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ABSTRACT

The authors present a case of lupus miliaris disseminatus faciei, a rare skin disease of unknown etiology,
which may cause unaesthetic scarring due to its difficult treatment. The histopathological examination
of epithelioid granulomas with caseating necrosis, together with the clinical features, are important
for diagnosis and early treatment with better results. Despite difficult and unsatisfactory treatment,
there are ongoing studies on therapy to improve aesthetic and social impairment. This case report
describes an initial misdiagnosis delaying appropriate treatment, and highlights the value of physical
examination and clinical judgment for another pathological examination, whenever necessary, aiming
at better treatment outcomes in daily practice.

RESUMO

Os autores apresentam um caso de lupus miliaris disseminatus faciei, uma dermatose rara, de
etiologia desconhecida, que pode deixar cicatrizes ndo estéticas, pela dificuldade de tratamento. O
exame histopatoldgico de granulomas compostos por células epitelioides, com necrose caseosa, e
as caracteristicas clinicas, sdo importantes para o diagndstico e tratamento precoce, com melhores
resultados. Apesar do tratamento dificil e insatisfatério, ha estudos em andamento sobre terapias para
melhorar o comprometimento estético e social. Este relato de caso descreve um diagndstico inicial
errbneo, que atrasou o tratamento adequado, e destaca o valor do exame fisico e raciocinio clinico para
solicitar outro exame anatomopatolégico, quando necessério, de forma a obter melhores desfechos
com o tratamento, na pratica diaria.
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INTRODUCTION

Lupus miliaris disseminatus faciei (LMDF) is a rare skin dis-
ease of inflammatory character and unknown etiology. It was
described by Fox, in 1878, and predominantly affects young
adults with brownish-erythematous papule pattern in the
central region of the face, eyelids and periocular region, which
can be accompanied by facial abnormalities.™® The histo-
pathological findings of epithelioid granulomas with caseat-
ing necrosis and the clinical presentation are fundamental to
make definitive diagnosis.."” Differential diagnoses include
acne, sarcoidosis, facial Afro-Caribbean childhood eruption
(FACE), and bacterial and fungal infections.*® The difficult
and unsatisfactory treatment has been currently studied,
aiming to improve aesthetic and social impairment.

The study complies with the principles of Declaration of
Helsinki. Written informed consent was obtained from the
patient for publication of this case report and the accompany-
ingimages (Ethics Committee: CAAE 37558720.1.0000.5479).

CASE REPORT

A 29-year-old white, office assistant female, from Sao Paulo
(SP), sought oculoplastic consultation, with complaints of
“acne” lesions all over her face, including the lower eyelids
with itchy, painful symptoms that started about 5 months
before. She had started on oral treatment in another ser-
vice with 300 mg of Tetralysal® (tetracycline) daily, for
30 days, with no improvement and 1 g tetracycline daily.
Pathological study revealed possible rosacea. She denied
prior lesions or similar cases in the family. Upon external
examination, erythematous papules with a yellowish cen-
ter, ranging from 2 mm to 4 mm in diameter, across the
face and some arranged in a circle (Figure 1) in forehead
and eyelid. Despite external eyelid involvement, tarsal con-
junctiva and eyeball examination were normal.

Given no improvement with the medications used and
considering the result of the previous histopathological
examination, the medications were discontinued. She was
initiated on oral isotretinoin 40 mg per day, with control
of coagulation factors, liver enzymes and lipid profile. After
2 months of isotretinoin, no improvement was observed
and new lesions appeared; another biopsy was ordered to
confirm or rule out the previous diagnosis, and guide ap-
propriate treatment. Histopathologic examination showed
granulomas consisting of epithelioid histiocytes, giant cells,
lymphocytes and central necrosis in the dermis. It also pre-
sented perivascular and periadnexal mononuclear infiltrate
(Figure 1C), compatible with diagnosis of lupus miliaris dis-
seminatus faciei. Other laboratory tests included antinuclear
(ANA), anti-Ro and anti-La antibodies, glucose-6-phosphate

Figure 1. Brownish papular erythematous lesions. (A) On the
forehead, (B) lower eyelid. (C) Histopathological examination
shows granulomas consisting of epithelioid histiocytes, giant
cells, lymphocytes and central necrosis.

dehydrogenase, VDRL, fluorescent treponemal antibody ab-
sorption (FTA-ABS). Since all tests results were normal, a
new treatment was prescribed with oral dapsone 100 mg per
day, and 0.1% tacrolimus topical ointment twice a day.
Patient showed improvement after 3 months of treat-
ment (Figure 2), but had to discontinue medication due
to gastrointestinal symptoms. Oral prednisone 5 mg and
minocycline 100 mg were prescribed as maintenance

Figure 2. Improved aspect of the lesions. (A-B) After 3-month
treatment. (C-D) Patient on no medications for over the year
and no recurrence.
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treatment for 2 months, with significant resolution of le-
sions and further onset. The patient has remained with
no symptoms and no medication for over one year.

DISCUSSION

Lupus miliaris disseminatus faciei is a rare skin condition
that affects patients aged 20 to 40 years, with small, occa-
sionally pustular, multiple brownish erythematous erup-
tions in the central region of the face, and typically in the
lower eyelid. Extrafacial involvement has been occasion-
ally reported. The eruption develops rapidly and remains
in chronic course for 12 to 24 months, with spontaneous
involution that can cause disfiguring scars. However, in
several reports, it was possible to observe improvement
and minimal scars associated with early treatment.

Approximately 200 cases have been described in the
literature,” and their etiopathogenesis remains unknown.
The association with Mycobacterium tuberculosis was sug-
gested and ruled out due to absence of bacilli in the lesion,
response to variable skin hypersensitivity tests, and failure
of antituberculosis therapy.®! Some authors consider LMDF
tobe avariant of granulomatous rosacea, but disparate char-
acteristics, such as self-limiting healing course, equal distri-
bution between genders, presence of caseating necrosis, and
absence of teleangiectasia hinder accepting this theory. An
association with Demodex folliculorum has also been pro-
posed due to involvement of the follicular wall.*®)

Histopathology presents dermal epithelioid granu-
lomas with caseating necrosis, and with perivascular and
lymphohistiocytic infiltrate. In more advanced stages,
they may include perifollicular fibrosis.*

Due to its unknown etiology, treatment is difficult
and there are few controlled studies in the literature. Oral
tetracyclines (minocycline and doxycycline) have been
relatively successful and are currently the treatment of
choice.The therapeutic response usually starts after 3to 6
months and a long maintenance period is required.®

Dapsone is an available, safe, affordable, and effective
option.™” The mechanism of action in LMDF can be ex-
plained by its anti-inflammatory properties and decreased
neutrophil response. Other medications, such as oral cor-
ticosteroids, isotretinoin, tranilast, metronidazole and
isoniazid have also been used to treat and prevent onset of
new lesions."*#9 Combination with topical tacrolimus and
oral dapsone has also been successfully described.® Topical
0.1% tacrolimus is a well-responsive immunomodulator in
diseases associated with activation of T-lymphocytes and
macrophages; 1,450nm diode laser and 1,565nm non-abla-
tive laser resurfacing therapy has also shown improvement

of lesions."> Low-dose corticosteroids are prescribed to
prevent scars. The use of 100% trichloroacetic acid and
laser have been successfully reported for treating scars.™

In this case, a multidisciplinary brainstorm helped to
make the correct diagnosis. Due to the lack of response to
tetracycline, considering the initial diagnosis of rosacea
by a dermatologist, a new biopsy and an experienced pa-
thologist were decisive for the correct diagnosis and prop-
er treatment, resulting in improved facial lesions, eyelid
with no scarring, and preserved eye function.

LMDF is a rare skin disease that can affect the face
and eyelid region. Early clinical diagnosis combined with
pathological study and treatment can minimize scar for-
mation, with no aesthetic, functional eyelid, and social
impairment for the patient.
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