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Background. Myotonic Dystrophy type 1 (DM1) is a multisystemic disorder with cardiac complications and life-threatening arthythmias. Heart rate turbulence
(HRT) isa noninvasive tool for risk stratification. Aim of our study is to assess HRT in DM1 patientsin comparison to patients with frequent ventricular arrhythmias
and structurally nomal heart (VANH). We also evaluated the comelation between HRT and sustained ventricular arrhythmias induced at electrophysiological study
in DM1 patients.

Methods. We performed HRT analysis, by 24 hours Holter recording, in 15 DM1 (mean age 52410 yrs) and in 15 VANH patients (mean age 5419 yrs). We
calculated: turbulence onset (TO), a percentage difference between the mean of first 2 RR intervals after and the last 2 RR intervals before a premature
ventricular contraction, and turbulence slope (TS), a maximum positive slope of a regression line assessed over any 5 consecutive RR intervals within the first 20
RR intervals after a premature ventricular contraction. An electrophysiological study was perffomed in all DM1 patients to evaluate ventricular arhythmias
inducibility.

Results. No differences were observed in TS between DM1 and VANH patients (12.3+4.2 and 9.243.9 ms/RR, respectively); TO were significantly different
between DM1 and VANH (-0.44+2 and -2.911.8 % respectively; p 0.02). At electrophysiological study, sustained ventricular arrhythmias were induced in 6 (40%)
DM1 patients. We observed a correlation between TO and inducibility of sustained ventricular arrhythmiasin DM1 patients: TO -2.29+1.5 in not inducible and
2.3241.3 % in inducible DM1 patients (p 0.008). No difference between no inducible DM1 (TO -2.28+1.57) and VANH (TO -2.9141.8 %) was found, while a
difference was observed between inducible DM1 and VANH (2.32+4 and -2.9+1.8% respectively; p<0.001).

Conclusions. Our data suggest a dysfunction of the nervous autonomic system, assessed by HRT analysis, in DM1 patients respect to VANH . The difference is
more evident in inducible DM1 patients with the most pathological TO values (>0%). Therefore TO seems an useful non invasive risk predictor of sustained
ventricular arhythmiasinduced at electrophysiological study in DM1 patients.
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