syndrome — DISS)>. As
neoplasias mais frequentemente envolvidas sao as hema-
toldgicas (leucemia mieldide aguda), mas estao também
descritos casos associados a tumores solidos (mama, gas-
trintestinais e genitourinarios)*. O Sindrome de Sweet

pode preceder, acompanhar ou surgir apés o diagnéstico

de doenca neoplasica. Devera, assim, constituir um sinal
de alerta, quer para uma neoplasia que ainda ndo é conhe-
cida, quer para uma recidiva num doente oncolégico. O
G-CSF (granulocyte-colony stimulating factor) é o farmaco
que mais frequentemente se associa a sindrome de Sweet,
mas muitos outros podem estar envolvidos (antibioticos,
antiepilépticos, antiretrovirais, anti-hipertensores, quimio-
terapicos, antipsicoticos, anticonceptivos orais, diuréticos
e anti-inflamatorios nao esteroides —AINE). O diagnostico
¢ feito com base na presencga dos critérios descritos no
Quadro 6. Laboratorialmente, as alteragcdes encontradas
sao a subida dos marcadores inflamatorios, nomeadamen-
te daVs§, e a presenca de leucocitose com neutrofilia. Dada
a multiplicidade de situagdes clinicas que podem simular
esta patologia, o diagnéstico nem sempre é facil.A bidpsia
cutanea revela um infiltrado difuso de neutrofilos maduros
localizado na derme superior, sem evidéncia de vasculite
leucocitoclastica. Estas caracteristicas histopatologicas nao
sao patognomoénicas da doenga, podendo ser encontradas
em outras dermatoses neutrofilicas e em lesGes causadas
por agentes infecciosos.A sua patogénese nao se encontra
totalmente esclarecida mas, provavelmente, sera multifac-
torial. Os corticoides sistémicos, o iodeto de potassio e a
colchicina constituem os farmacos de primeira linha para

o seu tratamento’. O prognéstico é variavel, de acordo
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Quadro |. Critérios de diagnéstico de sindrome de Sweet

Critérios CSS/MASS | DISS
| Aparecimento subito de lesGes cutaneas eritematosas dolorosas (placas/nédulos)
2 Evidéncia histologica de infiltrado netrofilico denso (sem vasculite leucocitoclastica)
3 Temperatura corporal > 38°C
Associagao com gravidez, doenga neuroplasica Relagdo temporal entre a administragao de um
4 (hematolégica ou visceral) ou inflamatéria ou farmaco e o aparecimento do quadro clinico ou
precedida por infecgdo (VAS ou GI) ou vacinagio recortréncia do quadro apés PPO
5 Resposta excelente ao tratamento com CTC Resolugao das lesdes apos interrupgao do farmaco
sistémicos ou iodeto de potassio ou tratamento com CT sistémicos
6 Alterages analiticas na apresentagao (>3):VS>20 mm/h;
PCR positiva; leucocitos>8000/pl; >70% neutrofilos
q 2 2 critérios major (1 e 2) + o2t
Diagnéstico o108 Maje ( ) Todos os 5 critérios
2 2 critérios minor (3 a 6)

(Adaptado de Joe EK. Sweet Syndrome. Dermatology Online Journal 2003;9(4):28).

VAS: Vias aéreas superiores; Gl: Gastrintestinal; PPO: Prova de provocagao oral; CTC: Corticoides;VS: Velocidade de sedimentagao;

PCR: Proteina C reactiva

Quadro 2. Caracteristicas clinicas das diferentes formas da sindrome de Sweet

Formas clinicas
Caracteristicas css he[r;gr;;?ca Nigﬁ?as.a DISS

Epidemiologia

80 50 59 71
Infec¢ao VAS ou Gl a preceder 75-90 16 20 21
Recorréncia 30 69 41 67
Sintomas/sinais
Temp>38°C 80-90 88 79 100
Atingimento musculoesquelético 12-56 26 34 21
Atingimento ocular 17-72 7 15 21
Localizacdo lesGes
Extremidades superiores 80 89 97 71
Cabega e pescogo 50 63 52 43
Tronco 30 42 33 50
Extremidades inferiores Infreq 49 48 36
Mucosa oral 2 12 3 7
Achados laboratoriais
Neutroéfilos>6000/pL 80 47 60 38
VS$>20mm/h 90 100 95 100
Anemia (Hb<I3g/dL; <I2g/dL) Infreq 82 83 100
Plq<150000/pL ou >500000/puL Infreq 68 50 50
IR, hematuria, proteintria 11-50 |15 7 0

(Adaptado de Cohen PR. Sweet’s syndrome — a comprehensive review of an acute febril neutrophilic dermatosis. Orphanet Journal

of Rare Diseases 2007;2:34).

CSS: Classical Sweet’s syndrome; DISS: Drug-induced Sweet’s syndrome; VAS: Vias aéreas superiores; Gl: Gastrintestinal; VS: Velocidade

de Sedimentagao; Hb: Hemoglobina; Plq: Plaquetas; IR: Insuficiéncia renal
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com a forma da doenca envolvida, isto é,no caso do MASS
e DISS esta relacionado com a evolugao da neoplasia
subjacente e da ingestao/suspensao do farmaco, respecti-
vamente. No caso do CSS, este podera regredir espon-
taneamente ou demorar meses a semanas a resolver, veri-
ficando-se recorréncia em |/3 dos casos. O Quadro 2
sumariza as caracteristicas clinicas das diferentes formas

de Sindrome de Sweet.

CASO CLINICO

Doente do sexo feminino com 43 anos, referenciada
a Consulta de Imunoalergologia por suspeita de toxico-
dermia.

Trata-se de uma doente com antecedentes de vitiligo
diagnosticado aos |6 anos, carcinoma da mama in situ (sub-
metida a radioterapia e hormonoterapia),anemia ferropé-
nica conhecida desde os 39 anos e trombose venosa su-
perficial da veia safena interna aos 42 anos. Sem historia
conhecida de alergia medicamentosa.

Recorreu ao servigo de urgéncia (SU) por quadro de
febre (temperatura maxima de 38,5°C), cefaleias, nduseas
e um episédio de vomito de conteudo alimentar, com 48
horas de evolugdao. Sem outras queixas, nomeadamente,
cutaneas. Ao exame objectivo, apresentava-se subfebril e
com a orofaringe ruborizada (sem escorréncias ou exsu-
dados), sem outras alteragoes a registar. Do estudo anali-
tico efectuado, de realgar:anemia microcitica hipocrémica
(sem agravamento relativamente ao ja conhecido da doen-
te), leucocitose de 15470/uL, com neutrofilia relativa de
89,5%,VS aumentada (49 mm) e um valor de PCR ligeira-
mente elevado (0,7 mg/dL). Medicada com metocloprami-
da 10 mg EV e paracetamol 1000 mg PO, com melhoria
sintomatica, pelo que teve alta com indicagdo para auto-
vigilancia e medicada com paracetamol. Regressou ao SU
cerca de 24h depois, por manter quadro de cefaleias e
nauseas, com aparecimento de leses cutaneas localizadas
ao tronco, com sinais inflamatoérios, sem prurido associado.

Encontrava-se apirética e apresentava lesoes eritematosas

papulares, dolorosas a palpagao, localizadas ao abdomen e
dorso. Analiticamente, sem leucocitose ou neutrofilia,mas
verificou-se um aumento do valor de PCR para 12.07 mg/dL.
Foi medicada com acetilsalicilato de lisina 1800 mg EV,
doxiciclina 100 mg PO e hidroxizina 25 mg PO, e interna-
da no servigo de medicina interna para esclarecimento do
quadro. Do estudo realizado é de referir valores diminui-
dos de IgA (<6.34 mg/dL),sem outras alteragoes no estudo
imunoldgico. Fungao renal, hepatica e tiroideia, ionograma,
determinacao de 2-microglobulina e electroforese de
proteinas sem alteragdes relevantes. O exame sumario de
urina, radiografia de térax, marcadores viricos, hemocul-
turas, uroculturas e serologias para diversos agentes pa-
togénicos nao revelaram foco infeccioso para o quadro
descrito. Durante o internamento a doente manteve-se
sempre apirética e com regressao gradual das lesoes, que
passaram a estar mais localizadas aos quadrantes direitos
do abdémen, mantendo as caracteristicas inflamatorias. Foi
observada por Dermatologia, que considerou poder tratar-
-se de uma infecgao virica ou de um rash maculopapular
morbiliforme toxicodérmico ap6s administracao de AINE.
A doente teve alta do internamento com indicagao para
evicgdo de AINE, medicada com doxiciclina 100 mg e en-
caminhada para a Consulta de Imunoalergologia, por sus-
peita de toxicodermia.

A data de observacio,a doente havia apresentado qua-
tro novos episddios em tudo semelhantes ao descrito:
febre (sem foco aparente), acompanhada de sensagao de
mal-estar generalizado e astenia,a preceder o aparecimen-
to de lesGes cutdneas com sinais inflamatorios nao pruri-
ginosas (distribuidas pelo tronco),sem factor desencadean-
te identificado, com duragao aproximada de trés a cinco
dias e resolugdo espontanea, sem lesio residual. Num des-
tes episodios a doente recorreu ao SU, onde foi medicada
com acetilsalicilato de lisina 1800 mg, com boa tolerancia.

Foi colocada a hipdtese de se tratar de sindrome de
Sweet e programada bidpsia cutanea, caso houvesse re-
corréncia das lesoes, o que aconteceu passado um més
(Figuras | e 2). A bidpsia revelou “edema da derme e li-

geiro infiltrado inflamatoério de polinucleares neutréfilos
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Figura | e 2. LesGes cutdneas com caracteristicas inflamatoérias, dispersas pelo dorso; sdo também visiveis as lesdes de vitiligo, ja
apresentadas pela doente.

em localizagao perivascular superficial, isto ¢, lesdes de
dermatite neutrofilica, compativeis com “sindrome de
Sweet”. A doente foi medicada com prednisolona PO du-
rante 6 dias na dose de 60mg/dia, ao fim dos quais for
reavaliada. Dado que as lesGes tinham resolvido, suspendeu
o tratamento e manteve vigilancia, ndo apresentando mais
episodios desde entio, pelo que ndo houve necessidade

de novo ciclo de corticoide.

DISCUSSAO

Quando foi observada pela primeira vez na Consulta
de Imunoalergologia,a doente tinha ja efectuado um estu-
do extenso para esclarecimento da sua situagao clinica.

Dado o quadro de febre (sem foco aparente), associa-
do a elevagao dos parametros analiticos inflamatoérios (leu-
cocitose com neutrofilia, aumento do valor de VS e PCR),
a hipotese de diagnostico colocada inicialmente foi a de
uma doenga infecciosa, nomeadamente provocada por
Chlamydia, Rickettsia, Brucella ou Borrelia burgdorferi, o
que justificou a introdugdo da terapéutica com doxiciclina.
A nao identificacdo de um agente patogénico no estudo

realizado e a evolugio da doenca por episédios recorren-

tes (ficando a doente totalmente assintomatica entre esses
episodios) nao ¢ a favor de um quadro infeccioso.

Foi também colocada a hipdtese de se tratar de uma
reacgio cutanea associada a ingestao de farmacos (AINE),
que motivou a referenciagao da doente a nossa consulta.
No entanto, as lesdes cutaneas ja se haviam instalado quan-
do a doente foi medicada com acetilsalicilato de lisina e,
por outro lado, a administragdo posterior do mesmo far-
maco com boa tolerancia exclui um mecanismo de hiper-
sensibilidade medicamentosa.

Foi colocada como hipotese de diagndstico mais pro-
vavel a sindrome de Sweet, confirmada pela histologia.

A bidpsia cutanea é essencial ao diagndstico de sindro-
me de Sweet e constitui, em conjunto com as lesGes cuta-
neas caracteristicas, os critérios major. Dos critérios minor,
a doente apresentava a febre (temperatura>38.°C), as al-

teragdes laboratoriais e a boa resposta a corticoterapia®.

CONCLUSAO

Dada a gravidade das patologias que lhe poderao estar
associadas, a sindrome de Sweet deve ser, primeiramente,

considerado como manifestagao sistémica de uma doenga
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subjacente. A confirmagdo histologica desta sindrome nao
deve, por esse motivo, ser assumida como o fim da marcha
diagnostica®. Nesta doente, dados os antecedentes pessoais
de carcinoma da mama, o diagnéstico de sindrome de
Sweet poderia constituir a primeira manifestagao de reci-
diva de neoplasia. Uma vez que apos corticoterapia nao
voltou a apresentar mais episodios,podemos pensar numa
forma idiopatica da doenca. No entanto, salienta-se a im-
portancia de um follow-up rigoroso e da abordagem multi-
disciplinar destes casos.

Apesar de ser uma patologia rara e de existir uma
multiplicidade de situagoes clinicas que a podem simular,
é importante ter sempre presente o Sindrome de Sweet

no diagnostico diferencial de lesdes cutaneas.
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ABSTRACT

Background: Sweet’s syndrome, also known as acute febrile neutrophilic dermatosis, is characterised by fever,
neutrophilia and erythematous skin lesions. Case report: The authors describe a case of a 43-year-old female with
a history of vitiligo, breast carcinoma in situ, iron deficiency anaemia and peripheral venous insufficiency, referred
to the Outpatient Clinic of Allergology and Clinical Immunology for suspected toxicodermia. She had several epi-
sodes of fever, which preceded the appearance of skin lesions in plaques with inflammatory signs, associated with
leukocytosis, neutrophilia and elevated values of sedimentation rate (SR) and C-reactive protein (CRP).The skin
biopsy revealed dermal oedema and inflammatory infiltrate of polynuclear neutrophils in superficial perivascular
location, consistent with Sweet’s syndrome. Conclusion: Although this is a rare condition and a multiplicity of
clinical features may mimic this disease, it is important to consider Sweet’s syndrome in the differential diagnosis

of skin lesions.

Key-words: Diagnosis, neutrophilic dermatosis, skin biopsy, Sweet’s syndrome, treatment..
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RESUMO

Introducgdo: O Sindrome de Sweet, também designado por dermatose neutrofilica febril aguda, é caracterizado por febre,
neutrofilia e lesées cutdneas eritematosas. Caso clinico: Os autores descrevem o caso de uma doente de 43 anos, com ante-
cedentes de vitiligo, carcinoma da mama in situ, anemia ferropénica e insuficiéncia venosa periférica, referenciada a Consulta de
Imunoalergologia por suspeita de toxicodermia.A doente apresentou vdrios episodios de febre, a preceder o aparecimento de
lesées cutdneas em placa com sinais inflamatdrios, associada a leucocitose com neutrofilia e elevagdo dos valores de velocidade
de sedimentagdo (VS) e proteina C reactiva (PCR).A bidpsia cutdnea revelou edema da derme e infiltrado inflamatério de poli-
nucleares neutrdfilos em localizagdo perivascular superficial, compativel com Sindrome de Sweet. Conclusdo: Apesar de ser

uma patologia rara e de existir uma multiplicidade de situagées clinicas que o podem simular, é importante ter sempre presen-

te o Sindrome de Sweet no diagndstico diferencial de lesées cutdneas.

Palavras-chave: Biépsia cutdnea, dermatose neutrofilica, diagnéstico, Sindrome de Sweet, tratamento.

INTRODUCTION

weet’s syndrome was first described,in 1964, by Rob-

ert Douglas Sweet. Since then hundreds of cases of

this disease have been published':2. Clinically, it is char-
acterised by fever (the most frequent sign) and skin lesions
(erythemato-violaceous papules/nodules/plaques), which
can develop simultaneously with fever or days to weeks
after3. These lesions are characteristically painful, asymmet-
rically distributed (with the most frequent locations being
the upper extremities, face and neck) and clear up with no
residual lesion. Extra-cutaneous manifestations have been
described, such as muscle pain, joint pain, headaches, gen-
eral malaise, conjunctivitis and ulcers of the oral mucosa*.
There are three different forms of this syndrome: classic/
idiopathic (Classical Sweet’s Syndrome — CSS), associated
with neoplastic diseases (Malignancy-Associated Sweet’s
Syndrome — MASS) and drug induced (Drug-Induced Sweet’s
Syndrome — DISS)>. The most frequently involved malignan-
cies are haematological (acute myeloid leukaemia), but
cases associated to solid tumours (breast, gastrointestinal

and genitourinary) have also been described*.

Sweet’s syndrome can precede,accompany or appear af-
ter a diagnosis of malignant disease. It should, thus, raise a red
flag, whether for a malignancy as yet unknown, or for a relapse
in a cancer patient. Granulocyte-colony stimulating factor
(G-CSF) is the drug most frequently associated with Sweet’s
syndrome, but many others can be involved, such as antibiot-
ics, anti-epileptic drugs, antiretroviral drugs, anti-hypertensive
drugs, chemotherapy drugs, anti-psychotic drugs, oral contra-
ceptives, diuretics and non-steroidal anti-inflammatory drugs
— NSAIDs). Diagnosis is made based on the criteria listed in
Table I°. In laboratory terms, the changes seen are increased
inflammatory markers,namely the sedimentation rate and the
presence of leukocytosis with neutrophilia.

Given the plethora of clinical situations that can simulate
this pathology, diagnosis is not always easy.The skin biopsy can
reveal a diffuse infiltrate of mature neutrophils located in the
upper dermis, with no evidence of leukocytoclastic vasculitis.
These histopathological features are not pathognomonic of
the disease.They can be seen in other neutrophilic dermatoses
and in lesions caused by infectious agents. Its pathogenesis is
not yet fully understood, but is probably multifactorial. Sys-

temic corticosteroids, potassium iodate and colchicine are the
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Table I. Diagnostic criteria of Sweet’s syndrome.

Criteria CSS/MASS | DISS
| Abrupt onset of painful erythematous lesions (plaques/nodules)
2 Histopathological evidence of dense neutrophilic infiltrate (without leukocytoclastic vasculitis
3 Pyrexia (> 38 °C)
Association with pregnancy, an underlying haematologi- | Time relationship between drug administration and
4 cal or visceral malignancy, or inflammatory disease, or | onset of clinical picture or recurrence of picture after
preceded by an upper respiratory or gastrointestinal | oral challenge test
infection, or vaccination
5 Excellent response to treatment with systemic corti- | Resolution of lesions after suspension of drug or treat-
costeroids or potassium iodide ment with systemic corticosteroids
6 Abnormal laboratory values at presentation (2 3):
SR > 20 mm/h; positive CRP; leucocytes...; neutrophils...
. . 2 major criteria (1 - 2) + Yo
Diagnosis ¢ 5 .( ) All 5 criteria
> 2 minor criteria (3 - 6)

(adapted from Joe EK. Sweet Syndrome. Dermatology Online Journal. 2003;9(4):28).

Table Il. Clinical characteristics of the different forms of Sweet’s syndrome.

Clinical forms
Characteristics css H:;T:i;,a;:gfic maﬁ;rl,i:ncy DISS

Epidemiology

80 50 59 71
Preceding upper airway infection or gastrointestinal infection 75-90 16 20 21
Recurrence 30 69 41 67
Symptoms/Signs
Pyrexia>38°C 80-90 88 79 100
Musculoskeletal involvement 12-56 26 34 21
Ocular involvement 17-72 7 15 21
Lesion location
Upper extremities 80 89 97 71
Head and neck 50 63 52 43
Trunk 30 42 33 50
Lower extremities Infreq 49 48 36
Oral mucosa 2 12 3 7
Laboratory findings
Neutrophils>6000/uL 80 47 60 38
SR>20mm/h 90 100 95 100
Anaemia (Hb<I3g/dL; <I2g/dL) Infreq 82 83 100
Plt<150000/pL or >500000/uL Infreq 68 50 50
RF, haematuria, proteinuria 11-50 15 7 0

(adapted from Cohen PR. Sweet’s syndrome — a comprehensive review of an acute febrile neutrophilic dermatosis. Orphanet Journal
of Rare Diseases. 2007;2:34).

CSS: Classical Sweet’s Syndrome; DISS: Drug-Induced Sweet’s Syndrome; Plt — platelets; RF — renal failure; SR — sedimentation rate
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first-line drugs for treatment’. The prognosis varies, in line
with the form of disease involved.This means that in the case
of MASS and DISS it is related to the evolution of the under-
lying malignancy and the ingestion/suspension of the drug,
respectively. In the case of CSS, it can resolve spontaneously
or take months to weeks to resolve, with recurrence seen in
one-third of cases.Table Il summarises the clinical character-

istics of the different forms of Sweet’s syndrome.

CASE REPORT

A 43-year-old female patient was referred to our De-
partment of Allergology and Clinical Immunology for sus-
pected toxicodermia. She had a history of vitiligo, diag-
nosed when she was |6 years old, breast carcinoma in situ
(for which she had undergone radiotherapy and hormone
therapy), iron deficiency anaemia, since the age of 39, and
superficial venous thrombosis of the great saphenous vein
at the age of 42. She had no known allergy to drugs.

The patient was admitted to the Emergency Room
(ER) with a 48-hour picture of fever (maximum tempera-
ture of 38.5 .°C),headaches, nausea and a vomiting episode.
There were no other complaints, namely skin complaints.
Examination revealed the patient to be subfeverish and
with reddened oropharynx (with no discharge or exudate),
with no other abnormalities. The analytical study revealed
hypochromic microcytic anaemia (with no aggravation of
the known status), leukocytosis 15470/uL, with relative
neutrophilia of 89.5%, increased SR (49 mm) and slightly
raised CRP (0.7 mg/dL). The patient was medicated with
[0 mg IV metoclopramide and 1000 mg oral paracetamol.
Symptoms improved, and the patient was discharged, with
the recommendation to be vigilant and was medicated

with paracetamol.

The patient returned to the ER around 24hrs afterwards,
for continued headaches and nausea, with recent onset of skin
lesions on the trunk and signs of inflammation, with no associ-
ated pruritus. She had no fever and had papular erythematous
lesions, painful to the touch, located on the abdomen and dor-
sumAnalyses revealed no leukocytosis or neutrophilia,but there
was a CRPincrease to 12.07 mg/dL. The patient was medicated
with 1800 mg IV lysine acetylsalicylate, |00 mg oral doxycycline
and 25 mg oral hydroxizine,and admitted to the Internal Med-
icine Unit for a diagnostic work-up. This showed decreased IgA
(< 6.34 mg/dL), with no other immunological changes. Renal,
liver and thyroid function, ionogram, beta 2-microglobulin and
protein electrophoresis showed no relevant changes.Urinalysis,
chest X-ray, study of viral markers, blood culture panel, urocul-
tures and serology exams for several pathogenic agents did not
reveal infectious foci for the clinical picture described.

During the hospital stay, the patient remained apyretic,
with gradual regression of the lesions.These became more
localized to the right quadrants of the abdomen, maintain-
ing the inflammatory characteristics. The patient was re-
ferred to a dermatology appointment, which considered
the cause to be a viral infection or an NSAID-induced
maculopapular morbilliform toxicoderma.The patient was
discharged with the recommendation to avoid NSAIDs,
was medicated with 100 mg doxycycline, and referred to
the Outpatient Clinic of Allergology and Clinical Immunol-
ogy for suspected toxicodermia.

By the date of examination, the patient had had four
new episodes similar to that already described:fever (with
no apparent cause) with generalized malaise and asthenia
preceding the onset of skin lesions with non-pruriginous
signs of inflammation on the trunk, with no triggering fac-
tor identified.These lasted approximately three to five days
and had spontaneous resolution, leaving no residual lesion.

During one of these episodes the patient resorted to an
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Figures | and 2. Cutaneous lesions with characteristics of inflammation, spread over back; vitiligo lesions also visible — patient already
presented vitiligo.

ER, where she was medicated with 1800 mg lysine acetyl-
salicylate, with good tolerance.

The question of this being a case of Sweet’s syndrome
was raised,and a skin biopsy scheduled should the lesions
recur, which happened a month later (Figures | and 2).The
biopsy revealed “oedema of the dermis and slight inflam-
matory infiltrate of polynuclear neutrophils with superficial
perivascular location,that is,neutrophilic dermatitis lesions,
compatible with Sweet’s syndrome”.

The patient was medicated with 60mg/day oral pred-
nisolone for six days, at the end of which she was re-
-evaluated. As the lesions had resolved, treatment was
suspended and surveillance continued.The patient has not
experienced further episodes since, wherefore there has

been no need for a new cycle of corticosteroids.

DISCUSSION

When the patient was first observed at our Allergology

and Clinical Immunology Clinic, she had already undergone

extensive tests to identify the causes of her clinical condition.
Given her fever (with no apparent cause) associated with the
analytical inflammatory parameters (leukocytosis with neu-
trophilia, increased SR and CRP), the diagnosis initially sug-
gested was an infectious disease, namely caused by Chlamyd-
ia, Rickettsia, Brucella or Borrelia burgdorferi, which warranted
treatment with doxycycline.The non-identification of a patho-
genic agent and the evolution of the disease in recurrent
episodes (with the patient completely asymptomatic between
those episodes) did not suggest an infectious condition.That
the patient had a drug-triggered (NSAIDs) cutaneous reaction
was also suggested and this led to the patient being referred
to us. However, the skin lesions were already present when
the patient was medicated with lysine acetylsalicylate and, in
addition, the subsequent administration of this drug with good
tolerance ruled out a drug-related hypersensitivity mecha-
nism. Sweet’s syndrome was suggested as the most likely
diagnostic probability and this was confirmed by histology.
A skin biopsy is essential in diagnosing Sweet’s syn-
drome and this and the characteristic skin lesions are ma-

jor criteria.In terms of minor criteria, the patient had fever
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(temperature > 38 °C), laboratory abnormalities and good

response to corticotherapy®.

CONCLUSION

Given the severity of the pathologies that can be associ-
ated, Sweet’s syndrome should primarily be considered as a
systemic manifestation of an underlying disease. Histological
confirmation of this syndrome should, thus, not be taken to
be the end of the diagnostic workup®. Given our patient’s
history of breast cancer, a diagnosis of Sweet’s syndrome
could represent the first sign of a recurrence of malignancy.
Since there were no new episodes after administration of
corticotherapy, we can consider this as an idiopathic form of
the disease.However, we stress the importance of a rigorous
follow-up and multidisciplinary approach in these cases.

Although it is a rare condition and a multiplicity of
clinical conditions may mimic this disease, it is important
to consider Sweet’s syndrome in the differential diagnosis

of skin lesions.
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