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Comunicacao / Communication

L Upus eritematoso cutaneo subagudo apresentando-se
como eritema anular centrifugo

Subacute cutaneous lupus erythematosus (SCLE)
manifested clinically as annular erythema centrifugum’
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Angela Lapoli*

Sandra Lopes Mattos e Dinato?
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José Roberto Paes de Almeida®

Resumo: Os autores relatam caso de lipus eritematoso cutaneo subagudo (LECSA) manifestado clini-
camente como eritema anular centrifugo. Ressaltam a diferenciacio clinica e laboratorial entre LECSA e
lapus eritematoso sistémico. Também discutem a conduta terapéutica.

Palavras-chave: lapus eritematoso cutineo.

Summary: The authors describe a case of subacute cutaneous lupus erythematosus (SCLE) mani-
fested clinically as a case of annular erythema centrifugum. The clinical and laboratorial differ-
entiation of SCLE from systemic lupus erythematosus is emphasized, and the best therapeutic con-

duct is indicated.
Keywords: lupus erythematosus, cutaneous.

INTRODUCAO

O lUpus eritematoso cuténeo subagudo (LECSA) foi
caracterizado em 1979 por Sontheimer et al. como uma
entidade anatomoclinica isolada.

O quadro cutaneo &, na maioria dos casos, diagnos-
tico, sendo reconhecidos dois padrdes. uma forma psoria-
siforme ou papuloescamosa e uma forma anular com
lesBes macul opapul osas. Predominam em éreas expostas a
luz, como ombros, face anterior do torax, bracos, antebra
¢os e dorso das méos, explicando a marcante fotossensibi-
lidade em percentual que varia de 60 a 80% dos casos.? As
lesBes regridem, deixando hiperpigmentacdo ou, mais fre-
guentemente, hipopigmentacdo pseudovitiligbide com
telangiectasias, porém sem atrofia® Em 70% dos casos
acometem pacientes do sexo feminino, adultos jovens e da
raca branca.
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INTRODUCTION

Subacute cutaneous lupus erythematosus (SCLE)
was characterized in 1979 by Sontheimer € a. as an iso-
lated anatomoclinical entity.’

In most cases the cutaneous condition is diagnosed
according to two patterns: a psoriasiform or papulous,
squamous subset or an annular subset with maculopapu-
lous lesions. It predominates on light-exposed areas, such
as the shoulders, anterior side of the thorax, arms, fore-
arms and dorsal aspect of the hands, which explains its
marked photosensitivity varying between 60 to 80% of
cases.” The lesions regress, leaving hyperpigmentation or,
more frequently, pseudo-vitiligo hypopigmentation with
telangiectasias, although without atrophy.® In 70% of
cases, it affects female, young adult and Caucasian
patients.?
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O objetivo deste estudo € relatar um caso de LECSA
gue se apresentou como eritema anular centrifugo.

RELATO DO CASO

Paciente do sexo feminino, 18 anos, cor branca,
natural e procedente de S8o Sebastido, SP.

Informa que ha dois anos surgiram lesdes anulares
eritematosas com bordas internas descamativas, de cres-
cimento centrifugo, localizadas inicialmente em torax,
com progressdo para face, membros superiores e tronco
(anterior e posterior). Relata piora
ap0s exposicdo solar e melhora ap6s uso de corticoide
injetével.

Ha nove meses apresenta episodios de diarréia
(liquida, com muco, trés a quatro episodios/dia) intercalada
com constipacdo intestinal. Nega outros sintomas sistémi-
COS ouU Uso de medicamentos.

Histopatologia

O exame do fragmento de pele obtido do membro
superior direito revelou, pela HE, epiderme com degenera
¢80 hidropica das células da camada basal. A derme mos-
trou-se edemaciada, com vasos ectasiados e infiltracdo
inflamatéria linfocitaria difusa, predominantemente peri-
vascular (Figuras 2 e 3).

A coloragdo pelo PAS mostrou espessamento focal
da camada basal.

A imunofluorescéncia direta foi negativa

Exames complementares

- Exames normais. hemograma com contagem de
plaquetas, glicemia de jgum, provas de funcdo rena e
hepética, proteinas totais e fraghes, proteina C reativa,
mucoproteina, fator reumatdide, VDRL, anti-SM, comple-
mento total efracBes, urinal e protoparasitol 6gico de fezes.
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The objective of this study is to report a case of
SCLE which appeared as centrifugal annular erythema.

CASE REPORT

An 18 year-old Caucasian female, born and resid-
ing in Sao Sebastiao, Sao Paulo State.

She reported annular erythematous lesions as
appearing two years earlier with desquamative inner bor-
ders. The lesions grew centrifugally, were localized initial-
ly on the thorax, and progressed toward the face, upper
limbs and (front and back) trunk (Figures 14, B and C). The
patient reported worsening of the condition after sun expo-
sure, and improvement after using injectable corticoids.

Nine months ago she presented with diarrheic
episodes (liquid, with mucus, three to four episodes daily),
interspersed with intestinal constipation. She denied hav-
ing other systemic symptoms or taking other medications.

Histopathology

The examination by HE of the skin fragment
obtained from the upper right limb revealed hydropic
degeneration of the basal layer cells of the epidermis.
The dermis showed edema, with dilated vessels and dif-
fuse lymphocytic inflammatory infiltration, and was pre-
dominantly perivascular (Figures 2 and 3).

Staining by PAS showed focal thickening of the
basal layer.

Right immunofluorescence was negative.

Complimentary tests

- Normal tests: hemogram with platelet count,
fasting glycemia, kidney and hepatic function tests, total
and fractional proteins, reactive C protein, mucoprotein,
rheumatoid factor, VDRL, Anti-Sm, total and partial com-
plement, urine I and feces protoparasitology.
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- USG pélvica e abdominal: sem alteracGes.

- Colonoscopia enantema, cuja biépsia mostrou

alteracao histopatol 6gica inespecifica.

- VHS: 48 (valor normal até 20).
- FAN: 1/1280 padrédo homogéneo.

- Anti-SSA/Ro: 11,6 (valor normal até 8).
- Anti-SSB/La: 154 (valor normal até 8).

Evolucao

Apbs confirmacdo diagnostica, foi iniciada pulso-
terapia com metilprednisolona (1Img/kg de peso), que

resultou em melhora rapida das | esGes cuténeas

e dos sintomas intestinais.
Atualmente esta sendo medicada
com difosfato de cloroquina -
250mg diarios.

DISCUSSAO

O LECSA tem sido descrito®
em forma inusitada, com manifesta-
¢Oes similares as do eritema polimor-
fo (sindrome de Rowell). As formas
papuloescamosas podem ser confun-
didas com psoriase, e as formas anu-
lares, com eritema anular centrifu-
go.’ O presente caso demonstra a
importancia do diagnéstico diferen-
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- Pelvic and abdominal USG: without alterations

- Colonoscopy: enanthema, whose biopsy showed
non-specific histopathologic alterations

- VHS: 48 (normal value up to 20)

- FAN: 1/1280 homogenic pattern

- Anti-SSA/Ro: 11.6 (normal value up to 8)

- Anti-SSB/La: 154 (normal value up to 8§)

Progression
After confirming the diagnosis, pulsotherapy was
initiated with methylprednisolone (1 mg per kg of
weight), which resulted in rapid improvement of the
cutaneous lesions (Figure 4) and
of the intestinal symptoms. The
patient is currently taking chloro-
chine diphosphate, 250 mg daily.

DISCUSSION

SCLE has been unusually
described5 as having similar mani-
festations to polymorphic erythema
(Rowell’s syndrome). The papulous,
desquamative subsets may be con-
fused with psoriasis, and the annu-
lar subsets with annular erythema
centrifugum.” The present case
demonstrates the importance of the
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cial dessa enfermidade. As lesBes anulares apresentam inci-
déncia varidvel de 17 a 83% dos casos em diferentes dados
daliteratura,®’ enquanto as papul oescamosas variam em 15%
a 50% dos casos.®’

O LECSA caracteriza-se pelo encontro do marcador
anti-Ro (SS-A) em 63% dos pacientes,® principamente nas
formas anulares,®® sendo bem documentada a associagdo com
HLA-DR2 e HLA-DR3.* Os anticorpos antinucleares (FAN)
s80 positivos em 70 a 90% casos.? O anticorpo antiLa (SS-B),
quando presente, coexiste na maioria dos casos com o anti-
Ro (SS-A), porém isoladamente é raro.***

O anticorpo anti-Ro (SS-A) € detectado em todos os
casos de LECSA induzido por drogas.*® Por outro lado, a
maioria das drogas que induzem LECSA também determina
outras reagdes de fotossensibilidade. Essas observaces suge-
rem a hipétese de que esses medicamentos, associados a
radiacdo ultravioleta e a presenca de anticorpo anti-Ro/SS-A,
induziriam as lesdes cutdneas do LECSA.® Interessante
observar que o anticorpo anti-histona, marcador sorolégico
de lUpus eritematoso sistémico (LES) induzido por drogas,
ndo se encontra aumentado nesses pacientes, indicando
mecanismos patogénicos diferentes.** Portanto, histéria
medicamentosa deve sempre ser questionada; tendo sido,
neste caso, negativa.

Em relacdo a histopatol ogia e segundo alguns autores,
€ possivel em 80% dos casos diferenciar o0 LECSA do IUpus
eritematoso cuténeo cronico (LECC), sendo as principais ate-
racOes, neste Ultimo, a hiperqueratose e a densidade do infil-
trado inflamatério dérmico. Para outros, esse exame é pouco
discriminativo.’s*

A imunofluorescénciadiretano LECSA, por suavez,
demonstra depdsitos de imunoglobulinas e/ou complemen-
to na juncdo dermoepidérmica em 60% dos casos em pele
lesada,®> sendo a positividade de apenas 29%" nas formas
anulares.

A paciente em estudo apresenta quadros clinico e
laboratoriad compativeis com o diagnéstico de LECSA. A
imunofluorescéncia negativa ndo exclui LECSA, principal-
mente por setratar de formaanular. Esses resultados também
nao tém relacéo com o prognostico.?

Deve-seressaltar que, no LECSA, 58% dos pacientes
preenchem quatro ou mais dos 11 critérios estabelecidos pela
Academia Americana de Reumatologia (ARA) para o diag-
nostico de LES (vide Tabela 1),° o que torna dificil a diferen-
ciacao dessas duas formas de |Upus eritematoso.*>*¢

O envolvimento sistémico moderado, sobretudo arti-
cular e muscular, a necessidade de terapéutica menos agres-
sva® e o infregliente achado de antiDNA, anti-SM e antiU1-
RNP nos casos deLECSA (menos de 20% datotalidade) cola
boram para seu diagnéstico.® Em gerd, as manifestacles
renais e neuroldgicas, quando presentes (20 a 30% dos
casos), s80 moderadas.? Entretanto, complicactes graves ja
foram relatadas, como glomerulonefrite proliferativa difusa
(GNPD) e éhitos por comprometimento do sistema nervoso
central.*?
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diagnostic differential of this infirmity. The annular lesions
show a variable incidence of 17 to 83% of cases in the dif-
ferent literature data,”” while papulous, desquamative
lesions vary from 15 to 50% of cases.””

SCLE is characterized by encountering the anti-Ro
(SS-4) marker in 63% of patients,” mainly in the annular
subsets.*” This has been well documented in association
with HLA-DR2 and HLA-DR3.” The antinuclear antibodies
(FAN) are positive in 70 to 90% of cases. The antiLa (SS-B)
antibody, when present, coexists in most cases with the anti-
Ro (55-4), though it is rare to find it in isolation.”"”

The anti-Ro (8S-4) antibody is detected in all drug-
induced cases of SCLE.” On the other hand, most of the
drugs inducing SCLE also determine other photosensitivity
reactions. These observations suggest a hypothesis that
these medications in association with ultraviolet radiation
and the presence of anti-Ro/SS-A antibody, lead to inducing
SCLE cutaneous lesions.” It is interesting to note that the
antihistonal antibody, i.e. the serological marker of drug-
induced systemic lupus erythematosus (SLE), is not found to
be increased in these patients. This suggests that different
pathological mechanisms are at work.”'" Nonetheless
physicians must also query into the patient's medicinal
background. In the present case, it was negative.

Regarding histopathology and according to some
authors, in 80% of cases it is possible to differentiate SCLE
from chronic cutaneous lupus erythematosus (CCEL). The
main alterations characteristic of the latter are hyperker-
atosis and density of the dermal inflammatory infiltrate.
For others, this test shows poor results.””'’

In turn, right immunofluorescence in SCLE shows
immunoglobulin deposits and/or complements at the der-
moepidermal junction in 60% of lesioned skin cases.’
Positive results were found in only 29 %" of the annular
subtype.

The patient in the present study showed compatible
clinical and laboratory conditions with the diagnosis of
SCLE. Negative immunofluorescence does not exclude
SCLE, mainly when dealing with the annular subtype. Nor
do these results have a relation with the prognosis.’

It should be emphasized that in SCLE 58% of patients
Sfulfill four or more of the 11 criteria established by the
American Rheumatological Association for the diagnosis of
SCLE (cf. Table 1).” As such, the differentiation between these
two subsets of lupus erythematosus becomes difficult.*>"

Moderate systemic involvement, above all articular
and muscular involvement, the need for less aggressive
therapy” and infrequent finding of anti-DNA, anti-Sm and
antiUI-RNP in cases of SCLE (less that 20% of all cases)
collaborate in its diagnosis.”” In general, kidney and neuro-
logical manifestations are moderate when present (20 to
30% of cases).” Nevertheless, severe complications have
already been reported, with diffuse proliferative glomeru-
lonephritis (DPGN) and death due to central nervous system
involvement.”
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Tabela 1: Critérios diagndsticos para Lapus Eritematoso Sistémico
Table 1: Diagnostic criteria for systemic lupus erythematosus

1- Erupcdo malar / Malar eruption
2 — Erupcéo discoide / Discoid eruption.

3 — Fotossensibilidade: relatada pelo paciente ou observada pelo médico / Photosensitivity: reported by the patient or observed by

the physician
4 — Ulcerasorais / Oral ulcers

5— Serosite: pericardite ou pleurite / Serositis: pericarditis or pleuritis

6 — Artrite ndo erosiva/ Non erosive arthritis

7 — Alteracdo renal: proteindria (superior a 500mg/24 horas) ou hematUria, ou presenca de cilindros tubulares, heméticos ou mistos /
Renal alteration: proteinuria (greater than 500 mg per 24 hours) or hematuria, or the presence of tubular, hematic or mixed

cylinders

8 — Alteraches neurolégicas: convulsdes ou psicose / Neurological alterations: convulsions or psychosis

9— Alterag6es hematol 6gicas: anemia hemolitica (com reticulocitose) ou leucopenia (inferior a 4.000/mm em duas ou mais
ocasifes), ou linfopenia (inferior a 1.500/mm em duas ou mais ocasifes), ou trombocitopenia (inferior a 100.000/mm em duas
ou mais ocasifes) /| Hematologic alterations: hemolytic anemia (with reticulocytosis) or leucopenia (below 4000 per mm twice
or more times), or lymphopenia (below 1500 per mm twice or more times), or thrombocytopenia (below 100,000 per mm twice

or three times)

10 — Alteragdes imunoldgicas: anticorpo antiDNA nativo ou anticorpo anti-SM, ou anticorpos antifosfolipideos (anticardiolipina 1gG
ou IgM, ou anticoagulante lUpico, ou VDRL falso-positivo) / Immunological alterations: anti-native DNA antibody or anti SM
antibody, or antiphospholipid antibodies, (anticardiolipin IgG or IgM, or lupus anticoagulant, or thrombocytopenia, false-

positive VDRL)

11 — Anticorpos antinucleares (FAN): em titulos anormais / Antinuclear antibodies (FAN): in abnormal titers

No relato de 14 casos de Richer-Cohen e Crosby, 11
apresentaram manifestacdes graves, porém amaioria desses
pacientes apresentava a forma papul oescamosa, relacionada
apior prognostico.?* Um estudo comparando pacientes com
LES (com e sem |lesdes cuténeas) de LECSA mostrou melhor
progndstico para este Ultimo. Esses pacientes também mos-
travam menor incidéncia de nefropatia, serosite e envolvi-
mento do sistema nervoso central . Tebbe et al. citam como
fatores de mau prognéstico para o LECSA titulos de FAN
superiores a 1/320, presenca de artralgias e sinais de nefro-
patia (proteindria, hematria e hemoglobindria).?

Importante assinalar que os pacientes com LECSA
podem apresentar em 20% dos casos associagcdo com lesbes
de LECC® e em 10% com LES.®

Em relagdo a tergpéutica, na maioria dos trabahos a
droga de primeira linha no LECSA é a cloroquina, com res-
posta satisfatéria em prazo de quatro a oito semanas em 90%
casos.® Algumas vezes, a monoterapia com cloroquina ndo é
suficiente para o controle da doenca, sendo necessaria a asso-
ciagB com a talidomida® Outras opcles, se houver falha
com os antimal&ricos, sdo a dapsona e os corticdides.®

A paciente aqui referida ndo apresentava indicios
de envolvimento sistémico grave, mas devido a titulos
altos de FAN optou-se por pulsoterapia com metil predni-
solona, obtendo-se melhora rapida das lesdes cutaneas e
intestinais. Atualmente faz uso de cloroquina, sem lesbes
em atividade.

Finalizando, pode-se concluir pela obrigatoriedade da
inclusdo do LECSA no diagndstico diferencia de lesbes de
eritema anular centrifugo, aerta particularmente importante
para os jovens dermatol ogistas. a
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In Richer-Cohen and Crosby's report of 14 cases, 11
showed severe manifestations, but the majority of these
patients showed the papulous and squamous form, which is
related to a worse prognosis.”’ A study comparing SCLE
patients with SLE (with and without cutaneous lesions)
showed a better prognosis for the latter. These patients also
showed a lower incidence of nephropathy, serositis and
involvement of the central nervous system.” Tebbe €t a. cite
FAN titers above 1/320, the presence of arthralgias and
signs of (proteinuria, hematuria and hemoglobinuria)
nephropathy as factors in the misprognosis of SCLE.”

1t is important to point out that 20% of SCLE patient
cases may present association with CCLE lesions" and 10%
in association with SLE."”

In relation to therapy, in most studies the frontline
drug is chlorochine, which has a satisfactory response in
Jfour to eight weeks in 90% of cases.” Sometimes, monother-
apy with chlorochine is not enough to control the disease.
It is necessary to associated it with thalidomide.” Other
options, were there problems with the anti-malarial drugs,
are dapsone and corticoids.’

The patient referred to in the present paper showed
indications of severe systemic involvement. But due to high
FAN titers pulsotherapy was opted for with methylpred-
nisolone. Rapid improvement was obtained for the cuta-
neous and intestinal lesions. The patient is currently taking
chlorochine, with no active lesions present.

In the end, it may be concluded that the obligatory
inclusion of SCLE in the diagnostic differential of centrifu-
gal annular erythematous lesions may work as a particu-
larly important warning sign for young dermatologists. 1
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