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Guidelines are developed to aid the practitioner

in pursuing the most appropriate healthcare response

for the clinical circumstances of a specific patient
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1677 pts, 40 Italian centers 
mean FU 9,7 yrs

Atrial Fibrillation 22 %
ACS + MI 3.5 %
Sustained VT                3 %
Syncope 7 %
SA /AV‐block 5 %
Others 4  %

Annual CV  mortality 1%    Sudden Death  0,3%   Appropriate ICD discharge 0,3%

Progression to 
NYHA III/IV or CHF Death 

129630

50

40

30

20

10

0
Follow‐up (yrs)

Sudden Death

Progression
to FC II 

CV EVENTS 

Cu
m
ul
at
iv
e 
Ri
sk
 (%

)

Progression to FC III‐IV/ Endstage HF

Prof. Franco Cecchi, MD



HCM : RISK  STRATIFICATION FOR SUDDEN DEATH
ANNUAL RISK OF SUDDEN DEATH :   < 1%   (range 0 ‐ 10% )

CMI   END‐STAGE (stage IV) 10%

0%   

1,4% CARDIAC ARREST SURVIVOR (2010)

7%  CARDIAC ARREST SURVIVOR  (1989‐1995)
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LIMITATIONS OF CLASSICAL RISK FACTORS   
(ICD Guidelines for HCM 2003 & 2011)

RISK FACTOR Sensitivity Specificity PPV NPV

Family history of SD 42 79 28 88

Max LV thickness > 30 mm 26 88 13 95

Non sustained VT (ECG D) 69 80 22 97

Abnormal pressure response
at exercise test   age < 45

75 66 15 97

Syncope 29 83 25 86

Elliot P, W.McKenna, 2003 Level of evidence C
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• The aggregation of risk factors 
is associated with increased risk of SCD

• PPV remains low even in the presence
of multiple risk factors
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…..these results underscore the need 
for a more accurate assessment of the 
sudden death risk in patients with HC
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2014

Multicenter study (6)  3675 pts

Age > 16 yrs at diagnosis
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http://www.doc2do.com/hcm/webHCM.html



Prevention of Sudden 
Cardiac Death

Recommendations for ICD in 
each risk category take into 
account not only the absolute 
statistical risk, but also the 
age and general health of the
patient, socio-economic 
factors and the psychological 
impact of therapy.



Extent of LGE (> 6 SD above the mean)
is an additional risk factor 
in pts considered at low risk 

Circulation 2014
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LGE extension + LVEF <60% 
are markers of disease progression



SURVIVAL FREE OF SUDDEN DEATH

Ommen S, Maron  BJ, Olivotto I et al, JACC 2005

(Rochester Mayo Clinic, versus  Minneapolis + Florence)

RISK STRATIFICATION: risk factors modifications 
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SUBCUTANEOUS  ICD
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S‐ICD for SD  PREVENTION in pts with HCM

It may :   •   improve LONG TERM RISK/BENEFIT RATIO + QOL 
• increase acceptance by children and adolescents
• avoid lead fracture and sepsis
• reduce implant complications and 
• inappropriate discharges due to SV arrhythmias
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HEART RHYTHM CONGRESS 2014         AB06‐06 ‐ Combined Analysis of Subcutaneous ICD 
Outcomes in Hypertrophic Cardiomyopathy Patients from the EFFORTLESS Registry & IDE Study
Lambiase P. et al.

96 HCM pts
Conclusions: This pooled analysis shows the S‐ICD has equivalent conversion efficacy, 
appropriate rhythm discrimination & therapy in HCM vs non‐HCM pts‐ demonstrating 
satisfactory early performance in the HCM population
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New areas of Clinical research and options



HCM: RANOLAZINE EFFECTS  ON CARDIOMYOCITES

Late Sodium Current Inhibition Reverses
Electromechanical Dysfunction in Human 
Hypertrophic Cardiomyopathy

Circulation. 2013;127:575‐584,
Coppini R et al.
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The reappraisal of complex
GENE MUTATIONS 
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