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Qual o seu diagnostico? / What is your diagnosis?

Caso para diagnostico / Case for diagnosis

HISTORIA DA DOENCA

Paciente de 54 anos, do sexo feminino, branca, casa-
da, do lar, natural de Lages e procedente de Floriandpoalis,
SC, procurou o ambulatério de dermatologia com queixa
de lesBes na face e orelha ha aproximadamente um ano.
Associadas ao quadro, referia linfonodomegalia submandi-
bular, dispnéia a moderados esforcos e dor articular even-
tual. Relatou histéria pregressa de hepatite A, ha quatro
anos. Negava uso de medicacOes e historia de casos seme-
Ihantes na familia.

Ao exame fisico encontrava-se em bom estado gera,
eupnéica, com linfonodomegalia submandibular, linfonodos
movels e de consisténcia fibroelastica. Ao exame dermato-
I6gico, no mento, comissura labial esquerda e na regido
retroauricular direita presenca de lesdes méacul o-papul 0sas,
eritematosas, de consisténcia endurecida, variando de apro-
ximadamente 0,5 a 1cm de didmetro (Figuras 1 e 2).

Na investigacdo laboratorial, foram solicitados
hemograma, parcial de urina, glicemia, funcéo hepética,
renal e tireoidiana, cédlcio, fésforo e eletrocardiograma,
todos normais. O Rx de térax demonstrou linfonodomega:
liahilar bilateral.

Redlizadas bidpsias de duas lesbes com punch, a
cultura para fungos em meio seletivo resultou negativa. A
histopatologia demonstrou epiderme sem alteracéo, e na
derme média presenca de granulomas ndo Ccase0sos, Nao
confluentes, alguns com corplsculo asteréide caracterizan-
do uma dermatite granulomatosa tipo sarcéide com colora
¢80 pelo PAS negativa (Figura 3).

COMENTARIOS

HISTORY OF THE DISEASE

Patient aged 54 years, female, white, married, house-
wife, natural of the municipality of Lages and resident in
Floriandpolis, SC, presented at the dermatology clinic com-
plaining of lesions in the face and ear that had appeared
approximately one year previously. Associated to the picture,
she cited submandibular enlarged lymph node, dyspnea follo-
wing moderate physical effort and occasional articular pain.
She reported a prior history of hepatitis A, four years ago. She
denied use of medications or similar cases in her family.

Physical exam showed a good general state, eup-
nea, with submandibular enlarged lymph node, movable
lymph nodes with fibroelastic consistency. Dermatological
exam revealed presence of erythematous maculopapules
with a hardened consistency, varying from approximately
0.5 to Icm in diameter located in the mentum, left labial
Jjoint and right retroauricular area (Figures 1 and 2).

For the laboratorial investigation, blood count, par-
tial urine, glycemia, hepatic, renal and thyroid function,
calcium, phosphorus and electrocardiogram were reques-
ted, all of which were within normal limits. Chest x-ray
revealed bilateral, enlarged, hilar lymph node.

Punch-biopsies were performed in two lesions, cul-
ture for fungi in selective medium resulted negative.
Histopathology demonstrated epidermis without any alte-
ration and the presence in the dermis media of non-con-
fluent and non-caseous granulomas, some with asteroid
corpuscle characterizing a sarcoidal type granulomatous
dermatitis with PAS staining negative (Figure 3).

COMMENTS

Figura 1: No mento e comissura labial esquerda, lesoes
maculopapulosas, eritematosas, variando de aproximadamente
0,5 a 1cm de diametro. / Figure 1: In the mentum and left labial
Jjoint, maculopapuliferous, erythematous lesions, varying from
approximately 0.5 to 1cm in diameter.
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Figura 2: Na regido retroauricular direita, lesdes
maculopapulosas, eritematosas. / Figure 2: In the right
retroauricular area, maculopapuliferous, erythematous lesions
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Figura 3: Na derme média
presenca de granulomas nao
caseosos, nao confluentes,
alguns com corpusculo
asteroide (HE, x40).

Sendo a hipétese
diagndstica principal a sar-
coidose papulonodular,
seguida de tuberculose, han-
seniase tubercul Gide, sifilise
blastomicose, os exames
laboratoriais e anatomopato-
l6gico confirmaram o diag-

Figure 3: In the dermis media,
presence of non-caseous and
non-confluent granulomas,
some with asteroid corpuscle
(HE, 40X).

The principal diagnos-
tic hypothesis was papulono-
dular sarcoidosis, followed by
tuberculosis, tuberculous
leprosy, syphilis and blastomy-
cosis, the laboratory and ana-
tomicopathological ~ exams
confirmed the initial diagnosis.

nostico inicial.

A partir do diagnostico, foi instituido tratamento
com difosfato de cloroquina 300mg/dia, com acompanha-
mento oftalmol6gico periddico. Obtiveram-se melhora sig-
nificativa das lesBes cuténeas e regresséo da adenomegalia
submandibular ap6s dois meses de tratamento, m como
melhora da dispnéia (Figura 4).

A sarcoidose foi descrita inicidmente em 1877 por
Jonathon Hutchinson.! E doenca sistémica granulomatosa ndo
caseonsa que afeta ambos 0s sexos, todas as racas e idades.*?

Doenca de etiologia desconhecida, acredita-se que a
sarcoidose resulte de uma susceptibilidade genética e envol-
vimento de agentes especificos.® A predisposicdo genética
poderia explicar a heterogenicidade e gravidade da doenca
entre as diferentes ragas. Os antigenos de histocompatibili-
dade HLA A1/ B8/ Cw7/ DR3 estdo relacionados com doenca
aguda e de bom prognéstico, ja o0 HLA DR14 e DR15 com
doenca de curso crénico, entre muitos outros. As anormali-
dades imunolégicas sdo caracterizadas pelo aumento de
células T, tipo Thl, CD4 e macr6fagos nos locais de maior
reacdo inflamatdria. Citoquinas e outros mediadores, produ-
zidos por essas células, contribuem paraformacdo do granu-
loma. Alguns agentes infecciosos sdo implicados ha etiolo-
giadasarcoidosg; virais, como o herpes smples virus, retro-
virus e Epstein-Barr; bacterianos, como Propionibacterium
acnes, Borrelia burgdorferi, Mycoplasma, Chlamydia e
Nocardia; micobactérias co-

As of the diagnosis,
treatment was initiated with 300mg/day chloroquine
diphosphate, with periodic ophthalmologic attendance. A
significant improvement was obtained in the cutaneous
lesions and regression of the submandibular adenomegaly
after two months of treatment, as well as improvement in the
dyspnea (Figure 4).

Sarcoidosis was initially described in 1877 by
Jonathon Hutchinson." It is a systemic non-caseous granulo-
matous disease that affects both sexes, of all races and ages."?

The etiology is unknown, but it is believed that sar-
coidosis results from a genetic susceptibility and involve-
ment of specific agents.” Such a genetic predisposition
could explain the heterogeneity and gravity of the disease
among different racial groups. The histocompatibility anti-
gens HLA Al / B8 / Cw7 / DR3 are related to acute disease
and favorable prognostic, while a chronic course is marked
by HLA DRI14 and DRI15, among many others. The immu-
nological abnormalities are characterized by an increase in
T cells, of types Thl and CD4, as well as macrophages in
the areas of greatest inflammatory reaction. Cytokines and
other mediators, produced by these cells, contribute to the
formation of the granuloma. Various infectious agents are
implicated in the etiology of sarcoidosis: viral, such as her-
pes simplex virus, retrovirus and Epstein-Barr, bacterial,
such as Propionibacterium acnes, Borrelia burgdorferi,

Mo Mycobacterium tubercu-
losis € Mycobacterium para-
tuberculosis.*®

O envolvimento cuté-
neo ocorre em 25% dos casos
de sarcoidose. As lesdes cutd
neas sdo classificadas em
especificas, quando apresen-

Figura 4: Regressao parcial

das lesdes no mento e
comissura labial esquerda ap6s
dois meses de tratamento.

Mycoplasma,  Chlamydia
and Nocardia; and Myco-
bacteria, for examples My-
cobacterium  tuberculosis
and Mycobacterium paratu-
berculosis ~

Cutaneous involve-
ment occurs in 25% of sar-
coidosis cases. The cuta-

Figure 4: Partial regression
of the lesions in the mentum
and left labial joint after two
months of treatment.

An bras Dermatol, Rio de Janeiro, 77(6):729-732, nov./dez. 2002.



Schacker, Souza Filho, Amorim, Tarnowsky, Galindo & Vieira

tam o granuloma sarcoideo (granuloma nd) na histopatologia,
sendo as maistipicas o lupus pérnio, as lesbes em placasinfil -
tradas, erupcGes maculopapul osas e nédulos subcutaneos. A
lesdo ndo especifica mais comum é o eritema nodoso.*

O lupus pérnio € a lesdo cutanea mais caracteristica
da sarcoidose. Fregulientemente esta associado ao envolvi-
mento do trato respiratério. As lesdes macul opapul osas sao
as mais comuns, caracterizam-se por papulas eritematosas
com menos de 1cm que afetam face, regides periorificiais,
pescoco, dorso e extremidades. Existem lesdes especificas
com manifestacBes incomuns, como ulceragdes, hipopig-
mentacdo, lesdes verrucosas, ictiosiformes, liquendides,
eritrodérmicas, foliculite, alopecia cicatricia e muitas
outras.**

O eritema nodoso é considerado lesdo ndo especifi-
ca, aguda e benigna. Quando associado a adenopatia hilar
bilateral com ou sem fibrose pulmonar, poliartrite migrat6-
ria, febre e irite carateriza a sindrome de L 6fgren.**

As manifestagBes extracuténeas envolvem sintomas
congtitucionais, como febre, fadiga, perda de peso e mani-
festacOes em 6rgédos especificos. Os pulmdes sdo afetados
em 90% dos casos.** A doenca pulmonar manifesta-se com
dispnéia, tosse, dor toracica e, raramente, hemoptise.*?*
Radiograficamente a sarcoidose pulmonar € estadiada em
estadio O com radiografia normal; estédio | com adenopatia
hilar bilateral e/ou adenopatia traqueal; estadio |1 com ade-
nopatia com infiltrado pulmonar; estédio |11 somente infil-
trado pulmonar e estédio 1V com fibrose pulmonar.® Oslin-
fonodos, olhos, figado, baco, tiredide, ossos, rim, sistema
nervoso e coracdo também podem estar envolvidos.*** No
caso referido atomografia do torax ndo evidenciou infiltra
¢do ou fibrose do parénquima pulmonar; e, ao se redizar
uma espirometria, essase mostrou dentro dos parametros da
normalidade.

O diagnostico de sarcoidose € baseado em quadro
clinico compativel, com demonstracdo do granuloma nao
caseoso na histopatologia e exclusdo de doengas que pos-
sam causar ateracdo histoldgica semelhante* O primeiro
passo para 0 diagndstico é a redlizacdo de uma bidpsia.
Posteriormente 0os demais sistemas afetados devem ser
investigados com Rx de térax, ECG, funcao renal, hepética
e tireoidiana, hemograma, célcio, fosforo, parcia de urina,
exame oftalmol dgico e teste tuberculinico.** A enzimacon-
versora de angiotensina (ECA) é produzida pelo rim e na
sarcoidose pelas células epiteliddes na periferia dos granu-
lomas, podendo estar aumentada. A ECA ndo é especifica
da sarcoidose, sendo utilizada como adjuvante no diagnds-
tico.?

O diagnéstico diferencial da sarcoidose cutanea é
feito com tuberculose, leishmaniose, blastomicose, hanse-
niase tuberculide e sifilis.*

Cloroquina (250-500mg/d) e hidroxicloroquina
(200-400mg/d) tém sido utilizadas como drogas de primei-
ra linha para o tratamento de sarcoidose cutanea cronica.*
Outras alternativas sd0 os corticosterdides orais, metotre-

An bras Dermatol, Rio de Janeiro, 77(6):729-732, nov./dez. 2002.

731

neous lesions are classified as specific, when they present
sarcoid granuloma (noncaseating granuloma) in the histo-
pathology, the most typical being lupus pernio, lesions in
infiltrated plaques, maculopapuliferous eruptions and sub-
cutaneous nodules. The most common nonspecific lesion is
erythema nodosum.*

Lupus pernio is the most characteristic cutaneous
lesion of sarcoidosis. Frequently it is associated to involve-
ment of the respiratory tract. Maculopapuliferous lesions
are the most common and characterized by erythematous
papules of less than 1cm in diameter that involve the perio-
rificial areas, face, neck, back and extremities. There are
also some specific lesions with uncommon manifestations,
such as: ulceration; hypopigmentation; lesions with verru-
cose, icteroid, lichenoid and erythrodermal characteristics;
folliculitis; cicatricial alopecia; and many others.”*

Nodular erythema is considered a nonspecific, acute
and benign lesion. It characterizes Ldfgren's syndrome
when associated to bilateral hilar adenopathy, with or
without pulmonary fibrosis, migratory polyarthritis, fever
and iritis."*?

Extracutaneous manifestations involve constitutio-
nal symptoms, such as fever, fatigue, weight loss and mani-
festations in specific organs. The lungs are affected in 90%
of cases.*” The manifestations of lung disease are dyspnea,
coughing, thoracic pain and albeit rarely hemoptysis."**°
Radiographic findings show that pulmonary sarcoidosis
can be grouped into: stage 0, normal x-ray; stage I, bilate-
ral hilar adenopathy and/or tracheal adenopathy, stage II,
adenopathy and pulmonary infiltration; stage II1, only pul-
monary infiltration; and stage IV, pulmonary fibrosis.® The
lymph nodes, eyes, liver, spleen, thyroid, bones, kidney, ner-
vous system and heart can also be involved."”’ In the repor-
ted case, tomography of the thorax did not reveal infiltra-
tion or fibrosis of the pulmonary parenchyma, and on using
a respirometer it was shown that the parameters were
within normal limits.

Diagnosis of sarcoidosis is based on compatible cli-
nical picture, with demonstration of non-caseous granulo-
ma in the histopathology and exclusion of diseases that can
cause a similar histological alteration.’ The first step for the
diagnosis is to perform a biopsy. Then other affected
systems should be investigated using chest X-ray, ECG,
renal, liver and thyroid function, blood count, calcium,
phosphorus, partial urine, ophthalmologic exam and tuber-
culinico test.”* There may be elevation of the angiotensin-
converting enzyme (ACE), which is produced by the kidney
and in sarcoidosis by the epithelioid cells in the periphery
of the granulomas. ACE is not specific to sarcoidosis,
however it is used as an aid in the diagnostics.’

The differential diagnosis of the cutaneous sarcoido-
sis is made between tuberculosis, leishmaniasis, blastomy-
cosis, tuberculoid leprosy and syphilis.”

Chloroquine (250-500mg/d) and hydroxychloroqui-
ne (200-400mg/d) have been used as first-line drugs for the
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xate, talidomida e alopurinol. No tratamento das lesdes
cuténeas agudas, sem envolvimento sistémico, podem ser
utilizados os corticosteréides tépicos, intralesionais ou por
viaora .**’

O progndstico na sarcoidose depende principal-
mente da extensdo e gravidade do comprometimento sis-
témico.® L esBes agudas tém melhor prognostico, podendo
haver remissdo esponténea. Propor¢do que varia de apro-
ximadamente um a 5% dos pacientes vai a 6bito pela
doenca.® a
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