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- rare

- congenital or post surgery for congenital heart disease

- abnormal automaticity within the His bundle

- high mortality rate (35%)

- autopsy: severe disruption of His-bundles or AV junction

CLINICAL FEATURES

- paediatric patients (birth to 4 weeks)

- antenatal heart failure on U/S

- familial conditions

INVESTIGATIONS

- ECG: junctional tachycardia, rate 160-300, AV dissociation
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MANAGEMENT

- unresponsive to DC shock and overdrive pacing

- adenosine infusion can rule out the diagnosis of AV reciprocating tachycardia (tachycardia cycle lengthens but arrhythmia doesn’t terminate)
- treat those with reduced ventricular function or rapid rates

Pharmacological

- amiodarone

- flecanide

- encainide

- propafenone

- anti-failure treatment

Non-pharmacological

- removal of arrhythmogenic area

- surgical His ablation

- pacemaker insertion is controversial
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