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HYPERTROPHIC CARDIOMYOPATHY

≥ 15 mm



HYPERTROPHIC CARDIOMYOPATHY



HCM – RISK OF SUDDEN DEATH

 Cardiac hereditary disease more comun (1: 500)

 Main cause of SCD in athletes
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♂, 64 yo

Cardiac arrest 

Ventricular fibrillation 

ECG after ROSC
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HCM – RISK OF SUDDEN DEATH

10%/year

Primary prevention

Secondary prevention
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 Mores factors → higher risk 

 ICD in primary prevention if: ≥ 2 risk factors
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 Limitations

 Binary variables
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HCM – RISK STRATIFICATION
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 82 yo, ♀

 Syncope
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Amiloidosis
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Limitations:

 Age: < 16 and > 80 yo

 Athletes

 After myectomy

 After alcohol septal ablation

 Individuals with metabolic/infiltrative diseases

(e.g. Anderson-Fabry disease)

 Syndromes (e.g. Noonan syndrome).
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Validation:

HCM Risck SCD

C-Index 0,70 (95% CI: 0,68 – 0,72)

ACC/ACCF (2011)

C-Index 0,54 (95% CI: 0,51 – 0,56)

Same as

CHA2DS2-VASc
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 3703 patients

 2% SCD during 5 y/follow-up

*
* *
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*
*
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 “Ideal” World

 Real World

Life can never be risk free

Grey area
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Develop a new Portuguese risk prediction score for sudden cardiac death

The Portuguese Registry of Hypertrophic Cardiomyopathy
(PRo-HCM)

Enrollment period April 2013 – April 2015

1022 HCM
Endpoint: 

Sudden Cardiac Death / 
Appropriate ICD shock

Follow-up period median of 5 

years

1003 P
(98,1%)

19 P
(1,9%)
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Cox proportional 
hazards model

B HR (95% CI)
p-

value

Unexplained syncope 1,28 3,601 1,288 10,063 0,015

Signs of Heart failure 1,66 5,276 1,816 15,330 0,002

IVS ≥ 19mm 1,31 3,715 1,190 11,595 0,024

Fragmented QRS (ECG) 1,29 3,631 1,150 11,464 0,028

SHIFT model: C-index 0.81 (95% CI: 0.77 - 0.83)

ESC model: C-index 0.77 (95% CI: 0.73 - 0.81)



CARDIAC MAGNETIC RESONANCE
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Higher Arrhythmic Risk:

 LGE

 Apical Aneurism| LVEF < 50%

 NSVT during exercise

 Abnormal BP during exercise ⇒ LVOTO (fail ↑ SBP > 20mmHg or ↓  > 20mmHg)

 Genetic → double sarcomeric mutation

Intermediate / low risk?
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 SCD incidence < 1% / y
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Maron BJ, Rowin EJ, Casey SA, Garberich RF, Maron MS. What do patients with hypertrophic
cardiomyopathy die from? Am J Cardiol 2016;117: 434–5.



TAKE HOME MESSAGE

 Clinical history (family, syncope, etc)

 Accurate investigation 

 Tailored decision

 Encouragement of healthy lifestyle
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