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Arrhythmogenic Myocardial Substrate in HCM
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Sudden Death in Young Athletes

Other (3%) Normal heart (3%)

Other congenital HD

lon channelopathies \\ \

Aortic rupture (2%)
Sarcoidosis (1%) 4
Dilated C-M (2%) ~—

AS (3%)
CAD (3%)
Tunneled LAD (3%)

Coronary artery
anomalies (17%)

. Indeterminate LVH -
possible HCM (8%)




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.







Strongest Risk Factors:

Cardiac arrest

Familial SD

Syncope
Multiple-repetitive NSVT
- BP — exercise
Massive LVH

End-Stage
Apical aneurysm

Malignant genotype (?)
Alcohol Ablation (?)




Relation Between LV Thickness &
SCD in 482 HCM Patients
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Impact of Outflow Obstruction (> 30mmHg) on Risk
For Sudden Death in 1101 HCM Patients

Nonobstructive

Obstructive
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Post-ablation Post-myectomy

septal Scar No Scar




Septal Myectomy vs. Alcohol Septal
Ablation:
Appropriate ICD Shocks

No.
No. Appropriat e
Pts Shocks %/Year

iurglct:arln 50 2.6
yectomy }p<0.01

Alcohol septal 17 10.3
ablation

4X




Hypertrophic Cardiomyopathy

—

Sarcomeric Protein
Mutations

L.

211 Genes |

or more’?:

> 800 mutations;

Storage Diseases










Clinical Implications of LAMP2
Cardiomyopathy

o Survival after age 25 years unlikely
 Requires molecular diagnosis

e Deserves consideration for heart
transplantation







24-hour Holter Arrhythmia and DE
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DE vs. Events

N =202

Follow-up: 681 +_ 249 days
p=0.5
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DE as the Only Risk Factor




Prevention of Sudden Death

In HCM




Previously Proposed Pharmacologic Therapy
For Sudden Death Prevention in HCM

[3-adrenergic blockers {no data
sverapamil

eprocainamide proarrhythmia
equinidine (obsolete)

eamiodarone efficacy?
chronic use (>3y) ?




35 y — Brother SD

36 y—ICD

40 y — Generator
replaced

41y —
Appropriate
shock #1

o0y —
Appropriate
shock #2

52y - Present



HCM Is Unpredictable




ICD in HCM: 2007
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ICD In HCM - |I: Time to First Shock
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e HCM:

End-stage
Embolic stroke

e HCM — Arrhythmia :
(ICD malfunction)




|ICD Decision - Making : HCM

High- B Some
risk risk

Cardiologist

FULL DISCLOSURE / INFORMED CONSENT

Patient
Autonomy




Clinical Pathways of Prognosis in HCM
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