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Abstract: Neonatal lupus erythematosus is an autoimmune disease produced by the passage of maternal
antinuclear antibodies and extractable nuclear antigen antibodies through the placenta. At the moment of
the diagnosis, the mothers are asymptomatic in 40 to 60% of cases. The most common manifestations are
cutaneous lesions and congenital heart block. The cutaneous findings are variable and usually begin within
the first weeks or months of life. Congenital lupus erythematosus is a congenital variant of neonatal lupus
erythematosus. We present one case of congenital lupus erythematosus and one case of neonatal lupus eryt-
hematous, showing the variability of this disease.
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Resumo: Lapus eritematoso neonatal é uma doenca auto-imune produzida pela passagem de anticorpos
maternos antinucleares e anticorpos contra antigenos extraiveis nucleares através da placenta. No momen-
to do diagnostico, as maes sao assintomadticas em 40 a 60% dos casos. As manifestacoes mais comuns sao
les6es cutineas e bloqueio cardiaco congénito. Os achados cutineos sio variaveis e geralmente comecam
nas primeiras semanas ou meses de vida. Lapus eritematoso congénito é uma variante do lipus eritemato-
so neonatal. Apresentaremos um caso de ldpus eritematoso congénito e um caso de lapus eritematoso neo-
natal, mostrando a variabilidade da doenca.
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INTRODUCTION

Neonatal lupus erythematosus (NLE) is an
uncommon disease, frequently undiagnosed, produ-
ced by the passage of maternal antinuclear antibodies
(ANA) and extractable nuclear antigens (ENA) antibo-
dies through the placenta.' The ENA most important

Cutaneous presentation is variable, but in most cases
presenting as erythematosus scaling, typically an
annular erythematous rash, and usually begins within
the first weeks or months of life."* We present one
case of congenital lupus erythematous (CLE) and one

case of NLE, with clinical and laboratorial differences,
showing the variability of this disease.

in the pathogenesis of disease are anti-Ro/SSA, anti-
La/SSB, and less frequently anti-RNP. At the moment of
diagnosis, the mothers can be asymptomatic.
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CASE REPORTS
Case 1

A female patient presented at birth with an
atrophic and slightly scaly hyperpigmented patch on
the face, with numerous telangiectasias. The lesion
was localized in the periorbital, right temporal region
and cheeks (Figure 1). The patient was born full term
to a Caucasian woman, via normal spontaneous vagi-
nal delivery. No further alterations were observed in
the clinical exam.

The following exams were performed: comple-
te blood count, urine tests, hepatic transaminases,
bilirubins, urea and creatinine; all results were normal
except for a thrombocytopenia (76,000 platelets).
Serology for TORSCH (toxoplasmosis, rubeola, syphi-
lis, cytomegalovirus e herpes simples virus) was non-
reactive. ANA was reactive 1:650 with a fine-speckled
nuclear pattern. Anti-SSA/Ro and Anti-SSB/La were not
reactive, but anti-RNP was >100 U/mL (reagent >14)
and anti-Sm 8 (reagent >7). The newborn’s echocar-
diogram and electrocardiogram were normal. The
antibodies and titers present in the mother were exac-
tly the same as those found in the newborn. At the fol-
low-up appointment a vitamin A+D supplement was
prescribed and the mother was advised to avoid expo-
sing the child to sunlight. After one month, the plate-
lets were normal. All antibodies became negative at
seven months. Ninety percent of the cutaneous
lesions had disappeared when the child was eight
months old (Figure 2).

Case 2

A 2-month old female patient had presented
cutaneous lesions since she was 15 days old. The
patient was born to a woman of African descent, full
term, via normal spontaneous vaginal delivery. No

FIGURE 1: Periorbital atrophic lesions, telangiectasias and
erythematous scaly patches
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FIGURE 2: Patient
at eight months

complications occurred during pregnancy or delivery.
The infant was breastfed. At clinical examination, the
patient presented erythematous eruption of annular
and polycyclical patches, with slight central hypopig-
mentation. Lesions were observed on the face, scalp
(Figure 3) and upper body. No further alterations
were observed in the clinical exam.

The skin biopsy findings are shown in figure 4.
Direct immunofluorescence showed trace amounts of
IgM at the dermoepidermal junction.

The following exams were performed: comple-
te blood count, urine tests, hepatic transaminases,
bilirubins, urea, creatinine, VDRL, and all results were
normal. ANA was reactive 1:320 with a fine-speckled
nuclear pattern. Anti-SSA/Ro and Anti-SSB/La were not
reactive. The mother’s laboratorial investigation sho-
wed reactive ANA (1:5120) with a fine-speckled
nuclear pattern, reactive anti-SSA/Ro and anti-SSB/La.

FIGURE 3:
Erythematous
eruption of annular
and polycyclical
patches, with slight
central
hypopigmentation
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FIGURE 4: Slight epidermal atrophy, hyperkeratosis and corneal
plugs. Superficial dermis demonstrated a lymphocytic inflammato-
ry infiltrate with few histiocytes and compromised basal cells

The infant’s echocardiogram and electrocardiogram
were normal. At the follow-up appointment, suns-
creen was prescribed. Cutaneous lesions disappeared
and antibodies (ANA, Anti-SSA/Ro and Anti-SSB/La)
were negative when the infant was 6 months old

(Figure 5).

DISCUSSION

NLE and its congenital variant (CLE) are
uncommon autoimmune diseases presenting mainly
with dermatitis and congenital heart block (CHB). The
infants also have, less frequently, thrombocytopenia,
transient hepatic involvement, aplastic anemia and
neurologic symptoms secondary to central system vas-
culopathy.*” It is a form of acquired autoimmunity in
which the autoimmune process is associated with the
presence of auto antibodies in the maternal-fetal cir-
culation. It is described in neonates of mothers with
positive anti-Ro (although anti-La and, less likely, anti-
U1-RNP may also be involved), and the precise inci-
dence of the disease is still unknown.’ The first case,
besides being congenital, is especially rare, since the
anti-Ro and anti- La antibodies were negative and also
presented thrombocytopenia.

About 50% of women with circulating auto anti-
bodies who have children with NLE are asymptomatic,
and some of them will develop some kind of rheuma-
tologic disease, particularly Sjogren syndrome, syste-
mic lupus erythematous, and less often mixed connec-
tive tissue disease.’

NLE dermatitis is a transitory benign condition,
manifested by annular or polycyclic erythematous sca-
ling rash in most of cases. Lesions commonly appear
weeks after birth. Their distribution is usually on sun-
exposed areas, mainly the cephalic segment, inclu-
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FIGURE 5: Regression
of skin lesions at six
months old

ding face, scalp and neck, typically compromising the
periorbital region.’ Lesions are usually transitory, with
a duration of approximately seven-months, coinciding
with the disappearance of IgG in maternal circula-
tion.”” CLE is very unusual and cutaneous lesions can
differ from NLE, presenting with atrophy or scarring.’
The cases described possessed skin lesions with typi-
cal morphology and distribution. In both cases, the
antibodies and lesions disappeared within the expec-
ted time.

Dermatologic and histopathological findings
correspond to subacute cutaneous lupus of the adult.
! Vacuolar degeneration of the dermoepidermal junc-
tion, perivascular lymphocytic infiltrate, moderate
hyperkeratosis and follicular plugging may occur.
Direct immunofluorescence shows granular deposi-
tion of IgG and, less frequently, IgM and C3 at the der-
moepidermal junction.”

NLE is the main cause of isolated CHB which
typically starts during the 2™ or 3™ trimester of gesta-
tion, and is responsible for the high mortality (20-
30%) and morbidity of these patients.' An estimated
15-30% of patients with NLE will develop CHB, with
approximately 60% of them requiring pacemaker
implants.’ NLE is rare in infants with skin lesions, with
only 8.7% of children manifesting both cardiac and
skin involvement.® Despite this, children suspected of
NLE must be submitted to an electrocardiograph and
echocardiogram. Neonates require a 6-month cardiac
follow up, from the day of birth until the time when
maternal antibodies disappear. If CHB occurs, its pre-
sence correlates to a higher morbimortality.’
Treatment of the mother with oral corticoids, direc-
ting the treatment to the fetus with suspected CHB, is
a promising, although controversial alternative.” CHB
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was not found in our patients.

NLE and CLE diagnosis can be confirmed
through history, physical examination and the presen-
ce of specific antibodies in fetal and maternal circula-
tion. Skin biopsy is useful, although not essential to
establish diagnosis. Differential diagnosis includes
perinatal infections (cytomegalovirus, group B
Streptococcus and syphilis) and other non-infectious
neonatal dermatitis such as drug eruptions, tinea cor-
poris and erythema multiforme. Genetic diseases and
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