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ARVC: pathogenesis and epidemiology

Inherited, desmosomal cardiomiopathy - distrophy
Autosomical dominant, variable penetrance
Gap junction remodeling for defect of cell-adhesion desmosomial
protein
VF/SD as clinical manifestation of «hot phase» of inflammation
Stable VT as clinical evidence of arrhytmogenic «scar»

Variable clinical expression/myocardial involvement

M:F=2:1  - 20-40 y
1/2000 -1/5000
60% familial /genetic +
Incidence of SD 0.08-3,6 %/y
No SD in pts < 12y or > 60 y

TF 2010 – Circulation
Major and minor criteria

§
Global or regional dysfunction: Echo-RM
Tessue characterization of wall
Repolarization abnormality
Depolarization/conduction abnormality
Arrhythmias
Family history



ARVC: ECG



ARVC: Ventricular Tachycardia



ARVC: DD for LBBB Arrhythmias

LBBB VA

ARVC

Prognosis -
Worsening +

Prognosis +
Worsening -

Prognosis +
Worsening -

Prognosis ?

Worsening ?

RVOTT I-PVBs Others



ARVC THERAPY GOALS

• Reduction of mortality
• Primary prevention in gene carriers
• Prevention of the desease progression
• Improve arrhythmic symptoms and QoL
• Improve heart failure symptoms and QoL



ARVC THERAPY: How to reach goals

Beta blockers
Life-style changes ?
Conventional HF th
Non pharmacological
HF Th

Prevention of SD/
Reduce symptoms

Heart Failure Management
Reduce symptoms

HIGH RISK INTER RISK LOW RISK GEN+/PHEN-

ICD FOLLOW UP

BETA BLOCKERBB & AAD

AAD & BB

ABLATION

ICDABLATION

FOLLOW UP

HEART TRANSPLANTATION

LIFE-STYLE CHANGES



ARVC Therapy: indication for ICD 

Syncope
aSD or uVT

VTns or haem stable
Severe RV 

dilatation/dysfunction

Gen+/Phen-
No Risk ARVD pts Risk < 1%/y

Risk 1-2%/y

Risk 8-10%/y

MANDATORY

NOT JUSTIFIED

20-30% mortality reduction

48-78% appropriate shocks /2-7 y

10-15% inappropriate shocks



ANTIARRHYTHMIC DRUGS

• Non prospective randomized study of comparison empiric choise

• Witcher 1992: 81 pts with baseline inducible VT; choise of AAD PVS 
guided: SOTALOL 320-480 mg >>Amio >> Betablocker

• Witcher 2005: 191 pts confirm sotalol efficacy 68%

• Corrado 2003: 132 pts with ICD: no significant influence on ICD 
appropriate shock between treated and non treated (amio, sota, fleca, BB) 

• Marcus 2009: 95 pts with ICD: AMIO is the only AAD protective to ICD 
intervention



BETA BLOCKERs

• Efficacy in prevent VA but not for VT inducibility
• Reduction of  VA effort-related
• Possible reduction of mechanical myocardial stress 

disease modifying action ? (not with nitrates or diuretics)
• Not clinical data on healthy carriers (clinical close FU)
• With ACE-I, diuretics and spironolactone in the HF 

treatment



OTHERS

• Conventional HF drugs in pts with ventricular disfunction

• Anticoagulation for ventricular enlargement/dysfunction is
not certain (0,5%/y thromboembolic complication)

• Anticoagulation if AF as other cardiomiopathy

• Catheter ablation: for stable VT due to a scar-related macro-
reentry; is a palliative therapy



OUR EXPERIENCE

• 68 pts (69% m, 31 + 19y)
• FU: 2-29 Y (17 + 8 y)
• TF 1994 criteria (post-hoc 

validation on TF 2010)

• BB and avoid physical
effort for all pts

• If VT inducibility in BB 
started AAD

• If VT ind on AAD  ICD
• To reduce symptoms AAD 

and ablation
• If aSD direct ICD

J Cardiovasc Med 2016, 17: 418-24



OUR EXPERIENCE: FU of 17+8y

• 61 pts (89%) had PVS: 64% 
inducibility

• 33 pts had II PVS in 
BB+AAD: 63% inducibility

• 24 pts received ICD
• 1 ICD for aSD
• 17 pts had VT ablation
• 3 heart transplantations
• 16 pts had also FA

• 12 pts died
• 3 SD: 18y m, waiting ICD implantation in sotalol, 

– 61y f, spontneously stopped amio e nado
– 46y f, VF but ICD lead fracture

• 4 end-stage HF
• 5 non cardiac death
• 7 aSD: 1 for sVT during

hospitalitation for VT ablation, 
6 in ICD carriers

• 21% inappropriate shocks, 7 
devices related complications



OUR EXPERIENCE

J Cardiovasc Med 2016, 17: 418-24



ESC Guidelines on ventricular arrhythmias 2015 



CONCLUSION
• Nowadays the diagnosis of ARVD remain a poliparametric

research of major and minor, morphogical and arrythmic criteria

• Empiric pharmacological antiarrythmic therapy (A, S, BB, IC)
• ICD and ablation have well definite indication
• Conventional drugs for HF

• Not clear how to prevent the gene carrier (G+/P-)
• Great relevance in clinical/instrumental risk stratification
• Close follow-up to intercept the disease evolution



Zorzi et al, Europace, 2016,
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CRM comparison of diagnostic criteria
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