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Stratificazione del rischio e terapia nelle malattie neuromuscolariapplicazione delle linee guida nella pratica clinica



Muscular Dystrophies are an heterogeneous group of inherited diseases characterized bymuscular and cardiac involvement, that occurs as a degenerative process with fibrosis and fattyreplacement of the myocardium



Arrhythmia management, Cardiac Pacing and ICD indications follow the samerules for non ischemic DCM patients Special Indications for PMK/ICD implantation







Duchenne Muscular DystrophyBecker Muscular DystrophyLimb Girdle type 2 Muscular Dystrophy





The presence of systolic dysfunction was a powerful predictor of mortality but ECGabnormalities, late potentials or ventricular arrhythmias were not predictive

Corrado G et al. Am J Cardiol. 2002;89:838



Use of ACEI or ARB for all neuromuscular disorder patients with reduced systolic cardiacfunction and suggests to consider such treatment before the onset of reduced systolic cardiacfunction in boys with DMD age ≥10.
The relatively low risk of usage of ACE-Is and ARBs should encourage the consideration ofearlier therapy.
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Cardiac involvement, often preceding the skeletal muscle one, occurs in 80% of DM1 patientsand represents the second most common cause of death, after respiratory causes

Cardiac involvement is due to interstitialfibrosis and fatty replacement in thespecialized conduction system and in bothatria and ventricles



Petri H at al. Int J Cardiol 2012;160:82–88
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PR≥ 240 ms
QRS≥ 120 ms



Groh et al. found that DM1 patients – even when asymptomatic – presenting with prolonged PR intervals (≥ 240ms), wide QRS complex (≥ 120 ms), or atrial tachyarrhythmias were at higher risk of SCD when compared to thosewith normal ECGs



Because the risk of SCD most often appears to be associated to paroxysmal complete AV block, it hasbecome common practice to implant a PM in DM1 patients when they have ECG abnormalitiessuggestive of advance conduction system disease, even if they are asymptomatic.
Groh WJ, N Engl J Med. 2008 Jun 19;358(25):2688-97



Age, family history of SD and LBBB were independent predictors of SD





PR> 200 ms
QRS> 100 ms





HV> 70 ms



Wahbi et al. concluded that among DM1 patients an invasive strategy was associatedwith a higher rate of 9-year survival than a noninvasive strategy





B. Bhakta et al. J Cardiovasc Electrophysiol 22 (2011) 1369–1375

In the largest registry published to date, 406 DM1 were followed for 9.5 years; forty-six patients receivedpacemakers for conduction abnormalities and twenty one patients received ICDs primarily for LV dysfunction.During follow-up period the authors showed seven sudden cardiac deaths in the pacemaker group, and 6.5% ofpatients had sudden death due to ventricular tachyarrhythmias compared with no patients in the group who
received ICDs.
For the high risk of VT/VF and sudden death the ICDs rather than pacemakers should beconsidered for these patients.







Low positive predictive value (16%) and sensitivity (44%)
High negative predictive value (90%) and specificity (67%)





Patients with cardiolaminopathies may present a widerange of arrhythmic disorders, which include either:
BradyarrhythmiasAtrial fibrillationVentricular tachyarrhtymias
in variable combinations, and with frequent associationwith left ventricular dysfunction and heart failure

LMNA-related Myopathies: Cardiac Arrhythmias



Ventricular Tachyarrhythmias (VT/VF) can also occur in the early phase of the disease,before and independently of the development of ventricular dilatation.
 Sudden death can be the first manifestation in some cases of VT/VF



ICD



Prolonged PR-interval was the best predictor of VentricularArrhythmias in LMNA mutation-positive subjects.
Prolonged PR-interval was associated with VA, reduced myocardialfunction and septal fibrosis in Lamin A/C mutation-positive subjects.



ICD



LMNA mutation carriers presenting with at least two of these four risk factorsNon-sustained VT, LVEF <45%, Male sex, Non-missense mutationswere at high risk to develop malignant ventricular arrhythmias
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