Treatment strategies in arrhythmogenic
right ventricular cardiomiopathy
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ARVC: pathogenesis and epidemiology

TABLE 2 Proposed Modification of the Task Force Criteria for Diagnosis of Arrhythmogenic Right Ventricular

Cardiomyopathy/Dysplasia.
pM !'i r.i T Major Griteria Mingr Griteria
Mucleus Family history ARVD confirmed in a first degree relative who meets History of ARVD in a first degree relative in whom it is not possible
current Task Force Criteria o practical to determine whether the family member meets current
x - 1 M : F=2 : 1 - 2 0—40 y Task Force Griteria

- 8 B Trﬂﬂ i | i-:}n and ARVD confirmed pathologically at autopsy or surgery  Premature sudden death (<35 years of age) due to suspected
| A Call adhesion | A ARVD in a first degree relative

= e in a first-degree relative
a FH'JI‘H 0515 Fﬂ\jl]]HTlﬂ n 1 /2 0 0 0 — 1 /5 0 0 0 Identification of a pathogenetic mutation categorized  ARVD confirmed pathologically or by current Task Force Criteria

as associated or probably associated with ARVD in second-degree relative

I\"“-.._\_._..---/‘- om0 o in the patient under evaluation
7 60% familial /genetic +

J Incidence of SD 0.08-3,6 %/y TF 2010 — Circulation

.l Intermediate flaments J
| No SD in pts <12y or > 60 . . : :
) N ' Major and minor criteria

3 .:I §
Global or regional dysfunction: Echo-RM
Tessue characterization of wall

l C Gap junction funclion ‘ I D Calcium homeostasis | Repolarlzatlon abnOI‘mahty

Inherited, desmosomal cardiomiopathy - distrophy Depolarization/conduction abnormality
Autosomical dominant, variable penetrance Arrhythmias
Gap junction remodeling for defect of cell-adhesion desmosomial Family history

° dDno dlltl
proteln By 2D echa Regional RY akinesia, dyskinesia, or aneurism and 1 Regional RV akinesia, dyskinesia and 1 of the following

[ Sarcoplasmic reliculum ]

of the following {end diastole): (end diastole)
PLAX RVOT 232 mm [correctad for body size PLAK RVOT 229 to <32 mm {corrected for body size [FLAX/BSA]

VF/SD as clinical manifestation of «hot phase» of inflammation oL AR . - .

[PSAX/BSA] 221 mmim?) =18 to <21 mmim#

St bl VT l' C l O d f h t 9 Fractional area change <33% Fractional area change =33% o =40%
a e as c lnlca eVl ence 0 arr y mogenlc ((Scar)) Regional RY akinesia or dyskinesia or dyssynchronous  Regional RV akinesia or dyskinesia or dyssynchronous RY contraction
RV gontraction and 1 of the following: and 1 of the follpwing
Ratio of RY end-diastolic volume to BSA 2110 mL'm*  Ratio of RV end-diastolic volume to BSA 2100 to <110 mL/mgimala)
{male) or 100 mL/mg {female) or =80 to <100 mL/m: {flemale)
RV ejection fraction =40% RY gjection fraction -d0%: to =45%
V o bl l. o l o / d o l o l t By RV anglography  Regional RY akinesia, dyskinesia, or aneurysm Regional RV akinesia, dyskinesia, or aneuryam
arla e c lnlca expreSSIon myocar la anO Vemen ARVD Ingigates arrythmogenic right ventricy lar dysplasia; BSA, bady surfacs ares; LBBE, left bundle branch tock;, PSAX, parasteral short-axis view, PLAX, parasterms
long-axis view: RV, right ventricle; RYOT, RV outflow tract; SAECG, sigral-averaped electrocardiogram.
Reproduced With Permission from Marcus et a™




ARVC: ECG
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ARVC: DD for LBBB Arrhythmias

LBBB VA
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Prognosis - _P_wgﬁgis 1y Prognosis 2
Worsening + Worsening - rSeni Worsening ?




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

Heart Failure Management

Reduce symptoms

Beta blockers
Life-style changes ?
Conventional HF th

Non pharmacological
HF Th

}

}
}

Prevention of SD/

Reduce symptoms

LIFE-STYLE CHANGES

INTER RISK LOW RISK GEN-+/PHEN-

} |

AAD & BB FOLLOW UP FOLLOW UP

!

ABLATION BETA BLOCKER

ICD

HEART TRANSPLANTATION




ARVC Therapy: indication for ICD

MANDATORY.

S e

20-30% mortality reduction

Risk 8-10%/y

48-78% appropriate shocks /2-7 y

10-15% inappropriate shocks

Risk 1-2%/y

Risk < 1%/y




ANTIARRHYTHMIC DRUGS

« Non prospective randomized study of comparison = empiric choise




BETA BLOCKERS




OTHERS




OUR EXPERIENCE

J Cardiovasc Med 2016, 17: 418-24




OUR EXPERIENCE: FU of 17+8y




OUR EXPERIENCE

Predictors
of SCD*

B Patients with Epsilon wave

BB+

AAD
Follow-up ES
Predictors of SCD*

BBzAAD £ / Log Rank p value=0.019
+1CD .
+Ablation

B Patients without Epsilon wave

Events free survival (percentage)

BB+AAD , g "

+ICD Follow-up (vears)
+Ablation

J Cardiovasc Med 2016, 17: 418-24




ESC Guidelines on ventricular arrhythmias 2015

= denpinai o oF phormras of Brwah

=BG g bl

T

[STEML FSTES

Lo |
ba-thodhay, patin

il

ol proemasare SO (ape 4 [ o suly-Dmang haa das

1

T

r Bagrery in oollaborason Wit parhadornm
v b bicied] el Ci kel IR
= Mgt mlpdp ik BA0pRY
w oy vy (el pliyg el bualer]
& Be el o dirlonty | SO0 meiag

"
M detfindLable
Beart desrane

= e, ok S hasam
e {Oniwp O e
= Py bt () pguiy sl desabid b rsh wiphy

Eathiine o, &

= Dirug chuslerges. EFS
=ML, CT, emrocardial bicpey
= apral werwgnd PLG, TN bawkd o suspeimed dang

=
.-I'\."-

L] L
& Traaomans of wndtriying el st
baae] dbieiis (4., wbber © Gl R

figier. Pl | + Furrdly stronsing
= deiiti vk b 3CD + Baiisi rak ke SCD

ALE & pgpopranpossrnieg gerpresy efslenory DAL § comnary sy S, UM, 6 peede: magrens resonarer. L 8 poepand sormogrgiy DM & Sleed cenSomyoordy
BLL & glecrmesnicgrees EFL @ seroroeipindogesl waly, Bl & padelegu IC0 & mplmaibly canfiowrme Sl limre
LYAF w e mrereiinr seren draoesy RETIME = s DT aagrras. aipamion prpacirisl inlierees W00 o alden el damh,

STTME v SFapraed st vy irdal e, TOA
VT i o e, e

Tl dherarde gy NP v el Theillmea

T ol Pusdwp 0 Pl i, i, st e ] ] e e T e i e ] L e

To el o e Pape vepds e P pdandiars, m d b pesies] by Bt rsiad ey wee] by wege e Ll ke desieam

Recommendations

Avoidance of compeNive sports® is recommended in
atients with ABIE”

respectively.

CD implantation should be considered in ARVC patien
have hasmodynamically well-tolerated susiai
balancmg el ing long-term
atiops. and the benefit fm the patient.

be considered in patients with one
ed risk factors for VA in adult patients
mth a life expectancy =1 year following detailed clinical
assessment that takes into account the lifelong risk of
complications and the impact of an ICD on lifestyle,
socjigeconomic status and psychological health.

Invasive EF'S with P& may be considered for

Class®

Level®

C

Ref.®

388

This panel of expers

390,391

183,202,207 392,393

387,394,395

This panel of expers

113,114




CONCLUSION

Nowadays the diagnosis of ARVD remain a poliparametric
research of major and minor, morphogical and arrythmic criteria

[Cal antiarrytnmic theraj

//ZJ,H ’JLJU,HL j“(,“'“ 1

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




ARVD: Risk Stratification Genetics

Survival in VA: 116 pts

3y 9y IS5y
s G+/P- e (G+/P*

Zorzi et al, Europace, 2016,




CRM comparison of diagnostic criteria

1994 CMR TFC 2010 CMR TFC

Severe RV Mild RV : —
dilation and dilation and Regional RV akinesia

RVEF RVEE or dyskinesia or dyssynchronous RV contraction
reduction reduction ) ¢

RVEDVI

A

e -~ Major Mild segmental = Minor o g 100 < RVEDV]
segmental e B iteri 110 (M) <110{M)
RV dilation criteria RV dilation criteria RVEDVI = 90 = RVEDV] <

100 {F) 100 (F)

RV Regional RV Major Minor Major Minor
aneurysms Hypokinesia criteria criteria criteria criteria
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