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Online Resource 1
Serological and genetic complement profile of HUS patients in the acute and convalescent phase of disease. Levels outside the control range for pediatric controls (defined by this study as mean + 2 standard deviations) are indicated with () or (|). Patient 24 was on eculizumab in both convalescent phases;
patient 8 and 24 had a second episode of aHUS.

Cute phase Convalescent phase Genetics
Patient [ Sex| ~Age |Followup| Disease Serotype AP c3 FH Fl Cad C3d/C3 | C3bBbP | Cablc TCC AP c3 FH FI cad C3d/C3 | C3bBbP | Cabic TCC Mutations CFH haplotype® aFH a0157-LPS
(%NHS) | (mall) (mal) | (%6NHS) | (man) ratio (AUIm) | (AU | (AUmD | (%NHS) | (ma/) (ma/) | (%NHS) | (mal) ratio Aum) | aumh | (Aumi)

PL | M| 2y7m [ 4y5m | STEC-HUS 026 90,1 594(1) | 80(l) 36 20,78 (1) | 3,50 (1) 667 | 17.62(1) | 2684 (1) | 1067 | 1320(1) 280 75 15,86 (1) [ 1.20(1) | 1166 | 3831(1)| 523 no aberrations heterozygous NEG NEG
P4 | F [ 10y2m [ 4y2om | STEC-HUS 0157 84,7 N/D 180 58 4907(1) | NID N/D ND | 2714(1) | 946 N/D 110 30 N/D ND | 2891(1) | 4969 (1) [ 443 no aberrations heterozygous NEG POS
Ps | M| 3sysm [ 4yim |STEC-HUS 026 12,7 937 240 93 N/D N/D N/D N/D ND | 1200 (1)| 1440 (1) 320 £ 7,67 053 6,22 14,01 4,43 no aberrations not present NEG NEG
P7 | F | 2y3m [ 3ylim | STEC-HUS 0157 17,5(1) | 1630 (1) 440 124 N/D N/D N/D N/D N/D 82,1 1140 270 75 6,89 0,60 1403 | 2094(1) | 343 no aberrations not present NEG NEG
P9 | F [ oytom [ 3y7m |STEC-HUS o104 915 N/D 150 50 N/D N/D N/D N/D N/D 895 | 1560 (1) 280 79 8,01 051 1522 | 2886(1)| 598 no aberrations not present POS NEG
P10 [ M| 1ly7m | 3y7m | STEC-HUS 0157 1088 (1) | 1160 240 79 1369(1) | 118(1) | 1754 1073 | 2382(1)| 1033 1180 190 69 4,70 0,40 7,29 6,03 3,99 o DNA available POS POS
P12 [ M| 8y6m | 3yam |STEC-HUS 0157 951 1060 220 73 M15(1) | 1,05 16,39 7,74 9,76 (1) 69,9 930 180 75 413 044 | 106,88 (1)| 3827 (1) [ 568 no aberrations not present NEG POS
P13 | M| 7y7m | 3yam | STEC-HUS 0157 903 1270 200 83 2508 (1) | 1.98(1) | 3469(1) | 6509(1) | 248 No material available in convalescent phase of disease no aberrations not present NEG POS
P14 | F| 2y8m | 3y3m | STEC-HUS 05 251 415(]) 170 51 10,98 (1) | 2:65(1) 748 702 | 3585(1)| 1034 N/D 360 99 3,68 N/D 10,25 10,11 477 C3: p.Arg1219His not present NEG NEG
P15 [ M| 3y6m | 3y3m |STEC-HUS 0157 951 764 120 59 3896(1) | 510(1) | 1712 933 | 47.22(1) | 1145(1) | 1270 290 101 559 044 15,72 10,32 4,97 no aberrations heterozygous NEG NEG
P16 | F | 2yom | 3y3m |STEC-HUS NT 104 (1) 709 130 61 1242(1) | 175(1) | 10,97 9,89 814(1) | 1021 928 190 59 1242(1) [ ND | 2114(1) | 1615(1) [ 329 no aberrations not present NEG NEG
P19 | F | 84m | 2y8m | STEC-HUS NT 97,2 1060 190 90 165(1) | 1,10(1) 885 8,76 1,48 No material available in convalescent phase of disease no aberrations not present NEG NEG
P21 | F | 6y3m | 2y7m | STEC-HUS o157 No material available in acute phase of disease N/D I 1230 | 240 I 97 | 711 I 0,58 | N/D I N/D | 0,11 CFH: p.Thro56Met not present NEG POS
P22 | M| Oy6m | 2y7m | STEC-HUS 0157 937 626 (1) 150 64 10,54 (1) | 168(1) | 1373 13,94 0,77 No material available in convalescent phase of disease no aberrations not present NEG POS
P23 | M| 1y3m | 2y6m | STEC-HUS 0157 741 884 190 50 N/D N/D N/D N/D N/D No material available in convalescent phase of disease no aberrations not present NEG POS
P25 | F | 2yom | 2y5m | STEC-HUS 0157 No material available in acute phase of disease 81 1310 340 81 6,44 0,49 10,87 9,27 4,79 C3: p.Lys155Gin not present NEG POS
P26 [ M| 1lydm | 2y5m | STEC-HUS NT 650 1140 200 63 1361(1) | 1,19(1) | 2400(1) | 2045(1) [ 1538(1)| 775 1040 220 39 414 0,40 4,89 538 6,47 no aberrations not present NEG NEG
P27 | F | Oysm 2y | STEC-HUS NT 88,0 953 370 92 678 N/D 1352 1,21 2,40 66,3 710 140 63 N/D N/D N/D N/D N/D no aberrations not present NEG NEG
P28 [ M| Oysm 2y | STEC-HUS 026 59,5 462 180 39 N/D N/D NID N/D N/D 67,6 813 250 48 7,59 N/D 1121 | 1867(1) | 049 no aberrations not present NEG NEG
P29 [ F | 9y4m | 1yllm | STEC-HUS 026 90,2 801 230 78 9,09 N/D 14,36 13,39 6,02 426 913 230 65 4,64 0,51 6,88 9,96 2,97 CFH: p.Ser58Ala heterozygous NEG NEG
P30 | F | 15y3m | 1yllm | STEC-HUS o157 227 750 140 48 1740(1) | ND | 3689(1) | 1536 353 708 1030 260 67 391 N/D 11.35 12,46 235 no aberrations not present NEG POS
P32 | M| 17y9m 2y | STEC-HUS 0157 812 1120 190 7 N/D N/D N/D N/D N/D No material available in convalescent phase of disease no aberrations not present POS POS
P34 | M| 14yam | 2y3m | STEC-HUS 0157 994 (1) | 1160 260 70 387 ND | 21,03(1) | 75,15(1) | 872(1) No material available in convalescent phase of disease no aberrations heterozygous NEG POS
P36 | F |12y11m| 1ySm | STEC-HUS o157 95,2 810 N/D ND | 21.72(1) | 268(1) 734 | 1791()| 597 N/D 950 N/D N/D N/D N/D N/D N/D N/D no aberrations not present NEG POS
P37 | F | 12y5m | 1lyam | STEC-HUS o157 855 1340 N/D N/D 6,07 N/D 7,29 11,70 044 N/D 1280 N/D N/D N/D N/D N/D N/D N/D no aberrations not present NEG POS
P38 [ M| 3ysm | 1y3m |STEC-HUS o157 922 1010 N/D ND | 2015(1) | 200(1) | 1283 | 18.77(1)| 835(1) 67,0 864 N/D N/D 418 N/D 7,41 10,49 329 no aberrations not present NEG POS
P2 | M| ayam [ 4yam aHUS - 956 N/D 230 65 N/D N/D N/D N/D 438 10,1 2170 270 88 N/D N/D N/D N/D N/D no aberrations not present NEG NEG
P3 | M| eysm [ 4ysm aHUS - 69,5 N/D 180 60 N/D N/D N/D N/D N/D N/D 1520 150 53 N/D N/D N/D N/D N/D no aberrations heterozygous POS NEG
p6 | F | eyam | ayim aHUS - 911 970 270 81 NID N/D NID N/D N/D No material available in convalescent phase of disease no aberrations heterozygous NEG NEG
P8 M [ 12y7m | 3y1im aHUsS - 96,3 110 (1) 430 91 29,64 (1) | 26,95(1) | 53,51 (1) | 125,24 (1) 311 No material available in convalescent phase of disease C3: p.Argl61Trp not present NEG NEG
P11 F 7y Om 3y 6m aHUS - 91,3 1130 330 115 11,56 (1) 1,02 17,51 17,27 (1) 2,00 No material available in convalescent phase of disease no aberrations not present NEG NEG
P18 | F | 11yém | 2yom aHUS - 349 639 200 66 2013(1) | 3.15(1) N/D N/D 452 94,6 | 1190 | 240 | 58 | 6,40 | 054 | 7,39 I 10,02 | 558 no aberrations not present POS NEG
P20 M [ 8y2m 2y 8m aHUS - 74,7 657 150 41 N/D N/D 26,60 (1) | 29.76 (1) 235 No material available in convalescent phase of disease CD46: p.Asp271_Ser272del homozygous NEG NEG

oy 6m aHUS - 74,1 1140 220 81 N/D N/D N/D ND | 1224(1) |  ND 1000 220 81 828 083 14,07 114 9,39 (1) NEG NEG
P24 | M 3yam no

1y11m aHUS - 91,2 927 N/D ND | 1084 (1) | 117(1) | 19.93(1) | 16.09(1) | 121 N/D 899 N/D N/D 7,39 074 14,75 10,48 4,52 NEG NEG
P31 [ M| sy7m | 1y1im aHUS - 27(1) | 620() 160 56 2039 (1) | 329(1) | 3512(1) | 26.33(1) | 1343(1) | 640 530 (1) 180 46 N/D N/D N/D N/D N/D no aberrations not present POS NEG
P33 M [ ey4m 1y 1im aHUS - 62,1 645 200 52 N/D N/D N/D N/D N/D No material available in convalescent phase of disease CD46: p.Cys35Tyr homozygous NEG NEG
P35 F | 9ylim [ 1yi1im aHUS - 92,9 850 270 96 27,53 (1) | 3.24(1) | 29.20(1) | 43,70 (1) 346 67,2 970 230 62 8,73 N/D N/D N/D 1,78 C3: p.Arg161Trp not present NEG NEG
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aFH indicates ‘autoantibodies against factor H'; aHUS ‘atypical HUS'; AP ‘alternative complement pathway'; AU ‘arbritrary units'; C3 ‘ 3, CD46 ‘membrane cofactor protein'; (C)FH ‘complement factor H; (C)FI ‘complement factor I'; F 'female’; HUS *hemolytic uremic syndrome'; LPS ‘lipopolysaccharide’; N/D not determined'; NEG 'negative'; NHS ‘normal human serum’; M
'male’; POS 'positive’; SD ‘standard deviation’; STEC-HUS *Shiga-toxin producing li-induced HUS'; TCC ‘terminal complement component’; (1) 'increased compared to controls’; (1) ‘decreased compared to controls’.




