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CASES FOR DIAGNOSIS

Patient History

A 20-day-old girl was referred to our department for
cutaneous lesions that appeared 1 week earlier and were
not associated with any other symptoms (Figures 1 and 2).
On the third day of life, the infant had presented jaundice
and had been treated by phototherapy, which led to
resolution of the symptoms within 48 hours. As relevant
family history, the mother was currently being assessed for
joint pain and leukopenia that had appeared during the
pregnancy.

Physical Examination

Physical examination revealed erythematous papules and
annular plaques with a desquamative border and whorl-
like growth, located on the cheeks, scalp, retroauricular
areas, chest, abdomen, and lower back, with no other skin
abnormalities. A complete physical examination revealed
no additional abnormalities.

Additional Tests

A complete laboratory workup showed normal blood counts,
elevated liver enzymes (glutamic-oxaloacetic transaminase,
197 U/L; glutamic-pyruvic transaminase, 122 U/L; alkaline
phosphatase, 231 U/L), and normal bilirubin. Blood tests
were positive for antinuclear antibodies (ANA and anti-
Ro/SS-A), but normal for complement.

Histopathology

A biopsy showed only inconclusive interstitial and
perivascular lymphohistiocytic infiltrate; a second biopsy
(Figure 3) revealed minimal vacuolar damage of the basement
membrane, isolated necrotic keratinocytes, and interstitial
mucin deposition. Direct immunofluorescence was negative.
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Figure 3. Histology.
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Diagnosis

Neonatal lupus erythematosus (NLE)

Course

An electrocardiogram was normal and transaminase levels
returned to normal within a few weeks. The mother was
diagnosed with systemic lupus erythematosus and was
positive for ANA and anti-Ro/SSA.

Three months later the lesions had disappeared
spontaneously, leaving atrophic, hypopigmented macules
with superficial telangiectases.

Comment

NLE is characterized by the development of cutaneous
lesions or cardiac conduction defects in newborns of mothers
with anti-Ro, anti-La, or rarely anti-U1RNP antibodies.
This rare entity affects 1 in every 12 000 to 20 000 live
newborns.1-3

Around 50% of patients with NLE have cutaneous lesions
and the other 50% have a heart condition; 10% of all NLE
cases present both cardiac and cutaneous disease. Liver and
blood abnormalities may also be present, and pulmonary,
neurologic, or gastrointestinal abnormalities may occur
occasionally.1-3

Cutaneous lesions may be present at birth, but usually
appear within the first 2 months of life.2-5 The lesions are
often triggered by phototherapy,2 although UV radiation
is not essential for development.4,5 The most common skin
manifestations are annular erythematous, desquamative
plaques, similar to those of subacute cutaneous lupus
erythematosus. Another, very common, sign is the
appearance of periocular erythema in the form of “raccoon
eyes.” The presence of purpura, telangiectases, congenital
telangiectatic cutis marmorata, erythema multiforme-like,
or xanthomatous, atrophic, or cicatricial lesions have also
been reported.3,5,6

The cardiac manifestations, which will condition the
prognosis, usually consist of complete atrioventricular block
and may be evident already in utero. This condition is usually
permanent due to the replacement of conduction tissue
with fibrous tissue. The mortality among patients is 10%,
despite pacemaker implantation.2,3

About 50% to 60% of mothers are asymptomatic when
the newborn is diagnosed,1,3 although follow-up is essential

because of the risk of developing a connective tissue disease.
The probability of having children with the condition in
future pregnancies is also 25% higher.1,2

Histology may be nonspecific or resemble the results seen
in cutaneous lupus erythematosus. Direct immunofluorescence
of skin lesions is negative in half the cases, and therefore,
negative histology does not preclude a diagnosis of NLE.3

Both the mother and the newborn should undergo a
laboratory workup consisting of complete blood counts,
coagulation study, liver and renal function, erythrocyte
sedimentation rate, lactate dehydrogenase, C-reactive
protein, and urinary sediment. The diagnosis should also
be confirmed by an immunologic study that includes ANA,
anti-DNA, anti-Sm, anti-Ro, anti-La, anti-U1RNP,
anticardiolipin, complement, syphilis serology, and
rheumatoid factor.3 Although simultaneous cutaneous and
cardiac lesions are rare, an electrocardiogram should be
performed.3

Cutaneous lesions are self-limiting within 6 to 8 months
(time required to clear maternal antibodies); however,
photoprotection is essential. Low-strength topical
corticosteroids or other topical immunomodulators can also
be used. Persistent telangiectases can be treated with pulsed
dye laser.1,2,4

Children with NLE must receive follow-up due to a
higher risk of developing an autoimmune disease.1-3
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