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Complete Heart Block 

The echocardiogram performed today demonstrated complete heart block in ***’s fetus.

There are structural anomalies that may be associated with heart block, such as heterotaxy and L-looped ventricles, however none of these are present in this fetus.  The most common cause of congenital heart block is circulating maternal autoantibodies, with anti-Ro (SSA) being the major antibody found to be associated with heart block.  In many cases patients may not have a diagnosis of an autoimmune disorder.  Lupus and Sjogren’s syndrome are among the more common conditions that may be observed.  Congenital heart block with other conditions is rare.  
 
The major determinants of outcome in fetal heart block are ventricular function and echocardiographic evidence of inflammation. The fetus will generally tolerate heart rates as low as 55-60 bpm without hydrops when the heart is structurally and functionally normal.  The risk for in utero hydrops or demise increases as the heart rate approaches 50 bpm, particularly with ventricular or valvular dysfunction.  The in utero and postnatal mortality of left atrial isomerism with heart block are as high as 80% compared to a 5-10% perinatal mortality for anti-Ro-mediated heart block.
 
Lower fetal heart rates may be treated with transplacental albuterol (10 mg by mouth every 8 hours) or terbutaline (5 mg by mouth every 6 hours).  This is typically reserved for those mothers with resting fetal heart rates in the low 50 bpm range or in the 55 bpm range if hydrops appears to be developing.  The medication is typically associated with maternal tachycardia and jitteriness.
 
The other potential treatment is oral steroids which may be considered in the case of heart block associated with anti-Ro.  Oral steroids may be started empirically when there is myocardial echogenicity.  There are differing opinions as to the role of steroids with congenital heart block.  Steroids will not reverse complete heart block.  However, with 2nd degree AV block steroids may result in reversal.  There is reasonable evidence to suggest that dexamethasone administered at the higher dosing range (8mg po daily until 28-30 weeks with graduated tapering to 2mg daily until the end of pregnancy) has a role in reducing the incidence of myocardial inflammation and cardiomyopathy in fetuses with anti-Ro heart block.  There typically are side effects observed, especially at the dose of 8 mg daily, including sleep disruption, mood swings, increased appetite/weight gain, hypertension, elevated blood sugar and decreased amniotic fluid. If the anti-Ro is found to be elevated, I believe this would be a reasonable treatment, but would be important to discuss again with *** and their care team for the 


pregnancy to ensure they would want to embark on this after weighing the potential risks and benefits.
 
Delivery mode will be determined by your obstetrician, but often will need to be by cesarean section (due to inability to monitor fetal heart rate response to labor) as close to term as possible.  Early delivery at times may be considered for maternal indications and in very select fetal cases in the third trimester.  For example if hydrops were to develop early and be severe, early delivery would not be a benefit.  In the case of a fetus starting to develop hydrops later in the 3rd trimester, certainly this could be the time to consider an early delivery.
 
Postnatally, a pacemaker is required in all cases of complete heart block, with >50% requiring pacing in the first year of life.  The timing depends on the average heart rate, the presence of symptoms, the appearance of the escape rhythm and other factors.  When the fetal heart is predominantly in the low to mid-50 range, a pacemaker is often required in the neonatal period.









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.
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