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Qual o seu diagndstico? / Which is your diagnosis?

Caso para diagnostico / Case for diagnosis

HISTORIA DA DOENGCA

Paciente do sexo masculino, 16 anos, branco,
estudante, natural e procedente de Palhoga, SC; procu-
rou o ambulatério de dermatologia com queixa de
lesdes "acneiformes" na face, assintomaticas, héa aproxi-
madamente dois meses. Havia sido tratado com tetraci-
clina 1g/dia por 30 dias e dexametasona creme, sem
melhora clinica. Negava doencas pregressas e Casos
semelhantes na familia.

Ao exame dermatoldgico, apresentava papulas eri-
tematosas, algumas com centro amarelado, variando entre
dois e 4mm de didmetro nas palpebras inferiores, regido
nasal e perioral (Figuras 1, 2 e 3).

A histopatologia de uma das lesdes evidenciou, na
derme, granulomas constituidos por histiécitos epitelidi-
des, células gigantes, linfdci-

HISTORY OF THE DISEASE

A 16-year old white male student, born and living in
Palhoga, Santa Catarina State sought care two months ago
at the dermatology outpatients clinic. He complained of
acneiform lesions on the face, which were asymptomatic.
He had been treated with tetracycline, 1g daily over 30
days and dexametasone cream, without showing any clini -
cal improvement. He denied having had previous diseases
or similar cases in his family.

The dermatological exam showed erythematous
papules, some with a yellow center, varying from two to
4mm in diameter on the lower eyelids, nasal and perioral
regions (Figures 1, 2 and 3).

Histopathology of one lesion evidenced granulomas
on the skin constituted by epithelioid histiocytes, giant cells,

lymphocytes and central

tos e necrose central.
Apresentava também infiltra-
do mononuclear perivascular
e perianexial (Figuras 4 e 5).

COMENTARIOS
Com os dados obtidos
na histéria e no exame fisico

Figura 1: Papulas
eritematosas com diamet-
ros variados na regido
perioral, nasal e palpebral
inferior

necrosis. The granulomas
also showed perivascular and
perianexial mononuclear in -
g ! filtrate (Figures 4 and 5).

COMMENTS
The data obtained
from the disease history and

R

Figure 1: Erythematous
papules with varied dia -
meters in the perioral,
nasal and lower

eyelid regions.

Figura 2: Papulas eritematosas, algumas com superficie achata-

da na regido perioral e nasal. / Figure 2: Erythematous papules,
some with flattened surface in the perioral and nasal regions.
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Figura 3: Papulas eritematosas, com diametro variando entre
dois e 4mm, na regido perioral / Figure 3: Erythematous papules,
diameter varying between 2 and 4 mm, in the perioral region
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Figura 4: Na derme, granuloma com necrose caseosa
central (HE, x10) / Figure 4: On the derm, granuloma with
central caseous necrosis (HE, x10)

levantou-se como hipétese diagndstica principal acne agmi-
nata, seguida de erupcdo acneiforme, acne vulgar e rosacea.
O diagndstico de acne agminata foi confirmado pelo resul-
tado do exame histopatolégico, sendo entdo iniciado o tra-
tamento com prednisona 10mg/dia por 15 dias, posterior-
mente reduzido para 5mg/dia por trés meses com regressao
das lesbes, sem formacdao de cicatrizes.

O termo acne agminata foi utilizado pela primeira
vez por Radcliffe-Crocker em 1903. E caracterizada por
uma erupcdo incomum de papulas eritémato-acastanhadas,
ocasionalmente pustulosas, que acometem sobretudo a
regido central da face, com envolvimento caracteristico da
palpebra inferior. O envolvimento extrafacial ocasional-
mente € observado. As lesdes desaparecem espontaneamen-
te num periodo que varia de 12 a 24 meses, podendo haver
formacdo de cicatrizes desfigurantes.*?

Ocorre predominantemente em adultos jovens,
sendo também relatada em adolescentes. A incidéncia é
igual em ambos os sexos.**?

Histopatologicamente, as papulas evidenciam gra-
nulomas dérmicos compostos por células epitelidides, cir-
cundando areas de necrose caseosa, rodeados por pequenas
células mononucleares arredondadas.®

Ha controvérsias quanto a etiologia da acne agmina-
ta. A similaridade histopatolégica com a tuberculose fez
com que no passado fosse considerada uma manifestacdo de
tuberculose cutanea ou uma tuberculide, sendo chamada de
lupus miliaris disseminatus faciei. Atualmente essa associa-
¢do esta descartada. As evidéncias contra essa hipotese sao
a resposta de hipersensibilidade cutanea variavel a tubercu-
lina, a auséncia de concomitancia com tuberculose, a ausén-
cia de bacilos na lesdo e a faléncia da resposta a terapia anti-
tuberculose.**

Muitos autores consideram a acne agminata uma
forma particular de rosacea granulomatosa, com base na
observacdo de que os granulomas da acne agminata apare-
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Figura 5: Granuloma dérmico, constituido por histidcitos
epitelidides, células gigantes, linfécitos e necrose caseosa
central (HE, x40) / Figure 5: Dermal granuloma, constituted by
epithelioid histiocytes, giant cells, lymphocytes and central
caseous necrosis (HE, x40)

physical exam led to a main diagnostic hypothesis of acne
agminata, followed by acneiform eruption, and vulgar and
rosacea acne. The diagnosis of acne agminata was con -
firmed by the histopathologic test result, after which treat -
ment was initiated with prednisone 10 mg daily over 15
days, later tappered to 5 mg daily over three months with
lesion regression and no scars forming.

The term acne agminata was first used by Radcliffe-
Crocker in 1903. It is characterized by an uncommon erup -
tion of erythematous and brownish papules that are occa -
sionally pustulous. The papules especially affect the central
region of the face, with characteristic involvement of the
lower eyebrow. Extrafacial involvement is occasionally
observed. Lesions disappear spontaneously in periods vary -
ing from 12 to 24 months, with the possibility of forming
disfiguring scars.*?

Occuring primarily among young adults, it has also
been reported in adolescents. Incidence is identical in both
sexes.™

Histopathologically, the papules show evidence of
dermal granulomas consisting of epithelioid cells, sur -
rounding areas of caseous necrosis and circled by small
mononuclear round cells.?

Controversy remains regarding the etiology of acne
agminata. In the past, its histopathologic similarity with
tuberculosis used to lead its manifestations to be considered
as cutaneous tuberculosis or tuberculid, called lupus mil -
iaris disseminatus faciei. This association has now been
discarded. The evidence standing against this hypothesis
rests in the variable cutaneous hypersensitive response to
tuberculine, absence of any concomittance with tuberculo -
sis, absence of bacillus in the lesion and lack of response to
antituberculosis therapy.®*

Many authors consider acne agminata to be a par -
ticular form of granulomatous rosacea, based on the obser -
vation that the granuloma of acne agminata appears in
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cem em associacdo com a unidade pilossebacea e que gra-
nulomas epitelidides, mesmo com necrose central, sdo
encontrados em pacientes com roséacea tipica. Contudo,
parece haver muitas diferencas entre as duas, dificultando a
aceitagdo desse conceito. Arosacea predomina em mulheres
adultas, tem predilecdo pela regido malar, eritema difuso,
responde a tetraciclina, exacerba com o uso de esterdides
orais, tem curso cronico e raramente provoca cicatrizes.®

O achado histopatolégico de cisto infundibular e
ruptura da parede folicular, resultando em granuloma de
células epitelidides, € comum e levou alguns autores a
considerarem a acne agminata uma forma incomum de
reagdo ao contetdo folicular, aos cistos ou ao Demodex
folliculorum.?

Também foi proposto que a acne agminata possa
representar uma forma micropapulosa da sarcoidose, mas
essa hipotese foi excluida nos casos relatados na literatura
pelo exame clinico e testes laboratoriais.

Devido ao desconhecimento da etiologia e patogenia
da acne agminata o tratamento torna-se dificil, e diversas
medicacOes tém sido utilizadas. As tetraciclinas orais apre-
sentam sucesso variavel, enquanto a dapsona se mostrou
benéfica em 12 pacientes, abreviando o curso da doenca e
prevenindo a erupgdo de novas papulas segundo Kumano,
et al.® A clofazimina foi utilizada em um paciente, que apre-
sentou rapida resolucdo das papulas ativas e remissao sus-
tentada.’

O uso precoce de esterdides orais é recomendado por
varios autores, pois sao efetivos em prevenir o aparecimen-
to de novas lesdes, reduzem o curso da doenca e as cicatri-
zes, sdo, contudo, ineficazes se iniciados tardiamente na
evolugdo da doenca. Os corticosteroides tdpicos sdo inefi-
cientes.®

Embora a doenca seja autolimitada, é importante o
inicio precoce do tratamento antes do desenvolvimento de
dano dérmico substancial pela necrose caseosa, que pode
levar a cicatrizes desfigurantes na face. a
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association with the pilosebaceous unit and that epithelioid

granulomas, even with central necrosis, are found in

patients with typical rosacea. However, there seem to be
many differences between the two, making this concept dif -
ficult to accept. The rosacea predominates in adult women,

has a predilection for the malar region, diffuse erythema
and responds to tetracycline. It is exacerbated with the use
of oral steroids and has a chronic course that rarely pro -
vokes scarring.®

The histopathologic finding of infundibular cysts
and of rupturing of the folicular wall, which results in
granuloma of epithelioid cells, is common and leads some
authors to consider acne agminata as an uncommon form
of reaction to follicular content, cysts or Demodex follicu-
lorum.®

The proposal was also made that acne agminata
could represent a micropapulous form of sarcoidosis, but
this hypothesis was excluded in cases reported in the litera -
ture by clinical exams and laboratory tests.*

Due to the unknown etiology and pathogeny of acne
agminata, its treatment has proved to be difficult, and
diverse measures have been used. Oral tetracyclines show
variable success rates, though dapsone proved to be bene -
ficial in 12 patients by shortening disease course and pre -
venting the eruption of new papules, according to Kumano,
et al.° Clofazimine was used in one patient who showed
quick resolution of active papules and sustained remission.’

Early use of oral steroids is recommended by
various authors owing to their effectiveness in preventing
the appearance of new lesions, and reducing the disease
course and scarring. However, they are ineffective if
initiated late in the course of the disease. Topical corticos -
teroids are ineffective.

Although the disease is self-limiting, it is important
to initiate treatment early, before developing substantial
dermal damage by means of caseous necrosis, which may
lead to disfiguring scars on the face. (|
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