Supplementary Table 1.  Complement levels, genetics and auto antibodies in analysed patients
	CODE
	Genes analyzeda
	Pathogenic variants
	 CFH risk haplotype
	MCP risk haplotype
	Variants uncertain significanceb
	Anti FH/FI antibodies
	C3
75-135mg/dL
	C4
14-60mg/dL
	FH
90-302µg/mL
	FI
71-115%
	MCP
91-109%

	PE/PI GROUP

	HUS205
	CFH, MCP, CFI, THBD, C3, CFHR1, CFHR3
(Sanger)
	CFH: Exon 23; c.3572C>T; p.S1191L
	Het
(H1,H3)
	No
	
	No
	59
	10
	161
	100
	117

	HUS197
	CFH, MCP, CFI, THBD, CFB, CFHR1, CFHR3
(Sanger)
	None
	Hom
(H3,H3)
	Het
	
	No
	68
	23
	132
	100
	95

	HUS196
	CFH, MCP, CFI, THBD
(Sanger)
	CFH: Exon 14; c.2540A>T; p.E847V
	Het
(H1,H3)
	Hom
	
	ND
	47
	28
	86
	93
	86

	HUS213
	CFH, MCP, CFI, THBD, CFB, CFHR1, CFHR3
(Sanger)
	None
	Hom
(H3,H3)
	Hom
	
	ND
	104
	15
	198
	120
	125

	HUS220
	CFH, MCP, CFI, THBD, CFB, CFHR1
(Sanger)
	[bookmark: _GoBack]None
	No
(H1,H5)
	Hom
	
	No
	131
	35
	216
	100
	128

	HUS324
	CFH, MCP, CFI, CFHR1, CHFR3
(Sanger)
	None
	Het
(H3,H4a)
	No
	
	No
	104
	44
	229
	ND
	ND

	HUS547
	NGS panel
(Illumina)
	None
	Het
(H2,H3)
	No
	
	ND
	ND
	ND
	135
	ND
	112

	HUS492
	NGS panel
(Ion Torrent)
	None
	Het
(H2,H2)
	Het
	
	ND
	ND
	ND
	186
	ND
	119

	HUS233
	CFH, MCP, CFI, THBD, CFB, CFHR1, CFHR3
(Sanger)
	None
	Het
(H1,H2)
	Het
	
	No
	102
	26
	131
	102
	104

	HUS325
	CFH, MCP, CFI, CFHR1, CHFR3
(Sanger)
	CFH: Exon 6; c.704A>G; p.T235C
	Het
(H1,H4b)
	Hom
	
	No
	109
	48
	107
	ND
	ND

	HUS303
	CFH, MCP, CFI, CFHR1, CHFR3
(Sanger)
	None
	Hom
(H3,H3)
	No
	
	No
	93
	29
	131
	50
	131

	HUS186
	CFH, MCP, CFI, THBD, CFB, CFHR1, CFHR3
(Sanger)
	CFH: Exon 23; c.3644G>A; p.R1215Q
MCP: Exon 3; c.308G>A; p.R103Q
	Het
(H2,H3)
	No
	
	No
	89
	24
	171
	100
	71

	HUS491
	NGS panel
(Ion Torrent)
	None
	Hom
(H3,H3)
	Hom
	C3: Exon 2; c.193A>C; p.K65Q
	ND
	ND
	ND
	182
	ND
	98

	HUS057
	CFH, MCP, CFI, THBD, CFB, C3, CFHR1, CFHR3, CFP
(Sanger)
	None
	No
(H2,H5)
	No
	
	No
	108
	32
	199
	ND
	68

	HUS209
	CFH, MCP, CFI, THBD, CFB, CFHR1, CFHR3
(Sanger)
	CFHR1: Exon 6; c.869T>C; p.L290S
c.887C>T; p.A296V
	Het
(H1,H3)
	No
	
	No
	71
	34
	110
	88
	86

	HUS642
	NGS panel
(Illumina)
	None
	Het
(H3,H4a)
	No
	CFHR1: Exon 6; c.868T>G; p.L290V
	No
	128
	36
	157
	107
	97

	ECULIZUMAB GROUP

	HUS364
	CFH, MCP, CFI, CFHR1, CHFR3, CFHR5
(Sanger)
	MCP: Intron 2; 
c.286+2T>G; Splice
	Het
(H3,H5)
	Hom
	
	ND
	71
	12
	108
	66
	57

	HUS348
	CFH, MCP, CFI, CFHR1, CHFR3
(Sanger)
	None
	Het
(H3,H4b)
	Het
	
	No
	77
	22
	163
	ND
	ND

	HUS426
	NGS panel
(Illumina)
	None
	Het
(H2,H5)
	Hom
	
	No
	108
	21
	170
	100
	85

	HUS403
	CFH, MCP, CFI
(Sanger)
	None
	Het
(H1,H4a)
	No
	
	No
	67
	9
	158
	101
	98

	HUS362
	CFH, MCP, CFI, CFHR1, CHFR3
(Sanger)
	CFHR1: Exon 6; 
c.869T>C; p.L290S
c.887C>T; p.A296V
	Het
(H1,H3)
	No
	
	No
	76
	33
	81
	ND
	116



a NGS panel (Ion Torrent) includes the CFH, CFI, MCP, C3, CFB, THBD, ADAMTS13, DGKE, CFHR1, CFHR2, CFHR3, CFHR4, CFHR5 and CFP genes. NGS panel (Illumina) interrogates as many as 48 genes and includes all complement genes. 
b We consider variants of uncertain significance those with unknown functional consequences.
PE/PI: plasma exchange/ plasma infusion; ND: not done.





