Supplementary table 1 – Patients’ characterization and data from genetic analysis.
	Patient
	Gender
	Age
	Diagnostic
	Age of Onset
	CDR 
Stage
	MMSE Score
	mtDNA variations
	nDNA 
variations
	Haplogroup§
	MRC
Value (% of control)

	1
	F
	53
	bvFTD
	52
	3
	0
	m.3316G>A
m.3337G>A
m.4216T>C
m.10172G>A
m.10398A>G
m.11251A>G
m.11719G>A
m.12612A>G
m.13708G>A
	─
	J2b1 (80.5%)
	I - 0,063 (92,98%)
II – 0.161 (71.80%)
III – 0.419 (47.56%)
IV – 1.274 (134.39%

	2
	F
	65
	bvFTD
	64
	3
	11
	m.13830T>C
	─
	H10e1(63.4%)
	N.A.

	3
	F
	74
	bvFTD
	73
	1
	17
	m.13242A>G
	─
	H2a2a1 (0%)
	N.A.

	4
	M
	54
	CBS
	53
	3
	0
	m.10915T>C
	PGRN g.2263_2264 dupGT
	H3ap (70.3%)
	I - 0,039 (57,41%)
II – 0.202 (90.02%)
III – 0.450 (51.11%)
IV – 0.926 (97.70%)

	5
	M
	67
	bvFTD
	59
	1
	27
	m.3847T>C
m.4025C>T
m.4104A>G
m.4976A>G
m.13188C>T
m.14094T>C
	─
	H2a2a1 (50%)
	I - 0.070 (103,10%)
II - 0.165(73.41%)
III – 0.624 (70.83%
IV – 0.908 (95.73%)

	6
	F
	58
	CBS
	58
	1
	18
	m.10915T>C
	PGRN g.2263_2264 dupGT
	H3ap (70.3%)
	I - 0.072 (106,37%)
II – 0.194 (86.44%)
III – 0.558 (63.42%)
IV – 0.568 (59.90%)

	7
	M
	58
	bvFTD
	44
	3
	6
	m.4216T>C
m.10398A>G
m.11251A>G
m.11719G>A
m.11887G>A
m.12612A>G
m.13708G>A
	─
	J (83.3%)
	N.A.

	8
	F
	54
	bvFTD
	53
	2
	18
	m.3394T>C
m.4216T>C
m.10398A>G
m.11251A>G
m.11719G>A
m.12612A>G
m.12633C>G
m.13708G>A
	─
	J1c1 (91.9%)
	N.A.

	9
	F
	71
	bvFTD
	68
	2
	12
	m.11719G>A
m.12705C>T
m.13708G>A
m.13966A>G
m.14470T>C
	SQSTM1 Pro392Leu
	X2b’d (83.2%)
	I - 0.049 (72,45%)
II – 0.044 (19.41%)
III – 0.511 (58.10%)
IV – 0.881 (92.97%)

	10
	M
	46
	SD
	41
	3
	10
	m.3772A>G
m.11488A>G
m.14206A>C
	─
	H2a2a1 (0%)
	I - 0.042 (61,38%)
II – 0.114 (50.55%)
III – 0.398 (45.22%)
IV – 0.796 (155.66%)

	11
	F
	64
	bvFTD
	63
	1
	25
	m.4580G>A
	─
	V (75%)
	I - 0.030 (44,60%)
II – 0.137 (61.13%)
III – 0.406 (46.18%)
IV – 0.176 (74.22%)

	12
	F
	59
	bvFTD
	55
	3
	0
	─
	─
	[bookmark: _GoBack]H*
	I - 0.088 (129,66%)
II – 0.098 (43.74%)
III – 0.337 (38.33%)
IV – 0.247 (26.04%)

	13
	F
	75
	bvFTD
	74
	1
	27
	m.4216T>C
m.10398A>G
m.10685G>A
m.11251A>G
m.11719G>A
m.12612A>G
m.13281T>C
m.13708G>A
m.13933A>G
	─
	J1c2c (93.6%)
	I - 0.024 (35.87%)
II – 0.171 (76.15%)
III – 0.685 (77.79%)
IV - 0.788 (83.17%)

	14
	F
	77
	bvFTD
	73
	3
	10
	m.3505A>G
m.5046G>A
m.5460G>A
m.10771A>G
m.11674C>T
m.11719G>A
m.11947A>G
m.12414T>C
m.12705C>T
m.13191T>C
	─
	W (81.8%)
	I - 0.015 (22.54%)
II – 0.066 (29.33%)
III – 0.427 (48.54%)
IV – 0.427 (45.07%)

	15
	F
	46
	bvFTD
	43
	1
	22
	─
	─
	H*
	N.A.

	16
	F
	81
	bvFTD
	79
	1
	21
	m.4580G>A
	─
	V(75%)
	I - 0.054 (79.68%)
II – 0.228 (101.43%)
III – 0.773 (87.77%)
IV – 0.539 (56.91%)

	17
	M
	61
	bvFTD
	56
	2
	12
	m.4529A>T
m.10238T>C
m.10398A>G
m.11719G>A
m.12501G>A
m.12705C>T
m.13780A>G
	─
	N1a1b (93.3%)
	I - 0.036 (52.14%)
II – 0.150 (66.85%)
III – 0.463 (52.66%)
IV – 0.617 (65.12%)

	18
	M
	66
	bvFTD
	63
	1
	29
	m.5460G>A
m.11914G>A
m.13938C>T
	─
	H2a2b4 (76.4%)
	I - 0.051(74,92%)
II – 0.152 (67.48%)
III – 0.360 (40.93%)
IV – 0.617 (65.12%)

	19
	M
	75
	bvFTD
	64
	1
	27
	m.10915T>C
	─
	H3ap (70.3%)
	I - 0.115 (168,99%)
II – 0.109 (48.63%)
III – 0.817 (92.85%)
IV – 0.895 (94.46%)

	20
	F
	62
	bvFTD
	59
	2
	17
	m.4769A>A
m.14037A>G
	─
	K2b (56%)
	I - 0,028 (40,84%)
II – 0,15 (67,18%)
III – 0,435 (49,45%)
IV - 0,927 (97,81%)

	21
	F
	74
	bvFTD
	69
	2
	15
	m.3915G>A
m.4727A>G
m.10192C>T
m.10589G>A
	─
	H6a1b (71.4%)
	I - 0.101 (147.82%)
II – 0.230 (102.17%)
III – 0.400 (45.39%)
IV – 0.831 (87.71%)

	22
	F
	74
	bvFTD
	72
	1
	15
	m.4646T>C
m.4811A>G
m.10907T>C
m.11009T>C
m.11332C>T
m.11467A>G
m.11719G>A
m.12372G>A
m.14620C>T
	─
	U4c1a (94.7%)
	I - 0.042 (61.04%)
II – 0.219 (97.67%)
III – 0.996 (113.10%)
IV – 0.310 (130.81%)

	23
	F
	49
	PPA
	48
	1
	30
	m.3480A>G
m.5231G>A
m.10550A>G
m.10640T>C
m.11299T>C
m.11467A>G
m.11719G>A
m.11869C>A
m.12372G>A
m.13135G>A
m.14037A>G
m.14167C>T
	─
	K2b1a (91.4%)
	I - 0.057 (83.30%9
II – 0.229 (101.81%)
III – 0.444 (50.47%)
IV – 0.836 (88.14%)

	24
	M
	64
	bvFTD
	62
	0.5
	28
	m.3483G>A
m.4745A>G
m.10899A>G
m.12906C>A
m.13326T>C
m.13680C>T
	─
	H13a1a1 (61.4%)
	I - 0.023 (34.06%)
II – 0.147 (65.34%)
III – 0.458 (51.98%)
IV – 0.855 (90.14%)

	25
	F
	50
	bvFTD
	50
	2
	17
	m.3480A>G
m.10398A>G
m.10550A>G
m.11299T>C
m.11467A>G
m.11470A>G
m.11719G>A
m.11914G>A
m.12372G>A
m.14167C>T
	─
	K1a1b1 (94.8%)
	I - 0.068 (100.32%)
II – 0.272 (120.91%)
III – 0.818 (92.985)
IV – 1.134 (119.595%)

	26
	F
	60
	bvFTD
	56
	1
	15
	m.4216T>C
m.10398A>G
m.11251A>G
m.11719G>A
m.12612A>G
m.13708G>A
	MAPT
Thr427Met

	J (90.8%)
	I - 0.068 (100.10%)
II – 0.135 (60.11%)
III – 0.486 (55.24%)
IV – 1.020 (107.63%)

	27
	M
	64
	bvFTD
	60
	1
	22
	m.3480A>G
m.10398A>G
m.10550A>G
m.11299T>C
m.11467A>G
m.11719G>A
m.12372G>A
m.14167C>T
	─
	K1 (93.9%)
	I - 0.027 (39.37%)
II – 0.114 (50.71%)
III – 0.878 (99.70%)
IV – 0.776 (81.85%)

	28
	F
	71
	bvFTD
	67
	3
	14
	m.3918G>A
m.3987A>G
m.11719G>A
m.12705C>T
m.13966A>G
m.14470T>C
	─
	X (70.8%)
	I - 0.043 (63.76%)
II – 0.399 (177.54%)
III – 0.648 (73.605)
IV – 1.302 (137.36%)

	29
	M
	54
	SD
	52
	1
	21
	m.10786T>C
	─
	H2a2a1 (50%)
	I - 0.031 (45.72%)
II – 0.219 (97.685)
III – 0.843 (95.73%)
IV – 0.751 (79.26%)

	30
	F
	65
	bvFTD
	63
	3
	1
	m.4580G>A
	─
	V (75%)
	I - 0.018 (26.14%9
II – 0.243 (108.03%9
III – 0.933 (106.00%)
IV – 2.333 (246.07%)

	31
	F
	49
	bvFTD
	48
	0.5
	30
	m.12507A>G
	C9orf72 expansion
	H1ah (72.5%)
	I - 0.037 (54.74%)
II – 0.270 (120.06%9
III – 0.438 (49.47%9
IV – 0.940 (99.21%)

	32
	F
	59
	bvFTD
	57
	1
	18
	m.11719G>A
m.12477T>C
m.12705C>T
m.13708G>A
m.13966A>G
m.14470T>C
	─
	X2b’d (81.6%)
	I - 0.044 (64.94%)
II – 0.304 (135.29%)
III – 0.733 (83.33%)
IV – 0.459 (193.57%)

	33
	F
	54
	bvFTD
	50
	2
	19
	─
	─
	H*
	N.A.

	34
	M
	51
	bvFTD
	51
	1
	25
	m.4216T>C
m.10398A>G
m.10499A>G
m.11002A>G m.11251A>G
m.11377G>A
m.11719G>A
m.12570A>G
m.12612A>G
m.13708G>A
	─
	J2a2 (94.5%)
	N.A.

	35
	M
	68
	bvFTD
	67
	1
	27
	m.4216T>C
m.5322A>C
m.10172G>A
m.10398A>G
m.11251A>G
m.11719G>A
m.12010C>T
m.12612A>G
m.13135G>A
m.13708G>A
m.13899T>C
	─
	J2b1c (81.4%)
	N.A.

	36
	M
	76
	bvFTD
	70
	1
	28
	m.4529A>T
m.10238T>C
m.10398A>G
m.10819A>G
m.11719G>A
m.12501G>A
m.12705C>T
m.13780A>G
m.14632C>T
	─
	I4a (83.1%)
	N.A.

	37
	F
	68
	bvFTD
	66
	2
	15
	m.3918G>A
m.3987A>G
m.10771A>G
m.11719G>A
m.12705C>T
m.13966A>G
	─
	X (55.5%)
	I - 0.007 (10.39%)
II – 0.196 (87.21%)
III – 1.006 (114.31%)
IV – 0.731 (77.16%)

	38
	M
	64
	bvFTD
	61
	1
	24
	m.3822C>A
m.4216T>C
m.4917A>G
m.5147G>A
m.11251A>G
m.11719G>A
m.11812A>G
m.13368G>A
m.14233A>G
m.14334C>T
	─
	T2b (93.4%)
	I - 0.075 (109.37%)
II – 0.308 (136.93%)
III – 0.861 (97.78%9
IV – 1.014 (106.9659

	39
	M
	70
	bvFTD
	69
	1
	20
	m.10750A>G
	─
	H1be(63.8%)
	I - 0.056 (82.685)
II – 0.303 (135.02%)
III – 3.012 (342.17%)
IV – 1.259 (132.79%)

	40
	F
	66
	bvFTD
	60
	3
	16
	m.3505A>G
m.5046G>A
m.5460G>A
m.11674C>T
m.11719G>A
m.11947A>G
m.12414T>C
m.12705C>T
m.13191T>C
	─
	W (87.3%)
	I - 0.091 (133.97%9
II – 0.246 (113.89%)
III – 1.247 (141.71%)
IV – 1.055 (111.20%)

	41
	M
	59
	bvFTD
	56
	1
	21
	m.3992C>T
m.4024A>G
m.5004T>C
m.12672A>C
m.14365C>T
m.14582A>G
	─
	H4a1 (91.7%)
	I - 0.076 (111.20%)
II – 0.342 (i152.30%)
III – 1.060 (120.47%)
IV – 1.183 (124.74%)

	42
	M
	74
	bvFTD
	73
	2
	16
	m.4580G>A
	─
	V (75%)
	I - 0.075 (109.34%)
II – 0.201 (89.36%)
III – 1.264 (143.54%)
IV – 1.004 (105.94%)

	43
	F
	54
	bvFTD
	54
	1
	26
	m.12672A>C
	─
	V13 (66.7%)
	N.A.

	44
	F
	59
	bvFTD
	58
	2
	16
	m.4745A>G
m.10238T>C
m.13542A>G
m.13680C>T
	─
	H13a1a2 (74.7%)
	I - 0.050 (111.20%)
II – 0.342 (152.30%)
III – 1.060 (120.47%)
IV – 1.183 (124.74%)

	45
	F
	78
	bvFTD
	78
	1
	28
	m.4580G>A
m.4639T>C
m.11002A>G
	─
	V1a (66.7%)
	I - 0.065 (95.53%)
II – 0.243 (108.20%)
III – 0.434 (49.34%)
IV – 0.220 (23.23%)

	46
	F
	48
	bvFTD
	47
	3
	0
	─
	─
	H*
	I - 0.070 (103.07%)
II – 0.300 (133.52%)
III – 0.764 (88.82%)
IV – 0.992 (104.60%)

	47
	F
	82
	bvFTD
	78
	1
	20
	m.4859T>C
m.13752T>C
m.14000T>A
	─
	H1q (51.8%)
	I - 0.058 (85.30%)
II – 0.193 (85.97%)
III – 0.512 (58.21%)
IV – 0.983 (103.72%)

	48
	M
	73
	bvFTD
	73
	1
	28
	m.3796A>G
	─
	H1b1 (73.2%)
	I - 0.039 (57.015)
II – 0.164 (73.05%)
III – 0.669 (76.04%)
IV – 0.570 (60.14%)

	49
	M
	43
	CBS
	42
	1
	22
	m.3348A>G
m.3969C>T
m.4172T>A
m.11467A>G
m.11719G>A
m.11938C>T
m.12372G>A
m.14179A>G
	PGRN g.2264_2265 insGT

	U6a1a1 (94.6%)
	I - 0.029 (42.99%)
II – 0.166 (73.88%)
III – 1.116 (126.73%)
IV – 0.897 (94.59%)

	50
	M
	38
	bvFTD
	34
	1
	25
	m.12879T>C
	─
	U1 (56.2%)
	I - 0.041 (59.72%)
II – 0.141 (62.63%)
III – 1.758 (199.73%)
IV – 0.746 (78.72%)

	51
	M
	72
	bvFTD
	69
	2
	13
	m.3594C>T
m.3918G>A
m.4104A>G
m.10115T>C
m.10398A>G
m.10873T>C
m.11719G>A
m.11914G>A
m.11944T>C
m.12693A>G
m.12705C>T
m.13020T>C
m.13590G>A
m.13615A>G
m.13650C>T
m.13803A>G
m.14566A>G
	─
	L2a1a2c (89.3%)
	I - 0.063 (91.89%)
II – 0.179 (79.19%)
III – 0.414 (47.07%)
IV – 0.691 (72.84%)

	52
	F
	81
	bvFTD
	75
	2
	13
	─
	─
	H*
	I - 0.041 (60.05%)
II – 0.293 (130.23%)
III – 0.672 (76.37%)
IV – 0.788 (83.13%)

	53
	M
	45
	bvFTD
	40
	3
	7
	m.4216T>C
m.10398A>G
m.11251A>G
m.11719G>A
m.11887G>A
m.12612A>G
m.13708G>A
	─
	J (83.3%)
	N.A.

	54
	M
	43
	bvFTD
	43
	2
	16
	m.4216T>C
m.10398A>G
m.11251A>G
m.11719G>A
m.11887G>A
m.12612A>G
m.13708G>A
	─
	J (83.3%)
	N.A.

	55
	F
	69
	bvFTD
	69
	1
	19
	m.4216T>C
m.10398A>G
m.10685G>A
m.11251A>G
m.11719G>A
m.12612A>G
m.13281T>C
m.13708G>A
m.13933A>G
	SQSTM1 Pro392Leu

	J1c2c (93.6%)
	I - 0.035 (51.92%)
II – 0.206 (91.73%)
III – 2.530 (287.39%)
IV – 0.230 (97.18%)

	56
	F
	59
	bvFTD
	53
	3
	0
	m.3796A>G
	─
	H1b1 (73.2%)
	N.A.

	57
	F
	75
	bvFTD
	72
	1
	20
	m.11563C>G
m.14218T>C
	─
	H2a2a1 (50%)
	N.A.

	58
	M
	60
	PPA
	58
	3
	9
	m.5206C>T
m.12133C>T
	SQSTM1 Thr430Pro
	H1k1 (54.2%)
	N.A.

	59
	F
	55
	bvFTD
	54
	1
	22
	m.10927T>C
m.11087T>C
m.11467A>G
m.11719G>A
m.12372G>A
m.12618G>A
m.13617T>C
m.14182T>C
	─
	U5b1b1 (86.4%)
	N.A.

	60
	F
	65
	PPA
	62
	3
	4
	m.3438G>A
m.4646T>C
m.4811A>G
m.10907T>C
m.11009T>C
m.11332C>T
m.11467A>G
m.11719G>A
m.12372G>A
m.14620C>T
	─
	U4c1a (90.9%)
	I - 0.050 (72.81%)
II – 0.232 (103.32%)
III – 1.399 (158.91%)
IV – 1.304 (137.56%)

	61
	M
	65
	bvFTD
	63
	0.5
	29
	m.3915G>A
m.4727A>G
m.11253T>C
	─
	H6a1a (86.7%)
	I - 0.036 (52.61%)
II – 0.086 (38.21%)
III – 0.682 (77.52%)
IV – 0.356 (37.55%)

	62
	M
	71
	bvFTD
	68
	0.5
	30
	m.3338T>C
m.5261G>A
m.11467A>G
m.11653A>G
m.11719G>A
m.12372G>A
m.12634A>G
m.13617T>C
m.13630A>G
m.13637A>G
m.14182T>C
	─
	U5b2b3a (95.4%)
	I - 0.040 (58.99%)
II – 0.213 (94.84%)
III – 0.495 (56.25%)
IV – 0.793 (83.65%)

	63
	M
	65
	bvFTD
	63
	1
	29
	m.3336T>C
m.5315A>G
m.10238T>C
m.10316A>G
m.10335T>C
m.10398A>G
m.11719G>A
m.12501G>A
m.12705C>T
m.13780A>G
m.13947C>T
	─
	N1a1a1 (83.8%)
	I - 0.076 (111.45%)
II – 0.105 (46.79%)
III – 1.395 (158.48%)
IV – 0.436 (45.98%)

	64
	F
	69
	PPA
	56
	1
	13
	m.3480A>G
m.10289A>G
m.10398A>G
m.10550A>G
m.10887A>G
m.11299T>C
m.11467A>G
m.11719G>A
m.11923A>G
m.12372G>A
m.14167C>T
	─
	K1b1a (95%)
	I - 0.124 (182.50%)
II – 0.253 (112.65%)
III – 1.043 (118.54%)
IV – 1.821 (192.09%)

	65
	F
	77
	bvFTD
	64
	1
	21
	m.3555T>C
	─
	H2a2a1 (0%)
	I - 0.046 (68.17%)
II – 0.172 (76.40%)
III – 1.261 (143.22%)
IV – 0.774 (81.60%)

	66
	M
	70
	bvFTD
	67
	1
	25
	m.10101T>C
m.10211C>T
m.11812A>G
m.14569G>A
	C9orf72 expansion
	H2a2a1 (50%)
	I - 0.127 (185.66%)
II – 0.290 (129.11%)
III – 0.899 (102.10%)
IV – 0.899 (94.81%)

	67
	M
	70
	bvFTD
	68
	1
	22
	m.5460G>A
	─
	H2a2b4 (100%)
	I - 0.081 (119.25%)
II – 0.303 (134.66%)
III – 1.753 (199.12%)
IV – 0.963 (101.55%)

	68
	M
	48
	bvFTD
	45
	2
	13
	m.4216T>C
m.4917A>G
m.11251A>G
m.11719G>A
m.12633C>A
m.13368G>A
	─
	T1 (92.1%)
	I - 0.057 (83.37%)
II – 0.132 (58.59%)
III – 0.866 (98.42%)
IV – 0.335 (35.32%)

	69
	F
	62
	CBS
	60
	1
	20
	m.3338T>C
m.3600C>T
m.5261G>A
m.11467A>G
m.11653A>G
m.11719G>A
m.12372G>A
m.12634A>G
m.13500T>C
m.13617T>C
m.13630A>G
m.13637A>G
m.14182T>C
	─
	U5b2b3a (87.7%)
	I - 0.016 (23.07%)
II – 0.207 (92.30%)
III – 0.382 (43.36%)
IV – 0.815 (85.94%)

	70
	M
	69
	bvFTD
	54
	0.5
	28
	m.10265T>C
m.11914G>A
m.13162C>T
	─
	H2a2a1 (50%)
	I - 0.025 (37.18%)
II – 0.191 (85.12%)
III – 0.324 (36.84%)
IV – 0.717 (75.61%)



Abbreviations: ─. without alterations; *- these samples were not classified by Haplogrep due to absence of polymorphisms, they are most probably H;  bvFTD. behavioral variant frontotemporal dementia; CBS. Corticobasal syndrome; CDR. Clinical Dementia Rating; N.A. Not available; MMSE. Mini-Mental State Examination; MRC. Mitochondrial Respiratory Chain; PPA. primary progressive aphasia; SD. semantic dementia; §Haplogroup determination based on the alterations identified in the 7 MT-ND genes. 
