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Arrhythmogenic Myocardial Substrate in HCM 
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Sudden Death in Young Athletes



Bethesda Conference # 36
Recommendations

Athletes with the unequivocal diagnosis 
of hypertrophic cardiomyopathy should not
participate in most competitive sports , with 
the possible exception of those of low 
intensity.  This recommendation includes 
those athletes with or without symptoms 
and with or without left ventricular outflow
obstruction.
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Strongest Risk Factors:
Cardiac arrest

Familial SD
Syncope
Multiple-repetitive NSVT
¯ BP — exercise
Massive LVH

End-Stage 
Apical aneurysm

Malignant genotype (?)
Alcohol  Ablation (?)
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septal scar no scar  

Post-ablation Post-myectomy
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Hypertrophic Cardiomyopathy

Sarcomeric Protein
Mutations

Non-Sarcomeric
Mutations
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Storage Diseases

~ 11 Genes---
or more?

> 800 mutations
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Clinical Implications of LAMP2 
Cardiomyopathy

• Survival after age 25 years unlikely
• Requires molecular diagnosis
• Deserves consideration for heart             

transplantation
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Prevention of Sudden DeathPrevention of Sudden Death

In HCMIn HCM



Previously Proposed Pharmacologic Therapy
For Sudden Death Prevention in HCM

•ß-adrenergic blockers
•verapamil

•procainamide
•quinidine

•amiodarone

proarrhythmia
(obsolete) 

no data

efficacy?
chronic use (>3y) ?
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HCM is Unpredictable
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• HCM: 14
End-stage
Embolic stroke

• HCM – Arrhythmia : 1

(ICD malfunction)



ICD DecisionICD Decision -- Making : HCMMaking : HCM
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FULL DISCLOSURE / INFORMED CONSENT



Clinical Pathways of Prognosis in HCM
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