Supplementary Material
Supplementary Table 1. The mutation detected in Fabry patients, the phenotypic characteristic of the mutation, the presence of cardiac and renal involvement, Lyso-Gb3 level, the administration of enzyme replacement therapy (ERT), and renal replacement therapy (RRT)
	Fabry Patient no
	Age
	Gender
	Mutation
	Phenotype
	Renal Involvement
	Cardiac Involvement
	Lyso- Gb3 (ng/ml)
	ERT
	RRT

	1
	27
	F
	p.A143T
	Late onset 
	none
	none
	0,5
	Agalsidase beta
	none

	2
	32
	M
	c.297-298delAA
	Classic
	none
	yes
	14,3
	Agalsidase beta
	none

	3
	21
	M
	803del 4
	Other
	none
	yes
	 NA
	Agalsidase alfa 
	none

	4
	24
	M
	p.L268
	Classic
	yes
	yes
	44,2
	Agalsidase alfa
	none

	5
	22
	F
	p.D313Y
	Other 
	none
	none
	0,6
	No treatment 
	none

	6
	21
	F
	p.D313Y
	Other 
	none
	none
	0,6
	No treatment
	none

	7
	53
	F
	p.D313Y
	Other
	none
	yes
	<0,5
	No treatment
	none

	8
	31
	F
	p.R301Q
	Other
	none
	yes
	1,4
	Agalsidase alfa
	none

	9
	50
	F
	p.R301Q
	Other
	yes
	yes
	1,7
	Agalsidase alfa
	none

	10
	59
	F
	p.D313Y
	Other
	yes
	yes
	<0,5
	No treatment
	none

	11
	55
	F
	p.D170N
	Other
	yes
	none
	4,8
	Agalsidase alfa
	none

	12
	46
	M
	p.S126G
	Other
	yes
	yes
	<0,5
	Agalsidase alfa
	yes

	13
	62
	F
	p.R301*
	Classic
	yes
	yes
	5,9
	Agalsidase alfa
	none

	14
	40
	M
	p.G147V
	Classic
	yes
	yes
	12
	Agalsidase alfa
	yes

	15
	29
	F
	p.D170N
	Other
	none
	none
	2,7
	Agalsidase alfa
	none

	16
	66
	F
	p.G147V
	Classic
	yes
	yes
	4,8
	Agalsidase alfa
	none

	17
	39
	F
	p.G328R
	Classic
	none
	yes
	3,4
	Agalsidase alfa
	none

	18
	61
	F
	p.G328R
	Classic
	none
	yes
	4,1
	Agalsidase alfa
	none

	19
	41
	M
	p.G328R
	Classic
	none
	yes
	20,4
	Agalsidase alfa
	none

	20
	37
	M
	p.G328R
	Classic
	yes
	 NA
	23,3
	Agalsidase alfa
	yes

	21
	24
	M
	p.R227X
	Classic
	none
	none
	60,4
	Agalsidase alfa
	none

	22
	45
	F
	p.P205T
	Classic
	none
	none
	4,5
	Agalsidase alfa
	none

	23
	44
	M
	p.D266N
	Classic
	yes
	yes
	10,3
	Agalsidase beta
	yes

	24
	38
	F
	p.S126G
	Other
	none
	none
	0,5
	no treatment
	none

	25
	36
	M
	p.R227X
	Classic
	none
	yes
	29,3
	Agalsidase beta
	none

	26
	39
	F
	p.G373R
	Other
	none
	yes
	2,6
	Agalsidase alfa
	none

	27
	29
	F
	p.G373R
	Other
	none
	none
	2,8
	Agalsidase alfa
	none

	28
	19
	M
	p.L268F
	Other
	none
	none
	6,8
	Agalsidase beta
	none

	29
	51
	F
	p.L268F
	Other
	none
	yes
	2
	Agalsidase beta
	none

	30
	39
	F
	p.L268
	Classic
	yes
	yes
	2,9
	Agalsidase alfa
	none

	31
	18
	M
	p.L268
	Classic
	none
	none
	21,5
	Agalsidase alfa
	none

	32
	21
	F
	p.L268
	Classic
	yes
	none
	0,8
	Agalsidase alfa
	none

	33
	48
	F
	p.L268
	Classic
	yes
	yes
	2,9
	Agalsidase alfa
	none

	34
	25
	F
	p.G373R
	Other
	none
	yes
	3
	Agalsidase alfa
	none

	35
	33
	F
	p.G373R
	Other
	yes
	yes
	10,1
	Agalsidase beta
	none

	36
	43
	F
	p.R301*
	Classic
	none
	yes
	9,9
	no treatment
	none

	37
	38
	M
	p.Y184C
	Other
	yes
	yes
	86,2
	Agalsidase beta
	none

	38
	43
	F
	p.D266N
	Classic
	yes
	yes
	4,8
	Agalsidase alfa
	none

	39
	23
	F
	p.D266N
	Classic
	none
	none
	1,5
	Agalsidase alfa
	none

	40
	43
	M
	p.K240EfsX9
	Classic
	none
	yes
	34,2
	Agalsidase alfa
	none

	41
	56
	M
	p.K240EfsX9
	Classic
	yes
	yes
	32,9
	Agalsidase alfa
	none

	42
	67
	F
	p.S126G
	Other
	yes
	yes
	0,7
	no treatment
	none

	43
	58
	F
	p.R227*
	Classic
	yes
	yes
	6,4
	Agalsidase beta
	none

	44
	49
	F
	c.547+4A>G
	Other
	yes
	yes
	0,5
	Agalsidase alfa
	yes

	45
	59
	M
	p.D313Y
	Other
	none
	yes
	0,5
	no treatment
	none

	46
	36
	F
	p.D313Y
	Other
	yes
	yes
	0,55
	no treatment
	none

	47
	41
	F
	p.S126G
	Other
	yes
	yes
	0,5
	Agalsidase alfa
	yes

	48
	34
	M
	 NA
	NA
	none
	none
	5,1
	Agalsidase beta
	none

	49
	47
	M
	p.A143T
	Late onset
	none
	yes
	0,6
	Agalsidase alfa
	none

	50
	45
	M
	p.A143T
	Late onset
	yes
	yes
	0,5
	Agalsidase alfa
	none

	51
	71
	F
	p.A143T
	Late onset
	none
	yes
	0,6
	no treatment
	none

	52
	18
	F
	p.L54F
	Other
	none
	none
	5,2
	Agalsidase alfa
	none

	53
	47
	M
	p.L54F
	Other
	yes
	yes
	4,6
	Agalsidase alfa
	yes

	54
	20
	F
	p.L54F
	Other
	none
	none
	1,8
	Agalsidase alfa
	none

	55
	32
	F
	p.N34H
	Other
	none
	none
	4,2
	Agalsidase beta
	none

	56
	35
	M
	p.N34H
	Other
	yes
	none
	39,3
	Agalsidase beta
	none

	57
	37
	M
	p.N34H
	Other
	yes
	yes
	27,5
	Agalsidase beta
	none

	58
	45
	M
	p.L54F
	Other
	yes
	yes
	1,7
	Agalsidase beta
	none

	59
	36
	F
	p.N34H
	Other
	none
	none
	7,9
	Agalsidase beta
	none

	60
	24
	M
	p.N34H
	Other
	yes
	none
	60,8
	Agalsidase alfa 
	none

	61
	65
	F
	p.N34H
	Other
	yes
	yes
	11,5
	Agalsidase alfa 
	none

	62
	34
	M
	p.N34H
	Other
	yes
	none
	23,3
	Agalsidase beta
	none

	63
	42
	F
	p.N34H
	Other
	none
	none
	14,7
	Agalsidase alfa 
	none

	64
	38
	M
	p.L275F
	Classic/variant
	yes
	yes
	97.5
	Agalsidase beta
	yes

	65
	52
	M
	p.L275F
	Classic/variant
	yes
	yes
	14,6
	Agalsidase beta
	yes

	66
	22
	F
	p.L275F
	Classic/variant
	yes
	yes
	2,3
	Agalsidase beta
	none

	67
	22
	F
	p.L275F
	Classic/variant
	none
	yes
	3,9
	Agalsidase beta
	none

	68
	35
	F
	p.L275F
	Classic/variant
	yes
	yes
	5,9
	Agalsidase beta
	none

	69
	37
	F
	p.A227Q
	Classic
	yes
	yes
	4,7
	Agalsidase alfa
	none

	70
	47
	F
	p.R227Q
	Classic
	yes
	yes
	2,6
	Agalsidase beta
	none

	71
	23
	M
	p.R342L
	Other
	none
	yes
	8,4
	Agalsidase beta
	none

	72
	18
	F
	p.R342Q
	Classic
	yes
	 NA
	1,4
	no treatment
	none

	73
	46
	F
	p.R342L
	Other
	yes
	yes
	3,2
	Agalsidase beta
	none

	74
	48
	M
	p.R227Q
	Classic
	yes
	yes
	20,7
	Agalsidase beta
	none

	75
	49
	M
	p.R227Q
	Classic
	yes
	yes
	11,9
	Agalsidase beta
	yes

	76
	26
	F
	p.R227Q
	Classic
	none
	yes
	 NA
	no treatment
	none

	77
	23
	F
	p.R227Q
	Classic
	none
	yes
	 NA
	no treatment
	none

	78
	30
	M
	p.R227Q
	Classic
	yes
	yes
	6,4
	Agalsidase beta
	none

	79
	50
	F
	p.R227Q
	Classic
	yes
	yes
	2,9
	Agalsidase beta
	none

	80
	68
	F
	p.I270T
	Other
	none
	yes
	6,1
	Agalsidase beta
	none

	81
	27
	F
	p.R342L
	Other
	none
	yes
	3,9
	no treatment
	none

	82
	46
	F
	p.R227Q
	Classic
	yes
	yes
	2,4
	Agalsidase beta
	yes

	83
	27
	F
	p.R227Q
	Classic
	none
	yes
	3,7
	Agalsidase alfa
	none

	84
	56
	F
	p.L275F
	Classic/variant
	yes
	yes
	<0.5
	Agalsidase beta
	none

	85
	41
	M
	p.A143T
	Late onset
	none
	yes
	 NA
	Agalsidase alfa
	none

	86
	70
	M
	p.A143T
	Late onset
	yes
	yes
	 NA
	Agalsidase alfa
	none

	87
	30
	M
	p.A143T
	Late onset
	none
	yes
	 NA
	Agalsidase beta
	none


ERT: Enzyme replacement therapy, F: Female, M: Male, RRT: Renal replacement therapy.
Supplementary Table 2. Non-Major Organ Involvement and Symptoms in Fabry Patients (n=86) 
	Symptoms
	n (%)

	Acroparesthesia
	60 (69.8%)

	Angiokeratoma
	15 (17.4%)

	Heat intolerance
	46 (53.5%)

	Hyperhidrosis
	18 (20.9%)

	Hypohidrosis
	18 (20.9%)

	Dry mouth
	24 (27.9%)

	Recurrent diarrhea
	9 (10.5%)

	Postprandial abdominal pain
	12 (14%)

	Hearing loss
	22 (25.9%)

	Tinnitus
	20 (23.5%)

	Vertigo
	20 (23.5%)

	Cornea verticillata*
	46 (66.6%)


The evaluation was conducted based on 86 patients due to missing clinical data for one patient. * Ophthalmologic examination was available for 69 patients.

Supplementary Table 3. Comparison of KIM-1, MCP-1, TNFR-1, TNFR-2, YKL-40 and Cystatin C values in Fabry patients receiving enzyme replacement therapy, divided into two groups based on the median Lyso-Gb3 cut-off value.
	
	LysoGb3 ≤ 4
n=24
	LysoGb3 >4
n=38
	p
	plog

	KIM-1 (pg/ml)
	2.49 (1.34 – 5.19)
	5.57 (2.86 – 20.46)
	0.023
	0.023

	MCP-1 (pg/ml)
	1187.36±639.34
	1129.38±651.37
	0.675
	0.675

	TNFR-1 (pg/ml)
	122.25 (104.5 – 153.25)
	121.75 (105.38 – 148.13)
	0.896
	0.896

	TNFR-2 (pg/ml)
	2839 (2506.5 – 3202.75)
	2935 (2443.75 – 3432.5)
	0.363
	0.363

	YKL-40 (pg/ml)
	23349 (16292.75 – 25782)
	36867 (22975 – 62265)
	0.001
	0.001

	Cys-C (mg/L)
	1.02 (0.78 – 1.39)
	1.38 (0.66 – 2.55)
	0.333
	0.333









Supplementary Table 4. Biomarker levels in Fabry patients undergoing hemodialysis and in Fabry patient subgroups with kidney involvement not receiving renal replacement therapy (RRT)
	
	Fabry
n=30
	HD
n=8
	p
	plog

	KIM-1 (pg/ml)
	3.76 (1.74 – 41.43)
	52.12 (10.91 – 72.26)
	0.050
	0.050

	MCP1 (pg/ml)
	1260.5 (879.1 – 1963.94)
	1249.9 (895.68 – 1384.3)
	0.562
	0.562

	TNFR1A (pg/ml)
	120.8 (104.4 – 148.4)
	109.3 (90.5 – 128.8)
	0.281
	0.281

	TNFR1B (pg/ml)
	2974 (2671.5 – 3350.5)
	3193 (2735 – 3289)
	0.635
	0.635

	YKL-40 (pg/ml)
	36804.5 (22115.1 – 62265)
	103410 (61335.3 – 126331.3)
	0.007
	0.007

	Cys-C (mg/L)
	1.42 (0.69 – 3.27)
	2.99 (1.6 – 8.35)
	0.012
	0.012
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