ARRHYTHMOGENIC RIGHT VENTRICULAR CARDIOMYOPATHY
Arrhythmogenic right ventricular cardiomyopathy (ARVC) or dysplasia (ARVD) is a
category of cardiomyopathy characterized by fibrous or fibro-fatty replacement of
myocardium in the inflow tract, outflow tract and/or apex of the right ventricle. In its most
severe form it is called Uhl's disease or parchment right ventricle.
ARVC is difficult to diagnose by echocardiography due to limited sensitivity and
specificity of echocardiographic features. The 2010 revised Task Force major
echocardiographic criterion1 was developed to yield 95 percent specificity and requires
regional right ventricular akinesis / dyskinesis or aneurysm plus either right ventricular
outflow dilatation or reduced fractional area change. Both the original and revised
criteria are divided into minor and major criteria and are classified into six categories:
● Global and/or regional dysfunction and structural alterations
● Tissue characterization of wall
● Repolarization abnormalities on the ECG
● Depolarization/conduction abnormalities on the ECG
● Arrhythmias
● Family history
Definite diagnosis of ARVC using the 2010 revised Task Force Criteria requires the
presence of:
● Two major criteria OR
● One major and two minor criteria OR
● Four minor criteria from different categories
Borderline diagnosis of ARVC using the 2010 revised Task Force Criteria requires the
presence of:
● One major and one minor criteria OR
● Three minor criteria from different categories
Possible diagnosis of ARVC using the 2010 revised Task Force Criteria requires the
presence of:
● One major criteria OR
● Two minor criteria from different categories

In a study using 2-D echocardiography, tricuspid annulus plane systolic excursion
(TAPSE) and RV fractional area change predicted adverse outcomes2.
A study using 3-D
D echocardiography with Doppler tissue imaging demonstrated that
patients with ARVC had lower right ventricular
ventricular ejection fraction, decreased lateral right
ventricular and LV systolic annular velocity, and decreased regional systolic strain
compared with age-matched
matched controls3.

In another study that included genotypically abnormal (desmosomal gene) relatives of
ARVC
C probands (without phenotypic abnormality) and controls, reduced global and
regional strain was present in patients with ARVC mutation but not in controls4.

The diagnosis of ARVC is most commonly made in patients with suspicious clinical
manifestations (eg, palpitations, ventricular tachyarrhythmias, etc) using information
obtained from surface ECG and cardiac imaging (typically echocardiography with or
without CMR).

The diagnosis of ARVC can be challenging, requiring a high degree of clinical suspicion
and frequently multiple diagnostic tests or procedures to arrive at the correct diagnosis.
Because many of the clinical findings and test results have reduced sensitivity and /
or specificity for ARVC, diagnostic criteria have been published by professional
societies in an effort to standardize the process of arriving at the correct diagnosis.
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