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RAT—n— | eETsmE
5} 3
[EIE R
[/
% (n/N) (P &) P
¢GFR | UPCR | ¢GFR | UPCR
RLAFFY CICr 025 | 042 | 228 | 9m
(ng/mg Cr) 100.036536) | 5.0002) | (0.0048) | (0.4290) | (0.2385)
% Ba 0.55 125 | -13.98 | -27.42 20
P PT.T @23 | .0001) | (0.0001) | (0.0085) | (0.1021)
REASFY C 025 | 051 | -062 | -7.38
(ng/ml) 97.6 (41/42) | 4.0001) | (<0.0001) | (0.7788) | (0.2103)
R Ba -0.28 073 | 141 | -1607
(ng/ml) 97.5(3%140) | <9.0001) | (<0.0001) | (0.5825) | (0.0090)
IR Ba/Cr 0.31 077 | 240 | -17.28
7.1 (34
(ng/mg Cr) ITLGABS) | <0.0001) | (<0.0001) | 03957) | (0.0110) 30
R sC5b-9** 0.12 044 | 079 | -16.03
(ng/ml) 881G7HD | 0.0021) | (<0.0001) | (0.5862) | (<0.0001)
& sC5h-9%*/Cr -0.10 045 | 191 | -2146
(ng/mg Cr) 88.1G7/42) | 0.0391) | (<0.0001) | (0.3650) | (<0.0001)
8 sC5b-9 0.9 | -025 | 317 | 1591
(ng/ml) PAGHB) | 61430) | 03712) | 05269 | (0.1830)
40

* HV oW THRShRKHEE HEEEN A * R sC5b-9 I3, HV B TRHARETH, Z
N, HV i3 LLOQ ICRRESN L (AMEICRRROSS25EBMICHNT, sC5b-9 IO
TOEHBFF—#IL, R sC5b-9 ITONWTOER FROES (LLLOQ)ICRESNE).
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# 2:BEDA DM ROEBORS
n (%), BERUIZOIED, X—Z51 /8

=N ,
(N=56)
FmIE AR D _
40.1 (19.5-76.6)
UL fE AR, yr(EFH)
10
M 11 (19.6)
>18~<30 yr 17 (30.4)
>30~<40 yr 15 (26.8)
>40~<50 yr 5(8.9)
>50~<60 yr 8 (14.3)
>60 yr
e, &1k 37 (66.1) 20
A
15 (26.8)
TITHR
_ 29 (51.8)
HA
. 8(14.3)
FEBHR
4(7.1)
ZODfils
30
NR—=AF5{ R R A,
rp L fil (R ) 95.3 (18-473)
i /e, x10°/L 508 (230-3249)
LDH, U/1 284 (51-1027)
MmiFZL7F =, umol/L' 10 (4-80)
eGFR, mL/%3/1.73m? 85 (60.5-140)
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524 TMA £ 30 (53.6) [39.6 67.5]
L2 0 T UL 41 (73.2) [60.7-85.7]
i AN D IE UL 47 (83.9) [73.4-94]
LDH OFERIE 43 (76.8) [64.8-88.7]
MBIV F i B s
33 (58.9) [45.2-72.7]
R=ASLUNED>25% D &
Ooo0o0oooao
Ooo0o0oad
# 4 BEOA OB RUEBORS
n (%), BRUBODRYD, K— 2518
g
(N=56)*
>1 ORESNAFREN 7R E
chifkzfg958EY 1(2.6)
C3 2(5.1)
Cd46 1(2.6)
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CFH 2(5.1

CFH HCHitk
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R—=ZFAVTD
PAAR—H—LAN* | EREF—cOW TR N RS
AHUS AT | s | VOMMLEA—RI 12147 —N—2H
Av-n— | smA | THEE
ot o | T
. /N (%
(M, BK ki) (%)
&)
36,9052.1 |5, 408
— , ]
En“[mp 3 C/Cr 99,9, 2.1, 36/36 (100)
(ng/mg 38649.5)  |42.7)
ReasFyc  |PBA0685 10 163
- (4.7, @310 41/42 (98)
(ng/ml) 45876.9) Hp St
43,6288.1 20,8914
i3 Ba (ng/ml) |(1280.4, (684.7, 42/43 (98)
29886.6)  |1375.9)
40,4100 ||
R Ba(ng/ml) | (5.0, 6Lk 85 39/40 (98)
40200.0) i
35, 8358.0
fr)Ba/CI (ng/me | >, (I;)’()4'526 & 34/35 (97)
58478.0) |7
32,3215
B sC5b-9/Cr > 10,5.9
9.3, ] 31329
(ng/mg Cr)! (81600.0) 36,139 o7
54,7407.9 |19, 838.0
?S;B“JF'RI (1330.6, (658.8, 51/54 (94)
P 24781.6)  |1617.1)
MR RED 2 |44, 113 19,43
U (ng/ml) (38,272) |(3.1,5.8) 40/44 (1)
42, 1305
RisCIhs (2.6, 1h, 26 37/42 (88)
(ng/ml) 154000.0) 2.6,2.6
43,9377 | 10,4239
g?};‘;s"’g (325.0, (349.0, 34/43 (79)
10007.0)  |585.0)
.. |49,40766 19,5519
fﬁnﬂ;‘gﬂ (474.0, (39.6, 31/49 (63)
47862.1)  |2739.0)
54,1506.0 |20, 560.0
fzf IZKCAM'I (763.5, (251.3, 7/54 (13)
5522.2) 3803.2)
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n (%), BRUENIRD,
Y% N—RT71 R
(N=56)"
PIETE AR D h R AR, yr (W) 40.1 (19.5-76.6)
FEinh
>18~<30 yr 11 (19.6)
>30~<40 yr 17 (30.4)
>40~<50 yr 15 (26.8)
>50~<60 yr 5(8.9)
>60 yr 8(14.3)
TR, i 37 (66.1)
A
IO R 15 (26.8)
EA 29 (51.8)
BT 8 (14.3)
Z0M 4(7.1)
R—AF71 /R REE, PRE (RPE)
1M, x10°/L 95.3 (18-473)
LDH, U/I 508 (230-3249)
& 2L 7 F =, pmol/Le 284 (51-1027)
eGFR, mL/4}/1.73m? 10 (4-80)
AEFOEY, g/L 85 (60.5-140)
>1 OFEZhAREENVT R IHEH#$EZE 285 I
C3 1(2.6)
CD46 2(5.1)
CFB 1(2.6)
CFH 2(5.1)
CFH B 2 §itk 2(5.1)

SERBRAHEYNTHY,ZORD N=55 BN1F T —h—nbitybEBRLE, *R—A5 1

f#ix, -HMOBHFITBN TR/ EABRTHES; “KLEftyh, N=58; *LDH B /Mg
BoOW A OEREEE#HEINS; ‘MBSO B EOR, n=39; <iBINEHF 1 £ CFH BChi#k
ZALUL, UL, COBEEENTEOLDIGABREN P o/z, 24T, CFH H2h#iCD

WTREREN 2 52 A9 3 HOBEDVNENTH -7,

CF, #itk ¥ ; eGFR, 2Rk R, LDH, AARTFERFD T —; TMA, mietE#/hm

BIERE; yr, %

#1&, Creative Commons CC-BY-NC-ND 51 tADTF, Rondeau E.et al. Kidney Int

2020:;97:1287-96 o ENT=,
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# 7 aHUS 2AT2RARVEREF—ICBIBR—RAF1 /13T —h— LRIV DLLEE

N—RAF{TD

ERFF—IconTREShEB
PAAT—h—LA
B s KEHL TRIILER—25
PtAT—n— | i g, Rk | i | 20RO R
aHUS 265 - .
BRAD ERFF— n/N (%)
RoAsr> | 0| g
C/Cr (ng/mg y . <0.0001 35/36 (97)
e (99.9, (18.7,
38649.5) 329.3)
35 2
% Ba/Cr 8358.0 39
(ng/ms C1) 220, (Lo, |<00001 34/35 (97)
58478.0) 108.0)
54 20
3% STNF-RI | 7407.9 867.2
(pg/mL) (1330.6, (6634, | 00001 A6
247816) | 1595.1)
3 59
i3 Ba 6288.1 951.8
sl (2sid, s, | <0001 41/43 (95)
20886.6) | 1784.5)
) ”
R sC5b-9/Cr 256.0
: 38 | <0.0001 36/42 (86)
(ng/mg Cr) 4.1, (09, 13.9)
1629629.6) |
RN O 44 20
Saly 113 44 | <0.0001 35/44 (80)
(ng/ml) (3.8,272) | (32,58)
49 19
W D-—RH | 40766 4629 |
e b o1a, | 00001 35/49 (71)
47862.1) | 2064.8)
3 39
i1 sC5b-9 937.7 406.6
(ng/ml) (325.0, @160, | 00001 o143 21)
10007.0) | 1505.0)
54 20
3% SVCAM- | 1506.0 559.6
1 (ng/mi) (7635, @798, |<0-0001 s
5522.2) 3965.7)

" n i, FEMATRER T —FIC kB BE/FF—OROFMERT, P A HEHKT 55 B0 aHUS 24
THRA, ZORBRITBNT,25 OEHIR, 20 OESH MIFRT 60 OIERMMEORF—A3EHEh

il
aHUS, FEMBIE ik R ERE R, Cr, L7 F=
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Dooao
0DOooooao
Doooo
£ 11.26 BHERU 52 BHDN—ZAFNAA I —H—Dii/MRBOELE D H#:
26 # H Oiin /MEEDZEL 52 AHO/MEEOZEL
R (10°/L) (10°/L)
" [l 6% 5L P i HBg " [l bR 2 P i LidlEs]
HEE & HE & il E 35
I Ba (ng/ml) - -
42 | -18.55 |0.3866 0.1929 39| -32.98 |[0.1029 03939
MmE~OHRED 2

42| -33.13 |0.3386

(ng/ml) 0.3377 39| -44.78 | 0.1666

0.4324

MW SC30-9 (mg/mb) | 45 | 3551 |0.0725| 02388 [39| 347 |09088| °
0.0690
4 D-—8&# (ng/ml) = -
47| 1032 03891 | ° o |44| 1587 |02084 | -
1iLi# sSTNF-R1 (pg/ml) - )
45| 280 (08630 | oo (44| 1459 02794
1% sVCAM-1 - )
s 46| 4554 01510 | = |44| -sa6s 00892 | -
R AFF> CIOVTF
;./(ng/mgblx?i‘: 37| 1102 |03402| 0 | 35| 1067 |0.1216| 0o

RSCSOOITVTIF= | 35| 1321 | 03564

> (ng/mg FLTF=2) o420 | 40| 159 | 08894 | 0.1465

R Ba/ZV7F= - -
> (ng/mg ZLTF=) 34| -9.70 |0.1571 03724 36| -7.65 |0.1859 0.3239

goooaoan
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£ 1226 BHEU 52 BHORN—AF1 /1A I—I—DARTEFOY F—EOELE D

26 @H® LDH OF(E (U/L) 52 H® LDH OZ{L (U/L)
PAFI—H1— [ % 0 B [F 5 B

n el P | HBFRE | n W i Pl | HHEIMREL
14 Ba (ng/ml) |42 | 195.63 |0.0799 | 0.1843 [39| 148.96 |0.1987 | 0.1848
m‘mmﬂ%‘“ 42| 197.92 |0.2781 | 0.1623 |39| 221.86 |0.2131| 0.2826
)2 (ng/ml)
el 42| 2165 |0.8431| -0.0523 39| 252.52 |0.1375| 0.0051
(ng/ml)
% D-— Rk 47| -14.05 |0.8307 | 0.0661 |44| -80.41 |0.3033| -0.0499
(ng/ml)
it STNE-R 45| 17.80 |0.8469 | 0.2282 5470 |0.5201| 0.2779
(pg/ml)
ligit SVCAM-1 46 | 102,39 |0.5688 | 0.1740 148.72 | 0.4569 | 0.1051
(ng/ml)
R AZF C/ZV
TF=V (ng/mg 7 |37| 3173 |0.6243 | 0.1268 |35| 4299 |[0.4074| 0.1249
V7FZ)
R sC5b-9/7L 7 F
= (ng/mg ZV7 |39| 139.35 |0.0454 | 0.1478 |40 | 63.14 |0.3448 | 0.1049
F=)
R Ba/ZL7F=
> (ng/mg PL7F |34 | 4737 |0.1846 | 02990 |36| 42.76 |0.2334| 0.1996
=)

LDH, #EFEerFoSy F—E
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# 13 26 AHRY 52 BHOR—AF1 U N1FAT—h— O R R E B ROZLE DB
52 @EH® eGFR OZE{L
26 @H®D eGFR OZAL (fL /4/1.73m?) 4
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Methods for the diagnosis, methods for evaluating treatment,
methods for monitoring treatment and methods of treatment of
complement-mediated thrombotic microangiopathy (CM—-TMR) as
well as compositions and kits for use in such methods,
wherein the biomarker is selected from cystatin C or
eystatin C/creatinine ratio.

2. claims: 1-62 (partially)

Methods for the diagnosis, methods for evaluating treatment,
methods for monitoring treatment and methods of treatment of
complement-mediated thrombotic microangiopathy (CM-TMA) as
well as compositions and kits for use in such methods,
wherein the biomarker is selected from complement factor Ba
or complement factor Ba/creatinine ratio.

3. claims: 1-62(partially)

Methods for the diagnosis, methode for evaluating treatment,
methods for monitoring treatment and methods of treatment of
complement-mediated thrombotic microangiopathy (CM-TMA) as
well as compesitions and kits for use in such metheds,
wherein the biomarker is selected from complement sC5b-9 or
complement sC5b-9/creatinine ratio,

4. claims: 1-62(partially)

Mathods for the diagnosgisg, methods for evaluating treatment,
methods for monitoring treatment and methods of treatment of
complamant-mediated throembotic microangiopathy (CM-TMR) as
well as compositions and kits for use in such methods,
wherein the biomarker is selectad from sVCAM-1,

5. claims: 1-62 (partially)

Methods for the diagnosis, methcods for evaluating treatment,
mathode for monitoring treatment and methode of treatment of
complement-mediated thrombotic microangiopathy (CM—-TMAR) as
wall as compositions and kits for use in such methods,
wherein the biomarker is selected from sTHF-R1.

6. claims: 1-62 (partially)

Mathods for the diagnosis, methods for avaluating treatment,
methods for monitoring treatment and methods of treatment of
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complement-mediated thrombotic microangiopathy (CM-TMA) as
well as compositions and kits for use in such methods,
wherein the bicmarker is selectad from thrombomodulin.

7. claims: 63-74 (partially)

Composition comprising a complement inhibitor and use
therecf for the treatment of CM-TMA, wherein the complement
inhibitor is an anti—-C5 antibody or a C5-binding fragment
therecf defined by eculizumab.

B. claims: 63-74 (partially)

Composition comprising a complement inhibitor and use
thereof for the treatment of CM-TMA, wherein the complement
inhibitor is an anti-C5 antibody or a C5-binding fragment
thereof defined by ravulizumab,
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