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Question5


Answer ?


INTRODUCTION — Neonatal lupus is a passively transferred autoimmune disease that occurs in about 1 to 2 percent of babies born to mothers with autoimmune disorders, including systemic lupus erythematosus, Sjögren's syndrome, and to some children of mothers who have antibodies to Ro/SSA and/or La/SSB antibodies in the absence of any other autoimmune disorder. The most serious complication in the neonate is complete heart block. Many mothers of babies with neonatal lupus do not have lupus or other autoimmune disease, although they may develop such a disorder in the future.


Anti-Ro/SSA antibodies are primarily found in patients with SLE and Sjögren's syndrome. They are infrequently seen in other connective tissue diseases such as scleroderma, polymyositis, mixed connective tissue disease, and rheumatoid arthritis. Among patients with anti-Ro/SSA antibodies and initially undifferentiated connective tissue disease, a minority will evolve into a well defined disorder.  


However, although women who give birth to children with congenital complete heart block almost uniformly test positive for anti-Ro/SSA and/or anti-La/SSB antibodies, most show no evidence of SLE or other connective tissue disease and, on follow-up, the great majority have not developed SLE or Sjögren's syndrome 





ETIOLOGY - Neonatal lupus, due to maternal antibodies that cross the placenta, is responsible for 60 to 90 percent of cases of congenital CHB overall, but for almost all cases presenting in utero or the neonatal period. Other causes include myocarditis and various structural cardiac defects, particularly congenitally corrected transposition of the great arteries, atrioventricular discordance, or polysplenia with atrioventricular canal defect.





PATHOGENESIS — Although the precise mechanism of injury to skin and cardiac tissue is not known, neonatal lupus is presumed to be due to transplacental passage of maternal anti-Ro/SSA and/or anti-La/SSB antibodies. These antibodies have been associated with a variety of clinical syndromes in adults. 





The risk of developing heart block in offspring of women with anti-Ro/SSA antibodies and an autoimmune disease was addressed in a report of 100 such women who were prospectively monitored, beginning prior to conception. Only two of the mothers had pregnancies that were complicated by congenital complete heart block, which was detected by fetal echocardiography at 20 and 22 weeks. The incidence of complete heart block was 2 percent (95 percent CI 0.5 to 7 percent) in first observed pregnancies, 1.8 percent of live births, and 1.7 percent of all pregnancies. These values are consistent with a crude estimate based upon the 0.5 percent prevalence of anti-Ro/SSA antibodies in asymptomatic pregnant women and the rate of congenital heart block (1 in 15,000 to 1 in 22,000 live births.


The incidence of heart block rises to about 15 percent in women with anti-Ro/SSA and/or anti-La/SSB antibodies who have had a child with congenital heart block 





Summary


Neonatal lupus and complete heart block — Neonatal lupus is a passively transferred autoimmune disease that occurs in some babies born to mothers with anti-Ro/SSA and/or anti-La/SSB antibodies. The most serious complication in the neonate is complete heart block, which occurs in approximately 2 percent of such pregnancies and 15 percent of subsequent pregnancies in a mother who has given birth to a child with congenital heart block. Neonatal lupus accounts for 90 to 95 percent of cases of congenital heart block occurring in utero or in the neonatal period. Most mothers of babies with neonatal lupus do not have lupus or other autoimmune disease, although they may develop such a disorder in the future. The pathogenesis and clinical features of the neonatal lupus syndrome and management of congenital complete heart block are presented separately. 





