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Maternal SSA+
*** carries a pre-existing diagnosis of lupus with positive SS-A antibodies.
We discussed that maternal anti-Ro/SSA antibodies are transmitted across the placenta and can disrupt the formation of the normal conduction system (resulting in AV/heart block) and injure the myocardium. Mothers with anti-Ro/SSA antibodies have a 1-5% risk of having a first child with complete AV block and a recurrence rate in subsequent pregnancies of ~11-19%. Of note, one study reported that mothers with hypothyroidism/anti-thyroglobulin antibodies have a 9-fold increased risk of fetal AV block compared to mothers with anti-Ro/SSA antibodies alone.
AV block is most commonly diagnosed between 20-24 weeks gestation.  Heart rhythm in exposed fetuses can progress from sinus to third-degree/complete AV block in <12 hours. Unfortunately, once third-degree AV block develops, it is deemed irreversible, despite maternal steroid/IVIG treatment. 
Carditis/cardiomyopathy can occur in 15-20% of cases and includes valvular insufficiency, endocardial fibroelastosis (EFE), myocardial echogenicity and/or pericardial effusion; this often associated with the development of AV block but may also occur in its absence.  Other arrhythmias can occur (with or without AV block), including junctional ectopic tachycardia (JET), atrial flutter, ventricular arrhythmias, sinus bradycardia/sinus node dysfunction, and/or QT prolongation.
Observation is recommended for fetal PR intervals <170 msec. Evidence of second-degree AV block, or evidence of third-degree AV block with carditis require treatment. Per expert recommendations, if the fetus is in 2nd degree block (incomplete), it may be of benefit to treat with IVIG and dexamethasone to decrease cardiac inflammation before permanent scarring occurs resulting in complete AV block. Beta-agonists (terbutaline) may be prescribed for complete block with ventricular rates < 55 bpm.  Hydroxycholorquine is thought to be protective and has been shown to reduce the recurrence risk of fetal heart block by ~50% in mothers who have had a child previously affected by anti-Ro/SSA mediated carditis; this drug, started before 10 weeks' gestation, is recommended for secondary prevention of fetal cardiac disease in anti-Ro/SSA-exposed pregnancies.
The prognosis for children with heart block is generally good, but in some cases the condition is fatal. While older studies have reported a 10-30% perinatal mortality, a recent reported a high perinatal survival  of about 95% in 130 fetuses who received transplacental dexamethasone initiated at the time of diagnosis of immune mediated 

heart disease (started at a median age of 22.4 weeks’ gestation); co-treatment with IVIG improved neonatal survival to 100%.  (JAHA 2022;11(3))
After birth, babies exposed to anti-Ro/SSA antibodies with normal fetal echocardiograms should have an ECG, echocardiogram, CBC and liver enzymes prior to discharge home from the nursery/in the first week of life. Sun exposure should be minimized for the first 6 months of life due to risk for a photosensitive rash.















DISCLAIMER: All information provided is for educational and informational purposes only and is not intended to be a substitute for professional medical advice, diagnosis, or treatment. Prior to incorporating this content into a consultation letter, it is the providers' responsibility to review and alter the content, so it is in accordance with your consultation and with your practice.  FHS does not recommend or endorse any specific treatments, tests, results, physicians, centers, products, procedures, opinions, or other information that may be included in this summary. Further, there are no representations or warranties regarding errors, omissions, completeness or accuracy of the information provided.



	
	
	



image1.jpeg
@ Fetal
Heart
gSociety




