Teixeira, Paula, Sousa & Succi

719
Caso Clinico / Case Report

Alopecia cicatricial da sarcoidose
Sarcoidosis cicatricial alopecia’
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Resumo: Os autores apresentam um caso de alopecia cicatricial associada a lesoes papulosas na face e no
tronco, com quatro anos de evolugio. O diagnéstico de sarcoidose foi confirmado pelo exame histopa-
tologico. Durante o seguimento, a paciente desenvolveu lesoes pulmonares. A alopecia cicatricial é com-
plicagdo rara da sarcoidose e se confunde, clinicamente, com outras dermatoses, entre elas o ldpus erite-

matoso discoide e o liquen plano pilar.
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Summary: The authors describe a case of cicatricial alopecia associated with papular lesions on the
face and trunk with four years of evolution. The diagnosis of sarcoidosis was confirmed by bistopatho -
logical examination. During the follow-up the patient developed lung lesions. Cicatricial alopecia is
a rare complication of sarcoidosis. It is often confused, in clinical findings, with other dermatoses,
among them discoid lupus erythematosus and lichen planopilaris.
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INTRODUCAO

A sarcoidose é doenca multissistémica, granuloma-
tosa, de etiologia e patogénese desconhecidas. Pode afetar
qualguer 6rgdo e envolve a pele em 25% dos casos.! O
couro cabeludo é raramente acometido,” e as lesdes podem
ser inicialmente nodulares ou papul osas, coal escendo e for-
mando placas que deixam area de alopecia cicatricial. A
suspeita diagnéstica pode ser facilitada na presenca de
outras lesdes cutaneas e/ou sistémicas de sarcoidose.

RELATO DE CASO

Paciente com 42 anos, do sexo feminino, negra,
casada, comercidria, natural de Minas Gerais. Refere surgi-
mento, hé quatro anos, de lesdo eritémato-escamosa, pruri-
ginosa, no vértice do couro cabeludo, associada a lesdes
eritémato-papulosas na face e no tronco, assintométicas.
H& um ano e sei's meses, alesdo do couro cabeludo evoluiu
para alopecia e apareceram novas lesdes cutaneas, quando
procurou o Servico de Dermatologia do Hospital
Universitario Pedro Ernesto.

Ao exame dermatol 6gico, apresentava placa de
bordas eritémato-escamosas e centro atréfico, com
raros pélos. (Figura 1) Na face, regido anterior do
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INTRODUCTION

Sarcoidosis is a multisystemic and typically granulo-
matous disease, whose etiology and pathogenesis are
unknown. It may affect any organ, involving the skin in 25 per-
cent of cases.” The scalp is rarely affected’ Initially lesions
may be nodular or papulous, later coalescing and forming
plaques that leave behind an area of cicatricial alopecia. The
suspected diagnosis may be facilitated in the presence of other
cutaneous and/or systemic lesions of sarcoidosis.

CASE REPORT

The case of a 42-year old black married female
patient, a shopkeeper from Minas Gerais, is reported here.
The patient referred to the emergence of an erythemato-
squamous lesion on the vertex of the scalp four years earli-
er, which was pruriginous. It was associated with asympto-
matic erythemato-papulous lesions on the face and trunk. A
year and six months ago, the scalp lesion progressed into
alopecia and new cutaneous lesions appeared. It was at this
point that the patient sought assistance at the Dermatology
Service of the Hospital Universitario Pedro Ernesto.

The dermatological exam showed patches with erythe-
mato-squamous borders and an atrophied center, with scarce
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Figura 1: Placa alopécica de
bordas eritémato-escamosas e
centro atréfico, com raros pélos
na regiao do vértice.

térax e dorso havia lesbes erité-
mato-papulosas, algumas con-
fluindo em configuragéo anular.
(Figura 2) O exame clinico estava
normal.

Exames |aboratoriais: hemo-
grama sem alteragOes, dosagem de
célcio sérico (10,1mg/dl) e urinério
(83,52mg/24 horas) normais, FAN
negativo, PPD ndo reator.
Radiografia de térax e das mé&os,
espirometria e exame oftalmol 6gico
ndo apresentaram alteracbes;, e a
dosagem da enzima conversora da
angiotensina  estava  normal

Figure 1: Alopecic plaque with
erythemato-scamous borders
and atrophic center, with few
bairs in the vertex region.

hairs. (Figure 1) Erythemato-papu-
lous lesions were found on the face,
the anterior region of the thorax and
the back, some of which joined into a
ring configuration. (Figure 2) The
clinical examination was normal.
Laboratory tests yielded the
following results: the hemogram
showed no changes, the serum cal-
cium dose (10.1 mg per dl) and
urine (83.52 mg daily) were nor-
mal; FAN was negative and PPD did
not react. Thorax and hand radiog-
raphy, spirometry and ophthalmol-
ogy tests showed no changes. The

(2,3ng/dl).

No exame histopatolégico da leséo cutanea e do
couro cabeludo, os autores observaram, na derme, nume-
rosos granulomas epiteliéides com pobreza linfocitéria.
(Figuras 3, 4 e 5) Na coloragéo pela orceina (couro cabe-
ludo), notaram auséncia de fibras elasticas nas &reas em
gue se encontravam os granulomas. A imunofluorescéncia
direta da lesdo foi negativa.

Foi instituido o tratamento com prednisona
40mg/dia por um més, seguido de esquema para retirada do
corticoide no més seguinte einfiltragdo de triamcinolonana
les@o do couro cabeludo. Houve regressdo das lesdes cuta-
neas e melhora da descamacé&o nas bordas da placa de alo-
pecia, mas sem repilacéo.

H& um ano apresentou queixa de dispnéia e foi
encaminhada ao Servigo de Pneumologia. No Rx de térax
observou-se um infiltrado nodular difuso, e a tomografia
computadorizada de térax mostrou infiltrado reticulono-
dular predominantemente periférico. Presenga de linfoci-
tose no lavado bronco-alveolar, com BAAR negativo em
trés amostras de escarro; e

dose of the angiotensin-converting
enzyme was normal (2.3 ng per dL).

During the histopathologic test of the cutaneous
lesion and scalp, the authors observed numerous epithelioid
granulomas on the skin with lymphocitic lack. (Figures 3, 4
and 5) With orcein staining (of the scalp), a noted absence
was observed of elastic fibers in the areas in which granulo-
mas was found. Direct immunofluorescence of the lesion was
negative.

Treatment was introduced (40 mg daily prednisone
for a month), followed by a schedule to withdraw the corti-
coid the month after and infiltration of triamcinolone on the
scalp lesion. There was regression of the cutaneous lesions
and improvement of the scaling on the edges of the alope-
cia plaque, though without repilation.

A year ago, the patient complained of dispenea and was
directed to the Pneumology Service. A diffuse nodular infiltrate
was observed on the thorax X-ray. Computerized tomography of
the thorax showed predominantly peripheral reticulonodular
infiltrate. The presence of lymphocitosis on the bronchoalveolar
lavage, with BAAR negative in

distdrbio ventilatorio restri-
tivo acentuado na prova de
funcéo respiratéria. Foi ins-
tituida prednisona 80mg/dia
por trés meses. Esta ha
cinco meses em uso de
prednisona 20mg/dia, com
melhora da dispnéia e tomo-
grafia computadorizada de

Figura 2: Lesoes eritémato-
papulosas, algumas com
configuragao anular

three samples of sputum, and
accentuated restrictive ventila-
tory disturbance in the respira-
tory function test. Prednisone
(80 mg daily) was instituted for
three months. Prednisone (20
mg daily) has been used for five
months with improvement of the
dispenea. Computerized tomog-

Figure 2: Erythemato-
papulous lesions, some
with a ring configuration
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Figuras 3 e 4 (couro cabeludo): Histopatologia (HE) - Epiderme com areas de retificacao e outras de

hiperplasia. A derme exibe nimero aparentemente normal de foliculos terminais na fase anagénica
(a bi6psia foi realizada na periferia da placa), circundados por numerosos granulomas epiteliides)
Figures 3 and 4 (scalp): Histopathology (HE) - Epidermis with areas of rectification and otbers with
hyperplasia. The dermis shows an apparently normal number of terminal follicles in the anagenic phase
(the biopsy was performed around the plaque). It is encompassed by numerous epithelioid granulomas.

térax normal.

DISCUSSAO

A sarcoidose cutanea pode ocorrer sem doenca sisté-
mica associada.® Em adicao as formas cléssicas descritas, uma
ampla variedade de apresentacdes incomuns pode ser encon-
trada. Uma dessas formas é a alopécica, que se confunde cli-
nicamente com outras dermatoses como o |Upus eritematoso
discoide, o liquen plano pilar e afaliculite decalvante.*

A dopecia da sarcoidose representa uma alopecia
cicatricial verdadeira,® com auséncia de fibras elasticas a0
exame histopatol 6gico. Existem apenas 28 casos publicados
naliteratura de linguainglesa, a maioria em mulheres negras
com evidéncia de comprometimento intratoracico.2>%%%
Além das placas de al opecia, 0 envolvimento cuténeo é geral-
mente visto em outros locais. Clinicamente, as éreas de alo-
peciapodem aparecer como éreas atrdficas associadas ou ndo
a eritema e descamagao, placas, nédulos ou ulceracdo.™*

Os pacientes com lUpus eritematoso podem ter
lesBes discoides no couro cabeludo, resultando em placas
dealopeciacicatricial, com atrofiavariavel e éreas de hiper-
pigmentacdo e hipopigmentacdo. Pode-se notar ceratose
folicular nas placas de alopecia do lUpus. Muitas vezes é
dificil estabelecer seu diagndstico pela histopatologia.

O liquen plano pilar geramente se apresenta como
uma placa de alopecia com papulas foliculares individuais
ou hiperceratose. A condicdo tende a ser progressiva, com
expansdo e coalescéncia das placas individuais.* Seu diag-
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raphy of the thorax was normal.

DISCUSSION

Cutaneous sarcoidosis may occur in association with
a systemic disease.” In addition to the classical forms
described above, a wide variety of uncommon presentations
may be found. One such form is alopecic, which is often clin-
ically confused with other dermatoses like discoid erythe-
matous lupus, lichen planopilaris and foliculitis decalvans.’

Sarcoidosis alopecia represents a real cicatricial
alopecia. The histopathologic examination showed an
absence of elastic fibers.” There exist only 28 published
cases on the disease in the English-language literature,
mainly on African-American women with evidence of
intrathoracic involvement’>%*'" Apart from alopecia
plaques, cutaneous involvement is usually seen in other
places. Clinically speaking, the areas of alopecia may
appear as atrophic areas, whether in association or not with
erythema and scaling, plaques, nodules or ulceration."”

Patients with lupus erythematosus may have discoid
lesions on the scalp, resulting in cicatricial alopecia
plaques, with variable atrophy and areas of hyperpigmen-
tation and hypopigmentation. Follicular keratosis may be
observed on the lupus alopecia plaques. It is often difficult
to establish a diagnosis by histopathology.

Lichen planopilaris usually appears as a plaque of alope-
cia with individual follicular papules or hyperkeratosis. The con-
dition tends to be progressive, with expansion and coalescence of
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Figura 5 (lesdo cutinea):
Histopatologia (HE) - Presenca
de granulomas epitelidides, sem
orla linfocitdria, na derme
superior e média.

néstico clinico e histopatol dgico
pode confundir-se com o de lUpus
eritematoso.

Na foliculite decalvante,
encontra-se placa de alopecia com
ou sem erosdo, descamagdo ou
crostas associadas. Em torno da
lesdo, pustulas foliculares ocorrem
em surtos. O estagio tardio é carac-
terizado pela fibrose reparativa.

Dessas dermatoses, o IUpus
€, sem duvida, o mais freqlente;
sua alopecia cicatricial é indistin-
guivel da sarcoidose, assim como o
liquen plano pilar e a foliculite

Figure 5 (cutaneous lesion):
Histopathology (HE) - Presence of
epithelioid granulomas, without a
lymphocytic preponderance on the
superior and middle dermis.

individual plaques.” Its clinical and
histopathological diagnosis may be mis-
taken for that of lupus erythematosus.
In folliculitis decalvans, alope-
cia plaques are found with or without
erosion, scaling or associated crusts.
Around the lesion, outbreaks of follic-
ular pustules occur. The late stage is
characterized by reparative fibrosis.
Among these dermatoses,
lupus is without a doubt the most fre-
quent. lIts cicatricial alopecia is
indistinguishable from sarcoidosis as
well as lichen planopilaris and folli-
culitis decalvans that, while rare, are

decalvante que, embora raros, sdo
também mais comuns do que a sarcoidose. A distingdo
entre essas afeccles torna-se mais dificil quando ndo h&
lesdo cuténea associada.

O exame histopatol 6gico pode auxiliar no diagnésti-
€O €, no caso da sarcoidose, € conclusivo pelo encontro de
granuloma néo caseoso de células epitelidides.

Quanto ao tratamento da alopecia, ha pouca respos-
ta aos corticosterdides (sistémicos ou intralesionais) eaclo-
roquina nos casos rel atados>"#

Os autores enfatizam, ent8o, a recomendac&o de que
asarcoidose, apesar de causarara, sejaincluida no diagnés-
tico diferencial das alopecias cicatriciais. a
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