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La importancia de la estratificación de riesgo de muerte súbita
en la miocardiopatı́a hipertrófica. Respuesta

To the Editor,

We are grateful for the comments of Martinez-Moreno et al in

relation to our work on the results of implantable cardioverter-

defibrillator (ICD) implantation in hypertrophic cardiomyopathy.1

Whilst it is true that our study was a small series with a relatively

short follow-up, we believe that it was representative of the

hypertrophic cardiomyopathy population in nonspecialized cen-

ters. This nonspecialization would explain the low rate of

appropriate therapies compared with that in previous studies,

which are from large specialized centers attending patients with

the most severe disease. The authors’ observations are appropriate,

given the recent publication of the new European Society of

Cardiology guidelines on hypertrophic cardiomyopathy,2 which

recommend the use of HCM Risk-SCD,3 a new tool for evaluating

sudden cardiac death risk, which naturally was not used in our

cohort when the decision was made on ICD implantation. We

calculated this risk a posteriori in the 48 primary prevention

patients from our cohort, with the following results: 12 patients

(25%) would have had a calculated risk of < 4%, and therefore no

indication for ICD implantation according to the new guidelines;

7 patients (14.6%) would have had a risk of between 4% and 6%

(class IIb ICD indication), and 29 patients (60.4%) would have had a

risk > 6% (class IIa indication). Interestingly, the 3 patients in our

cohort who received appropriate therapies would have had a risk

of > 6%. Had we applied the new guidelines to our cohort, we

would have ‘‘saved’’ ICD implantation in 39.6% of the patients, who,

in addition, had received no shocks at the time of follow-up. Also,

as noted in the original article, secondary prevention patients have

a paradoxically low risk profile, and although HCM Risk-SCD is not

valid for secondary prevention, in which ICD implantation has a

class I indication, we calculated the risk for our cohort patients,

using the data available. All patients would have had a theoretical

risk of < 6%, and consequently would have had no indication for

ICD prior to their episode of ventricular arrhythmia. We agree that

HCM Risk-SCD improves patient selection in those with 1 or more

risk factors, but it does not solve the problem that many sudden

cardiac deaths occur in patients who are theoretically low risk, and

so cannot be identified using tools based on classic risk factors. It

surprises us that, in the development of HCM Risk-SCD, there was

no evaluation of imaging (such as fibrosis on magnetic resonance4),

electrophysiological,5 or genetic parameters,6 which could help to

better identify at risk patients in the future.
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To the Editor,

We read with interest the article1 and scientific letter2 published

by Domingo et al in Revista Española de Cardiologı́a, and would like to

congratulate the authors for their work demonstrating the

pathogenicity of the RyR2R420Q mutation as the cause of catechol-

aminergic polymorphic ventricular tachycardia (CPVT), as well as the

description of individuals with the RyR2 C2277R mutation. These are

2 important contributions to our knowledge about this disease.

However, we would like to mention a series of considerations

concerning the diagnosis of CPVT, the criteria used, the details of

the diagnostic protocol used by the authors and, singularly, the

extraordinary diagnostic yield of the exercise stress test (per-

formed on a treadmill according to the Bruce protocol).

The exercise stress test is considered to be the most important

and most widely recommended diagnostic test for CPVT,3 but it is

not reproducible and the results can be negative4 in individuals with

the disease. In the context of family screening, the recommendation

of international experts representing Europe, the United States, and

the Asia-Pacific region is that the observation of ventricular

premature beats is sufficient for the test to be considered positive.5

The fact is that diagnostic sensitivity is highly problematic in this

disease. Up to 30% of the patients in published series who

experienced sudden cardiac death had been asymptomatic until

that time, and events have been reported in individuals with a

negative baseline exercise stress test.6 Moreover, the sensitivity of

the exercise stress test is too low (13%-56% in carriers of RyR2

mutations).7

The diagnostic criteria are not completely defined. Initial

requirements were the documentation of polymorphic or

bidirectional ventricular tachycardias or ventricular fibrillation
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