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Um quadro confuso

Paciente masculino, 77 anos;

Ha 1 més e % com tontura, adinamia, anemia, referindo
perda de peso de 7 kg nesse periodo;

Historia de lesdes em placa na pele do tronco, MMSS e
MMII ha 20 dias, sendo interrogado MHBT,
Farmacodermia e LCCT, porém quando foi para a biopsia
nao haviam mais lesoes;

Paciente hipertenso, dislipidémico e revascularizado;
Investigado pela neurologia.



Em uso de varios medicamentos

Pantoprazol;

Carbamazepina (crises convulsivas);

Prolopa (parkinson);

Marevan (TVP de repeticao);

Furosemida e Somalgin (hipertensao e cardiopatia).



E com varios exames complementares

US tiredide — nddulo no lobo inferior

Ecocardio — insuficiéncia mitral e adrtica leves,
hipocinesia anterior discreta

US abdominal — hepatomegalia sem nodulos

Rx e TC de térax — atelectasias subsegmentares nos lobos
inferiores, pequeno derrame pleural bilateral

Hb 10,7 Leucocitos 10930 (9432 neu, 120 eos, 43 baso,
1040 linf e 295 mono).



Solicitado parecer da dermatologia por novas
lesdes cutaneas













Hipoteses clinicas

A- Dermatite de contato
B- Farmacodermia

C- Eritema giratum repens
D- LCCT

E- Vasculite

F- Tinha

G- Outros
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Hipoteses histopatologicas

A- Neoplasia primaria x metastatica
B- Doenca infecciosa

C- Doenca de deposito

D- Outras causas



O padrao de “derme ocupada” (busy
dermis)

 Granuloma anular, dermatofibroma, dermatite
intersticial granulomatosa da DTC;

e Vasculite neutrofilica, Sweet, foliculite em resolucao;

e Sarcoma de Kaposi (fase inicial), melanoma
desmoplasico, metastase de carcinoma mamario,
leucemia cutis, mastocitose, etc.

Madke B, Doshi B, Khopkar U, Dongre A. Appearances in dermatopathology: the diagnostic
and the deceptive. Indian J Dermatol Venereol Leprol. 2013 May-Jun;79(3):338-48.









Hipoteses histopatologicas

Células PAS-positivo e Diastase-resistente
Neoplasia?

Doenca infecciosa?

Doencas de deposito?

Outras doencas — mastocitose? Leucemia cutis?
Melanoma?









Com base nos achados
morfologicos, histoquimicos
e imunohistoquimicos, qual o

seu diagnhostico?



Diagnostico:

Manifestacao cutanea da
Doenca de Whipple



XXXIII Symposium of the International
Society of Dermatopathology 2012

Am J Dermatopathol. 2012 Apr;34{2):182-7. doi: 10.1097/DAD.0b013e318221bas5.

Treated Whipple disease with erythema nodosum leprosum-like lesions: cutaneous PAS-positive macrophages
slowly decrease with time and are associated with lymphangiectases: a case report.

Faul J, Schaller J Rohwedder A Carlson JA.

Divisions of Dermatopathology and Dermatology, Department of Pathology, Albany Medical College, Albany, MY, USA.



Conduta

e Sugerida a realizacao de EDA com
bidpsias duodenais para pesquisar
Doenca de Whipple.












Table 1. Milestones in the History of Whipple's Disease and Tropheryma whipplei.

Date
1907
1947
1949
1952
1961

1591
1992

2000

Investigators Advance

Whipple* First description of the disease

Oliver-Pascual et al.2 First diagnosis before the death of a patient

Black-Schaffer® Development of periodic acid-Schiff staining for diagnosis
Paulley* First reported efficacy of antibiotic treatment

Chears and Ashworth,* Detection of bacteria in macrophages by electron microscopy

Yardley and Hendrix®
Wilson et al.” Partial sequencing of 165 rRNA of an unknown bacterium

Relman et al ® Confirmation and extension of the 165 rRNA sequence; first naming of the
bacterium: T. whippelii

Raoult et al.® First cultivation of the Whipple bacillus

La Scola et al.*® First phenotypic characterization of the Whipple bacillus; renaming of the
bacterium: T. whipplei

Bentley et al.,”* Raoult et al.”®  Full sequencing of two genomes from two different strains of T. whipplei



LesOes de pele na doenca de Whipple
e Dois tipos: nao especifica e especifica

1. Nao especifica: relacionadas a quadro de malnutricao e
deficiéncias nutricionais (hiperpigmentacao cutanea,
petéquias, purpura e hiperqueratose);

2. Especifica: devido a acao direta dos microorganismos ou
a reacao secundaria aos antigenos bacterianos (tipo
eczematoso, lupus-simile, dermatomiosite-simile,
urticariforme, vasculitico, EN-simile e tipo nodulo
reumatoide).



Suspicion of Whipple's disease

|

Small-bowel biopsy with PAS
staining and PCR assay

A

PAS and PCR positive

l

l

l

Whipple's disease possible

Whipple's disease certain

Whipple's disease possible




Clinical manifestations

Suspicion of localized Whipple's
disease

)

Selections of samples tested with

PAS staining and PCR assay
based on clinical manifestations

|

Arthritis — synovial fluid or biopsy
Lymphadenopathies — lymph nodes
MNeurologic manifestation — cerebraspinal fluid;
if negative, brain biopsy may be required
Uveitis — aqueous humor
Endocarditis — cardiac valve

Spondylodiskitis — disk biopsy

)

PAS and PCR positive

L

Whipple's disease possible

Whipple's disease certain

Whipple's disease possible




Evolucao

* Fez tratamento com sulfametoxazol + trimetoprima (160
mg e 800mg) 2x dia por 1 a 2 anos;

* Apresentou melhora significativa com ganho ponderal (6
kg em 4 meses);

* Apareceu apos 4 meses de tratamento, papulas e
nodulos eritematosos, pouco dolorosos e nao
pruriginosos, localizados nas coxas, perna, braco e
tronco.
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Tropheryma whipplei in the skin of patients with classic Whipple's disease.
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