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	AVB
	FA/Fl
	PPM/ICD
	Lown 4 VEBs
	DEATH

	
	HR/AHR (CI95%)
	p-value
	HR/AHR (CI95%)
	p-value
	HR/AHR (CI95%)
	p-value
	HR/AHR (CI95%)
	p-value
	HR/AHR (CI95%)
	p-value

	Age at CMR
	1.06
(0.98 -1.14)
	0.147
	1.15 
(0.85 - 1.54)
	0.296
	1.03 
(0.95 - 1.12)
	0.417
	1 
(0.92 - 1.09)
	0.959
	1.54 
(0.86 - 2.76)
	0.005**

	Age at onset§
	0.97 
(0.89 - 1.07)
	0.579
	1.08 
(0.92 - 1.26)
	0.327
	1.03 
(0.98 - 1.08)
	0.300
	1.02 
(0.97 - 1.07)
	0.517
	NA
	NA

	Gender†
	1.12
(0.13 - 10.09)
	0.917
	0 
(0 - Inf )
	0.107
	0.1 
(0.01 - 0.9)
	0.018*
	0.66 
(0.07 - 6.36)
	0.727
	Inf 
(0 - Inf)
	0.199

	BMI
	0.93 
(0.78 - 1.12)
	0.458
	0.92 
(0.57 - 1.48)
	0.720
	1.19 
(0.97 - 1.45)
	0.099
	1.38 
(0.96 - 1.99)
	0.084
	1.03 
(0.74 - 1.43)
	0.883

	Hypertension+
	0 
(0 - Inf)
	0.385
	0 
(0 - Inf)
	0.662
	2.14 
(0.22 - 20.84)
	0.543
	1.79 
(0.18 - 17.4)
	0.635
	0 
(0 - Inf)
	0.705

	Smoking+
	0.85 
(0.14 - 5.18)
	0.862
	0 
(0 - Inf)
	0.271
	0.74
(0.12 - 4.46)
	0.736
	0.21 
(0.02 - 2.05)
	0.143
	0 
(0 - Inf)
	0.227

	High cholesterol+
	1.5 
(0.25 - 9.01)
	0.663
	Inf 
(0 - Inf)
	0.155
	3.4 
(0.56 - 20.54)
	0.177
	0 
(0 - Inf)
	0.114
	0 
(0 - Inf)
	0.358



Table S1 - Effect of covariates on endpoints. Univariate Cox regression models were fitted. When a weighted Cox regression was used to model data, the text is in Italic. Hazard ratios with an order of magnitude higher of 2 were marked with “Inf”, as they were marked those cases where convergence was not attained (see Methods). For dead patients, we could not obtain the age at onset of neurological symptoms. No patient suffered from diabetes mellitus. *p<0.05; **p<0.01; §Of neurological symptoms; †1 for males, 0 for females; +1 if present, 0 if absent. AHR - average hazard ratio; AVB - atrioventricular block; BMI - body mass index; FA/Fl - atrial fibrillation or flutter; HR - hazard ratio; NA - not available; PPM/ICD - permanent pacemaker or cardioverter/defibrillator implantation; VEBs - ventricular ectopic beats.





	
	AVB
	FA/Fl
	PPM/ICD
	Lown 4 VEBs
	DEATH

	
	HR/AHR (CI95%)
	p-value
	HR/AHR (CI95%)
	p-value
	HR/AHR (CI95%)
	p-value
	HR/AHR (CI95%)
	p-value
	HR/AHR (CI95%)
	p-value

	LVEF
	0.99 
(0.89 - 1.1 0)
	0.849
	1.72 
(0.59 - 5.02)
	0.112
	1.05 
(0.92 - 1.19)
	0.464
	0.95 
(0.84 - 1.07)
	0.386
	0.92 
(0.77 - 1.09)
	0.344

	LVEDVi
	1.00 
(0.96 - 1.04)
	0.955
	0.95 
(0.79 - 1.13)
	0.447
	0.98 
(0.93 - 1.02)
	0.250
	0.99 
(0.94 - 1.04)
	0.681
	0.97 
(0.88 - 1.08)
	0.604

	LVESVi
	1.01 
(0.94 - 1.08)
	0.750
	0.77 
(0.39 - 1.51)
	0.225
	0.95 
(0.87 - 1.04)
	0.209
	1.00 
(0.93 - 1.08)
	0.957
	1.03 
(0.88 - 1.20)
	0.736

	LAAi
	0.89 
(0.63 - 1.26)
	0.509
	Inf 
(0 - Inf)
	0.065
	0.85 
(0.59 - 1.25)
	0.410
	1.05 
(0.73 - 1.53)
	0.783
	1.24 
(0.72 - 2.14)
	0.443

	RVEF
	0.95 
(0.82 - 1.10)
	0.525
	1.11 
(0.76 - 1.61)
	0.609
	1.13 
(0.96 - 1.35)
	0.130
	0.83
(0.65 - 1.05)
	0.082
	0.72 
(0.51 - 1.01)
	0.014*

	RVEDVi
	1.01
(0.96 - 1.06)
	0.736
	0.79 ( 0.48 - 1.30 )
	0.102
	0.94 
(0.88 - 1.00)
	0.043*
	0.97 
(0.91 - 1.04)
	0.425
	0.93 
(0.84 - 1.03)
	0.139

	RVESVi
	1.04 
(0.95 - 1.14)
	0.442
	0 
(0 - Inf)
	0.065
	0.84 
(0.72 - 0.99)
	0.013*
	1.00 
(0.89 - 1.13)
	0.963
	0.99
(0.85 - 1.15)
	0.884

	RAAi
	0.89 
(0.61 - 1.30)
	0.538
	1.96 
(0.47 - 8.14)
	0.257
	0.88 
(0.59 - 1.30)
	0.504
	0.80 
(0.49 - 1.30)
	0.345
	0.84
(0.44 - 1.61)
	0.608

	SVi
	0.99
(0.93 - 1.07)
	0.854
	0.96 
(0.76 - 1.21)
	0.719
	0.97 
(0.89 - 1.05)
	0.396
	0.96 
(0.87 - 1.06)
	0.400
	0.72
(0.49 - 1.06)
	0.008**

	CI
	0.68 
(0.15 - 3.11)
	0.618
	1.39 
(0.03 - Inf)
	0.860
	1.05 
(0.23 - 4.86)
	0.950
	0.58 
(0.10 - 3.41)
	0.537
	0.04 
(0 - 1.82)
	0.053

	ASW
	1.20 
(0.77 - 1.85)
	0.427
	Inf
(0 - Inf)
	0.107
	1.76 
(1.01 - 3.06)
	0.024*
	1.10 
(0.69 - 1.76)
	0.694
	1.45 
(0.65 - 3.25)
	0.353

	ILW
	0.89 
(0.46 - 1.74)
	0.742
	0.66 
(0.18 - 2.38)
	0.532
	1.37 
(0.62 - 3.03)
	0.425
	1.24 
(0.56 - 2.76)
	0.588
	1.29 
(0.34 - 4.87)
	0.698

	LVMi
	1.03 
(0.93 - 1.12)
	0.601
	1.13 
(0.74 - 1.72)
	0.514
	1.01 
(0.91 - 1.11)
	0.888
	0.99 
(0.88 - 1.12)
	0.871
	1.16 
(0.99 - 1.37)
	0.051

	WMA
	0 
(0 - Inf)
	0.351
	Inf (0 - Inf)
	0.107
	4.86 
(0.81 - 29.29)
	0.083
	0.96 
(0.10 - 9.40)
	0.973
	2.73 
(0.17 - Inf)
	0.486

	WMSI
	0 
(0 - Inf)
	0.351
	19.19 
(0 - Inf)
	0.652
	2.60 
(0.07 - Inf)
	0.631
	3.98 
(0.02 - Inf)
	0.632
	Inf 
(1.33 - Inf)
	0.027*

	LGE (%)
	Inf 
(0 - Inf)
	0.477
	0 
(0 - Inf)
	0.526
	0 
(0 - Inf)
	0.078
	Inf
(Inf - Inf)
	0.003**
	Inf
(0 - Inf)
	<0.001***

	Fatty infiltration
	2.81 
(0.47 - 16.92)
	0.253
	Inf 
(0 - Inf )
	0.271
	2.57
(0.42 - 15.66)
	0.301
	2.61 
(0.36 - 18.99)
	0.350
	Inf
(0 - Inf)
	0.065

	Fatty infiltration (LV)
	1.36 
(0.15 - 12.2)
	0.792
	Inf 
(0 - Inf )
	0.155
	9.97 
(1.03 - Inf)
	0.029*
	11.07 
(0.93 - Inf)
	0.051
	2.73 
(0.17 - Inf)
	0.486

	Fatty infiltration (RV)
	1.30 
(0.22 - 7.85)
	0.774
	Inf 
(0 - Inf )
	0.271
	2.78 
(0.46 - 16.88)
	0.260
	0.91
(0.09 - 8.92)
	0.936
	Inf
(0 - Inf)
	0.059

	M/V
	3.20 
(0.05 - Inf)
	0.596
	Inf 
(0 - Inf )
	0.344
	5.36 
(0.26 - Inf)
	0.300
	1.35 
(0.03 - Inf)
	0.875
	Inf 
(1.17 - Inf)
	0.048*

	LV Mass/thickness index
	0.97 
(0.68 - 1.40)
	0.887
	0 
(0 - Inf)
	0.029*
	0.37 
(0.14 - 1.00)
	0.004**
	0.90 
(0.53 - 1.51)
	0.681
	1.27 
(0.69 - 2.35)
	0.433

	RVEDVi/LVEDVi
	2.20 
(0.01 - Inf)
	0.787
	0 
(0 - Inf)
	0.184
	0.01 
(0 - 12.37)
	0.192
	0.46 
(0 - Inf)
	0.818
	0.22 
(0 - Inf)
	0.857



Table S2 - Prognostic value of CMR. Univariate Cox regression models were fitted. When a weighted Cox regression was used to model data, the text is in italics. Hazard ratios with an order of magnitude higher of 2 were marked with “Inf”, as they were marked those cases where convergence was not attained (see Methods). *p<0.05; **p<0.01; ***p<0.001. For abbreviations, see Tables 4 and S1.

	
	AGE AT NEUROLOGICAL EVALUATION
	GENDER
	REPEAT EXPANSION CLASS
	MIRS

	1
	55
	F
	E2
	4

	2
	51
	M
	E1
	5

	3
	32
	M
	E2
	4

	4
	41
	F
	E1
	3

	5
	68
	M
	E1
	4

	6
	33
	F
	E1
	3

	7
	64
	M
	E1
	3

	8
	57
	F
	E1
	3

	9
	64
	M
	E2
	4

	10
	40
	M
	E2
	3

	11
	47
	M
	E2
	2

	12
	66
	M
	E1
	2

	13
	52
	F
	E1
	2

	14
	39
	F
	E1
	2

	15
	41
	M
	E2
	3

	16
	72
	M
	E2
	4

	17
	55
	F
	E1
	2

	18
	29
	M
	E1
	3

	19
	42
	M
	E2
	3

	20
	36
	M
	E1
	4

	21
	45
	M
	E2
	3

	22
	49
	M
	E2
	3

	23
	37
	M
	E2
	3

	24
	60
	M
	E2
	4

	25
	58
	F
	E2
	4

	26
	52
	F
	E1
	2

	27
	65
	M
	E1
	3

	28
	44
	F
	E2
	2

	29
	52
	M
	E1
	3

	30
	55
	M
	E1
	3

	31
	22
	F
	E1
	2

	32
	69
	M
	E1
	5

	33
	46
	F
	E2
	4

	34
	35
	F
	E2
	3



Table S3 – Neurological features of the studied subjects. Repeat expansion class (E1, E2, E3) and Muscular Impairment Rating Scale (MIRS) score are reported for each patient.

	
	PATIENTS, n (%)

	REPEAT EXPANSION CLASS
	E1
	18 (53%)

	
	E2
	16 (47%)

	MIRS
	2
	8 (24%)

	
	3
	15 (44%)

	
	4
	9 (26%)

	
	5
	2 (6%)



Table S4 - Summary of neurological findings. Repeat expansion class (E1, E2, E3) and Muscular Impairment Rating Scale (MIRS) score are reported as number of patients (percent of cohort).


