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Abstract: Sweet's syndrome is a rare cutaneous disease of unknown etiology. About 20% of the cases
are associated with hematological neoplasms, and cases related with Hodgkin's disease are rare. We
present the case of a 57-year old male patient who developed the syndrome concomitantly with the neo-
plasm. The diseases were controlled with specific treatment.
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Resumo: A sindrome de Sweet é enfermidade cutinea rara e de etiologia pouco esclarecida. Cerca de
20% dos casos sao associados a neoplasias hematolégicas, sendo raros os casos relacionados a doenca
de Hodgkin. Relata-se caso de paciente masculino de 57 anos que desenvolveu a sindrome concomitan-
temente a neoplasia. As doencas foram controladas com o tratamento especifico.
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INTRODUCTION

Hodgkin’s disease is a neoplasia of lymphoid
origin characterized by proliferation of cells of vari-
able morphology, usually multinucleate B lympho-
cytes called Reed-Sternberg cells. ' This type of lym-
phoma was described by Thomas Hodgkin in 1832
and by Samuel Wilks in 1856. It most frequently
affects male patients in the third and sixth decades of
life. ' Sweet’s syndrome was described by Robert
Douglas Sweet in 1964 and is defined by the onset of
erythematous papules and nodules commonly on the
face, neck and upper limbs, associated with fever and
neutrophilic leukocytosis. It responds quickly and
effectively to the use of systemic corticosteroids. * The
syndrome may be associated with neoplasias in 20%
of the cases, the most common of which is acute
myeloid leukemia. * There is also association with
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myeloproliferative disorders, lymphoproliferative dis-
orders, carcinomas and myelodysplastic syndromes.
There are few case reports describing association
between Hodgkin lymphoma and Sweet’s syndrome
in the literature. We present the case of a patient in
whom the onset of cutaneous lesions was concomi-
tant with neoplasia diagnosis.

CASE REPORT

A 57-year old male patient referred the onset of
erythematous lesions on hands, feet and trunk for two
months, after presenting clinical features of influenza.
Simultaneously, there were oral aphthous ulcers
(canker sores), fever (not measured) and progressive
14kg weight loss. The physical examination revealed
0.3 to 1.5 cm erythematous plaques, some of them
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with pseudovesiculation on the back, arms, hands,
legs and feet, as well as oral ulcers (Figure 1). There
was also a palpable supraclavicular lymph node, meas-
uring around 2cm in diameter, on the left side.
Laboratory exams revealed a erythrocyte sedimenta-
tion rate (ESR) of 46 mm/h and absence of leukocyto-
sis or neutrophilia.

The clinical findings led to suspicion of Sweet’s
syndrome and a biopsy of papulous lesion on the back
was performed. The histopathological exam showed
atrophied epidermis, with straightening of the der-
mal-epidermal junction, papillary dermis edema and
diffuse inflammatory infiltrate in the reticular dermis
composed of neutrophils and some lymphocytes
(Figure 2). Therapy was begun with prednisone 0.5
mg/kg/day, with initial lesion involution and posterior
recurrence when the dose was decreased. As there
was supraclavicular lymph node enlargement a com-
puterized thorax scan was requested, showing medi-
astinal lymph node enlargement. The abdomen
tomography showed celiac chain and right para-aortic
lymph node enlargement. The histopathological exam
of the supraclavicular lymph node provided the diag-
nosis of classical Hodgkin Lymphoma, with immuno-
histochemical pattern positive for CD15 and CD30
(Figures 3 and 4). The hematology service classified it
as stage 3B Hodgkin Lymphoma, beginning the ABVD
protocol (adriamycin, vinblastine, dacarbazine and
bleomycin). Eight medication cycles were completed,
with control of neoplastic lesions and Sweet’s syn-
drome until the moment.

DISCUSSION
Sweet’s syndrome is an acute febrile neu-

FIGURE 1: Erythematous papules and plaques on the trunk
and arms
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FIGURE 2: Papillary dermal edema with neutrophilic and lympho-
cytic infiltrate (HE -100x)

trophilic dermatosis, characterized by fever, neu-
trophilia, erythematous and painful cutaneous
lesions, a dense infiltrate of mature neutrophils main-
ly in the upper dermis and a dramatic response to sys-
temic corticosteroid therapy. The dermatosis is charac-
terized by the onset of erythematous papules and
nodules with a pseudovesiculation aspect, asymmetri-
cal distribution mainly on the face, neck and upper
limbs, possibly induced by trauma that usually
resolves without leaving scars. Extracutaneous mani-
festations are less common. "

Sweet’s syndrome has three clinical forms: clas-
sical, drug induced and associated with malignancies.
’ The form associated with malignancy occurs in
approximately 20% of patients and is related to hema-

FIGURE 3: Histopathological exam of lymphoid tissue stained by H-

E showing diffuse lymphocytic infiltrate, some pleomorphic plas-

macytes and red blood cells (increased 400X). On the right, detail
of binucleate Reed-Sternberg cell
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FIGURE 4: Photomicrograph showing immunohistochemical pat-
tern positive for CD30 antigen (increased 400x)

tologic neoplasias (mainly acute myeloid leukemia)
and solid tumors (breast, genitourinary tract and gas-
trointestinal tract). It affects men and women equally
and is less frequently preceded by upper respiratory
tract infection. > When there is recurrence of cuta-
neous lesions, this may represent neoplasia recur-
rence as well. They are more diffusely distributed,

REFERENCES

1. Soares FA. A classificagdo morfoldgica e os aspectos histologicos do linfomade
Hodgkin. In: Zago MA, Falcdo RP e Pasquini R, editores. Hematologia:
Fundamentos e Pratica. Séo Paulo: Atheneu; 2004. p. 600.

2. Sweet RD. An acute febrile neutrophilic dermatosis. Br J Dermatol. 1964;76:349-56.

3. Franco M, Giusti C, Malieni D, Ferrario D, Galimberti G, Parra IH, et al. Sindrome de
Sweet asociado a neoplasias. An Bras Dermatol. 2006;81:473-82.

4. Cohen PR. Sweet syndrome - a comprehensive review of an acute febrile
neutrophilic dermatosis. Orphanet J Rare Dis. 2007;2:34.

5. Cohen PR, Kurzrock R. Sweet's syndrome revisited : a review of disease concepts.
Int J Dermatol. 2003;42:761:78.

6. Kato T, Kawana S, Takezaki S, Kikuchi S, Futagami A. Case of Sweet's syndrome
with extensive necrosis and ulcers accompanied by myelodysplastic syndrome. J
Nippon Med Sch. 2008;75:162-5.

7. Roche M, MecMenamin ME, Barnes L. Ulcerated nodules on the dorsum of hand
in a woman with lymphoma and neutrophil leucocytosis. Clin Exp Dermatol.
2007;33:221-2.

8. Moreira AP, Souza FF, Gaspar NK, Quattrino AL, Vilar EAG. Sindrome de Sweet
associada a policitemia vera. An Bras Dermatol. 2009;84:663-6.

9. Bourke JF, Keohane S, Long CC, Kemmett D, Davies M, Zaki I, Graham-Brown RA.
Sweet's syndrome and malignancy in U.K. Br J Dermatol. 1997;137:609-13.

affect lower limbs more frequently and may have blis-
ters, ulcerations and/or mime pyoderma gangreno-
sum lesions. *’ The oral mucosa is more often associ-
ated with blood disorder. Anemia, neutropenia or
absence of neutrophilia and an abnormal platelet
count may occur. Myelodysplastic diseases such as
polycythemia vera have already been reported as asso-
ciated with the syndrome. ® Although uncommon,
Sweet’s syndrome usually precedes hematologic neo-
plasia. ° Cutaneous lesions respond to the use of sys-
temic corticosteroids but there is more recurrence
when the dose is decreased and the dermatosis may
heal with successful treatment of the neoplasia.

The association of Hodgkin’s disease with
Sweet’s syndrome is rare and very few cases have been
published so far. """ Our patient presented fever, a
characteristic cutaneous rash preceded by infection of
the upper respiratory tract, compatible histopatholog-
ical findings, ESR > 20mm/h and excellent response
to corticosteroid therapy, fulfilling the diagnostic cri-
teria for Sweet’s syndrome. As a particularity of the
case, there were oral canker sores, recurrence of cuta-
neous and mucosa lesions with reduction of the corti-
costeroid dose, lesions on lower limbs, anemia and
absence of neutrophilia, which have been reported as
evidence of subjacent malignancy. * Q

10.  Inang SE, Altum M, Onat H, Erseven G. Sweet's syndrome and Hodgkins disease.
Acta Oncol. 1994;33:574-5.

11, Suvajdzic N, Dimcic Z, Cvijetic 0, Colovic M. Sweet's syndrome associated with
Hodgkin's disease. Haematologia. 1998;29:157-8.

12.  Clemensen OJ, Menne T, Bandrup F, Thompsen K, Wantzin GL. Acute febrile
neutrophilic dermatosis - a marker for malignacy? Acta Derm. Venereol.
1989;69:52-8.

MAILING ADDRESS / ENDEREGO PARA CORRESPONDENCIA:
Carolina Villela da Rocha Miranda

Rua Lais Neto dos Reis 219/402 Vila Julieta
CEP: 27521-000 Resende-R], Brazil

E-mail: carolina.villela@jig.com.br

How to cite this article/Como citar este artigo: Miranda CVR, Filgueiras FM, Obadia DL, Gripp AC, Alves MFSG.
Sweet's Syndrome associated with Hodgkin's Disease - Case report. An Bras Dermatol. 2011;86(5):1016-18.

An Bras Dermatol. 2011;86(5):1016-18.



