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Raccoon eyes in cutaneous neonatal lupus syndrome

Neonatal lupus syndrome occurs in babies of mothers who are anti-SSA and/or anti-SSB positive; most 
mothers are often asymptomatic. It can also occur in neonates born to mothers with Sjogren’s syndrome, 
lupus, or undifferentiated connective tissue disease (1). The child can present with erythematous rashes in 
the peri-orbital region called as raccoon eyes, congenital heart block, thrombocytopenia, and transaminitis. 
It is often termed as cutaneous neonatal lupus syndrome if the presentation is limited to skin alone.

A 4-week infant was referred from a pediatrician to a rheumatologist for ruling out lupus considering skin 
rashes on the face. The infant was examined and found to have erythematous rashes over the face; she was 
active, and her milestones were appropriate for the age (Figure 1). She was delivered through a normal vag-
inal delivery. Her mother was asymptomatic and denied treatment for any rheumatological illness; this was 
her first pregnancy. The child was diagnosed with raccoon eyes, suggestive of neonatal lupus syndrome.

Investigations done on the infant before referral showed a normal blood count; indirect immunofluores-
cence showed antinuclear antibodies (ANA) positive at 1:80 dilution with a speckled pattern. ECHO and 
ECG performed on the infant showed normal results; her C3 and C4 levels were 115 mg/dL and 25 mg/
dL, respectively. We advised the mother to undergo immunological workup; mother had ANA positivity at 
1:160 dilution with a speckled pattern. On further workup, she had a high positive anti-SSA (Ro 52 and Ro 
60) and anti-SSB. The infant was followed up regularly and advised mild low-potency steroid application 
along with limitation of sun exposure. At the end of 9 months, we observed complete resolution of the 
erythematous lesions with mild hypopigmentation, and her repeat ANA was negative (Figure 2).

This infant presented only with cutaneous manifestation and did not have any internal organ involvement. 
It is ideal to look for anti-SSA/SSB antibodies in mothers since fetal monitoring during the next pregnancy 
becomes an absolute necessity. ANA, since it is of Ig 
G type, can be transferred from mother to fetus, and 
ANA positivity in this infant could be attributed to 
such a passive transmission. Repeat ANA testing is 
recommended at 6-9 months of age.
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Figure 1. Erythematous lesions in the perior-
bital region - Raccoon eyes.

Figure 2. Complete resolution of cutaneous 
lesions leaving behind mild atrophic scars.
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Most infants born to anti-SSA positive 
mothers are born without any major abnor-
malities. Complete heart block, the most 
dreaded complication of neonatal lupus 
syndrome happens in 2% of anti-Ro-posi-
tive pregnancies; the recurrence of which 
rises to 20% in subsequent pregnancies. Fe-
tal monitoring starting at week 16 becomes 
mandatory to detect early conduction ab-
normalities, some of which may be revers-
ible (2).

The cutaneous manifestations of neonatal 
lupus syndrome are usually reversible, occur 
more frequently, and resemble those of sub-
acute cutaneous lupus erythematosus lesions. 
They occur in the first 8 weeks of birth, though 

rarely they can be observed at birth itself. They 
resolve without scarring at around 6 months, 
often coinciding with the disappearance of 
maternal anti-Ro and -La antibodies from the 
infant (3). 
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