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INTRODUCTION 

Isolated Congenital Heart Block (CHB) affects 1:15000-

20000 live births.
1
 30-50% of fetuses with CHB will have 

a structural anomaly. Congenital heart block detected in 

utero is strongly associated with maternal antibodies to 

SSA (Ro) and SSB (La). Their pathogenic role in the 

development of CHB has been established in several 

studies. The mothers of affected infants frequently had 

autoimmune disease (systemic lupus erythematosus, 

Sjögren's syndrome) or were entirely asymptomatic.
2 

We 

report a case of fetal isolated congenital heart block in an 

asymptomatic mother with anti-SSA/SSB antibodies.  

CASE REPORT 

A 23 year old primigravida hailing from Bantwal, 

Karnataka was referred to our institution at 38 weeks of 

gestation with persistent fetal bradycardia since 20 weeks 

of gestation for further management. Maternal 

assessment revealed positive ANA Anti Rho and Anti LA 

antibodies. There were no symptoms of lupus or any 

connective tissue disorders. On examination she was of 

average built and nutrition with BP of 140/90 mm of Hg. 

Ophthalmologic and dermatological examination was 

found to be normal. On abdominal examination uterus 

was term size, relaxed, cephalic presentation. Fetal heart 

rate was 52-56 bpm. Hb was 11.5 g/dl. Peripheral smear 

showed normocytic normochromic blood picture. Blood 

sugar levels, liver function tests, kidney function tests 

were within normal limits. ESR-130mm (1
st
 hour), CRP-

29.6 mg/dl, 24 hour urine protein was 206.1 mg. PT, 

APTT was within normal limits. ANA profile was 

strongly positive (+++) for SS-A (60 kDa) and Ro-52 

autoantibodies. Anticardiolipin (IgG and IgM) antibodies 

were negative. USG examination showed a single live 

intrauterine fetus of 37 weeks gestation with adequate 

liquor, EFW of 2.97 kg and FHR of 49 bpm. Fetal 

echocardiography (ECHO) showed no apparent structural 

defect, FHR being 48-52 bpm suggestive of congenital 

heart block. 
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Figure 1: Fetal echo showing 4 chamber view.  

 

Figure 2: M mode identifying congenital heart block.  

Maternal echocardiographic findings were normal. The 

couple was counseled regarding the prognosis of the 

fetus. Patient was started on tab. dexamethasone 4 mg 

OD. The following day of admission patient went into 

spontaneous labour. The couple was given the option of 

caesarean section because of the limitations in the 

interpretation of fetal heart monitoring. As the 

cardiovascular status of the fetus was stable and patient 

was already in labour, the couple wished for vaginal 

delivery and it was planned with careful monitoring of 

the fetus. Patient had a full term vaginal delivery of a live 

female baby 5 hours after the onset of labour. Birth 

weight was 3.12 kg with good APGAR. Baby was shifted 

to NICU for observation. HR was 52/min, RR was 

38/min and oxygen saturation was maintained. ECG done 

showed complete heart block. ECHO showed ostium 

secundum ASD with mildly dilated left ventricle and 

good LV and RV function. She was started on tab. 

orciprenaline - 0.1 mg/kg TID. There were no features of 

neonatal lupus. 

Our newborn had a ventricular rate of 50-55 beats/min, 

whereas normal newborns have a heart rate of 94 to 155 

beats/min.
3
 Despite her low heart rate, her weight and 

height were within normal limits. Signs of heart failure 

were not observed and no treatment was given during or 

after delivery. The parents were counseled about the need 

for pacemaker on further follow up. Mother and baby 

were discharged one week after birth. 

 

Figure 3: ECG of the newborn showing complete 

heart block. 

DISCUSSION 

CHB is a rare disorder and occurs in only 3% of infants 

born to mothers with anti-Ro/SSA and anti-La/SSB 

antibodies.
4 

Antibodies to SSA/SSB have been proposed 

to be a serologic marker for neonatal lupus syndrome and 

CHB. CHB is presumed to be due to the transplacental 

passage of these IgG autoantibodies from the mother into 

the fetal circulation. It is caused by maternal anti-Ro and 

anti-La antibodies binding to cardiac tissue and causing a 

transient myocarditis and subsequent fibrosis of the 

conduction system at the atrioventricular node which is 

irreversible.
5 

Fetuses with complete heart block have an 

increased mortality with >60% requiring permanent 

pacemakers and 10% developing severe cardiomyopathy. 

Most of the deaths occur in utero or during infancy. 

Premature birth, low birth weight, low ventricular rate, 

significant structural heart disease, evidence of 

ventricular dysfunction or associated cardiomyopathy, 

and the presence of hydrops fetalis are poor prognostic 

signs. Ascites and anasarca-type edema are also 

associated with poor outcome, and pacemaker 

implantation is indicated in infants with cardiac failure 

and a heart rate of under 55 beats/min. In the presence of 

hydrops fetalis, the reported mortality rates for infants 

born with CHB have exceeded 80%.
4,6,7 

The risk of CHB 

increases in infants born to mothers with a previous child 

having CHB and occurs in nearly 18% of pregnancies 

subsequent to the index pregnancy with CHB.
4
 

The outlook of patients with congenital heart block 

depends largely on the presence or absence of underlying 

structural heart disease, as well as the rate of ventricular 

activation and the presence or absence of congestive heart 

failure. Heart block with a normal cardiac structure is due 

to maternal anti-Ro or anti-La antibodies in the vast 

majority of cases. Prenatal therapy for such cases is 

controversial with some groups recommending therapy 

such as dexamethasone while others have tried IV 

immunoglobulins, plasmapheresis and azathioprine.
8 

Transplacental treatment with dexamethasone can be 

considered for autoimmune mediated heart block, as it 

may prevent progressive heart block in fetuses with first 

or second degree block and prevent further damage to the 

myocardium in fetuses with third degree block.
8,9

 If  the 

cardiac structure is abnormal, the most common 

associated abnormalities include transposition of the great 
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vessels and atrioventricular septal defects. The prognosis 

for such fetuses, affected by both structural cardiac 

disease and complete heart block is guarded, with a 

minority of fetuses surviving.
10-13 

Thereby frequent 

follow up in the antenatal period with twice weekly fetal 

echocardiography is necessary to ensure fetal wellbeing 

and to exclude the development of heart failure. 

Mode of delivery 

If persistent heart block is present during labor, some 

experts recommend a cesarean delivery because these 

arrhythmias limit the interpretation of fetal heart-rate 

monitoring. Others have suggested that fetal well-being 

can be assumed if there is variability in the ventricular 

heart-rate and an absence of decelerations, or with 

periodic biophysical profiles during labor. For this reason 

the management of labor and delivery in a fetus with 

heart block should be individualized based on discussion 

about the limitations of ensuring fetal wellbeing. 

In conclusion, we believe that close fetal surveillance is 

needed for fetuses diagnosed with autoimmune CHB. 

Detail fetal echocardiography should be routinely 

performed. Delivery should be considered if there is 

evidence of fetal distress and/or deteriorating cardiac 

performance even in cases of prematurity. Screening of 

infants with isolated CHB or neonatal lupus and their 

mothers for the presence of anti-SSA and anti-SSB is 

strongly recommended. 
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