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Clinical/ 



♥  Inappropriate shocks, ES & 
ICD complications common 

♥  ICD efficacy in CPVT 
depends on arrhythmia 
mechanism 

♥  VF was uniformly 
successfully treated 

♥  PMVT and bidirectional VT 
did not demonstrate successful 
primary termination. 
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♥  8-year event rate: 32%  
♥   absence of β-blockers & Dx younger age 
independent predictors  

♥  fatal/near-fatal events 8-year event rate: 13%  
♥  absence of β-blockers & history of aborted 
cardiac arrest independent predictors  

♥  no difference in cardiac and fatal or near-fatal 
event rates between probands and family members 

Circulation 119 2009 



β-blocker efficacy 
 

Meta analysis (complicated to do) of 11 studies (403 patients), 
of whom 88% had β-blocker prescribed. Mean follow-up: 20 
months to 8 yrs.  
 
Estimated 8-year: 
Arrhythmic:   37.2%  (CI: 16.6–57.7) 
Near-fatal events:  15.3%   (CI: 7.4–23.3) 
Fatal events:   6.4%  (CI: 3.2–9.6) 

Europace 14 2012 





2009 



PACE 2012  

♥  14yo with CPVT (CASQ) 
& ICD induced storming 
refractory to β-blockers, 
calcium-channel blockers, 
a m i o d a r o n e ,  a n d 
dronedarone. 

♥  Flecainide & β-blocker 
use suppressed incessant 
V T a n d I C D i n d u c e d 
storming 



Heart Rhythm 2013 

12 
patients During follow-up: 

48 ±  94 months, 
arrhythmia events 

(SCD, aborted 
cardiac arrest) 
associated with 
non-compliance 

occurred in 2 
patients. 
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Small series of 8 patients 
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Nature Medicine 17 2011 

♥  Carvedilol is one of the most effective β-blockers preventing 
VT/VF in CCF.  

♥  Spontaneous Ca waves (SOICR) evoke VT/VF in CCF.  

♥  Carvedilol only β-blocker that suppressed SOICR by directly 
reducing RyR2 open duration.  

♥  New SOICR-inhibiting, minimally β-blocking carvedilol 
analog, VK-II-86 which prevented VT/VF in RyR2-mutant 
mice and did so more effectively when combined with either 
of the selective beta blockers metoprolol or bisoprolol. 
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Bilateral > LCSD 



Circulation 2015 

 Major Cardiac 
Events: 63  CPVT 
pts who underwent 
LCSD as secondary 

(n=54) or primary 
(n=9) 

prevention 

 
Incomplete 

LCSD; 
MCE (71% 

vs 17%;  
p <0.01) 

c.f. 
complete 



Heart Rhythm 2013  



ESC 2015 VA Guidelines European Heart Journal 2015 
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Primary prevention? 







♥  A) Beta-Blocker Rx alone 
♥  B) Beta-Blocker + Flecainide 
♥  C) Beta-Blocker + LCSD 
♥  D) Beta-Blocker + Flecainide + LCSD 
♥  E) Beta-Blocker + ICD 
♥  F) Beta-Blocker + ICD + LCSD 
♥  G) Beta-Blocker + ICD + LCSD + Flecainide 



♥  A) Remove ICD, continue current B-Blocker  
♥  B) Replace ICD 
♥  C) Remove ICD. Beta-Blocker + Flecainide 
 






