HEHE H 3
BT H 31

R PEER SR PLiAE S B B S
5 P4 UL 5 9T BT 5
B T EMBUORE S

B FEBR UG IT K B E RS R Aty Ko Bam UM R ARG I, A RAS KR A
BRI R UIEYT, WA RE R RE S KA [ “ERFR” 1.

« FEERE | FKERBGRT ZIED 2 AXBEHRT IR RE LR EMN, B
ARFEIR R BE TR FA DTG B XU I IR PR B S R [, “FER IR

o BWEBERGHENRKRE BN LR, RREET B, LRIHAT P .

[ 2554 7K]
T AARR: R B B P S
J 44 FK: Eculizumab Injection
PUEPFE . Yikuzhu Dankang Zhusheye
AR BPILER; Soliris®

[Eifr]

WSy MR BR B PTRE R HI EE 2 DNA HAR i B U5 36787 40 i 5% NSO 40 g 234 i
#PAMEE B C5 NIEL R e iR (1gG2/410.

ik BERR SN
AR 2 — 4
FAHH
E LA 80
TS HIZK
(QERIN |
WL ok, pH 7.0
& R ]
A CRPEERRBHT) 3& T JLEE BN AR BRVR T -
i R 1 FE IR 1 21 B 1 JRRE. (PNH)D
R MR FAELR S AR (aHUS)
%]
300 mg (30mD) /.
MiRE I, BV 24 FE N 5 mg/mL.
[HZHE]
Y ARG K ER B (Neisseria meningitidis) J&He UG, FTA B 0 AE B2 A S
IR/ EA L, I TR 24 P [ S0 B R 4 R o iR AT v A B A




(EZFEI) .

AN SR N A4 2, R AEA LB AN B S8 B 22 0 P B T B St

FE M R MR AR M 20 2 (1 R E (PNH) #
WAEBE (S18%) HIPNHL 2457 R & — N4 HIAE I F b6 5 i 4E 47 3] -
o WILEW: WA —IRE KGO0 moAs i, FE25-4550 4 Y HE e e o

o YEFFI: ESFFIKEITE00 mgA i, TE25-4500 A NETESE EE . R SEAF14 22 K FR Tk
HVE900 mg Ak i, 7E25-454) N R R .

EAE AV I R FERELE A AE (aHUS) Hirh
o WIURMA: WU 4 EAER U KA 900 mg AL, 7E 25-45 43k P ST se B

o YEFRHI: 55 FERNKETE 1200 mg AN, 7E 25-45 BN HEE . JREEE 142
KER KGR 1200 mg AR, 7E 25-45 4Mh Py e EE

PREE>40 kg [17)LEE PNH A1 aHUS 5855 73 51 R AT S (1 48 2 3 i I 45 25 I AT iR
I7o

FEARE /NT 40 kg 1)L PNH Fl aHUS B, A2 ZINF .

BEKE VIHEH iR ]
30 £<40 kg £ 600 mgx2 | 25 3 & 900 mg; J5 4% 2 fi 900 mg
20 £<30 kg 5 600 mgx2 | %5 3 & 600 mg; J5 4% 2 fi 600 mg
10 £<20 kg /5 600 mgx1 | 25 2 & 300 mg; J5 4% 2 fi 300 mg
5 %&<10kg £ 300 mgx1 | 25 2 & 300 mg; J5 4% 3 fH 300 mg

i ARAEARE /N T 40 kg 1) PNH 38 O AR e T 78 5 TR E /T 40 kg () PNH &

&, A E R TRE/NT 40 kg (17 aHUS &35 iR A IR

X RAEMILE aHUS B, £ A BE 8L 52 10 5 040 Bt 55 B J5 sl 0 9 B DK % I 9

(PE/PD 15 DL N BT A M A 45 24

MBEFHIETH | BIE—XRKERRE | BFROLETHGIT | REREHRAARGY
Byt MAEHHE IR 7R ZA 24 il !
1 2% AL R 300 mg B R 2R VAL B | A ORI 1 4K B I 2
1 2% B 4 BB T 300 | B )5 60 min P
mg
2600 mg B R I 2% AL B
KEH)E4 T 600
mg
FrE BT EE KR IS | 2300 mg B YRR B 5 DK R | A8 R B A R A UK R T
MR T 300 mg | JE2Z B 60 min

iR Adi ARl

H20

/320 T



XFTaHUS 3, AT AR PERUALE R (TMAD BRI AR AEREAT 1l .
VR AL AR, BRAR 7 Z4E AR S e PRAS AL -

ZEEE
FIAE 65 %5 N DAL E T8 A b o JCUESE S s A28 A B E IR YT 7 BT (T RRIR I
EEST, ERAMEIZEE NP GLE T8GR,

% Th RS AN 4P H
XTI 40 E 2 A

HEDBEA A i) s
v A TE T D REAS 4 6 S rh it U i R 2 A PR 280k

LERODIRES
TH ) IKAEE PR Ik 2 245 0 A 82 R SO R i kA Oy e 2
A RA S E Z AUMRETT IR IO, PRI DA <SR R Ui

TERE BT, ARMIMBERE B E 5730 DRSS 28 2 8B 22 /E 25~45 min
W KA 2 7 ) LB R P, AR RRR A B 55 0% 20 DUV B 2840 B R (E 1~4
NI N ERKER 2. RG], AR SRS RO TR

BB NI — AN N o W SR A SO R R A R, AT ERITRE 2 B
gﬁ&%@kfﬁm%i%@ RS S Tﬁikﬁimi(ﬂyimy)ﬁﬁ
W, R R 2/ s RIS ) LE A, RS (R AS R 4N

$?Tﬁ%ﬁ%ﬁ%ﬁ%ﬁﬁ%%Z%%ﬁ@%%@éo

BAEA R :
A bt (K2 2N 25 BRI N AT
FZGHT, N2 H G EEAS S IO A R SR R At . AR IBONE Y. et

HRIETEH :

o VAV ) A5 RIS RR A IR R B VA BT, AR T .
o FHICTRVES ZKE A S MO A A4 H o

o BEUGIER Nt

o JH0.9% BN EL0.45% S AV AN ERS0 i 41 HE A A E AR, IS A8 ol AR
FiBEN5 mo/mLAY 2K EE . % F-300mg. 600mg. 900mgFl1200mgi4s 57 &, 5
mo/mIFE B B ZARFA 3 5 960 mi. 120 ml. 180 mIFI240 ml. VAR N B,

o RITHRIANFA MBI AL, WIRA R SRR A RE .

o UNZHRET, KHEUSHUE T RIEIAED (18~25°C) ZInliE . AEK ik ek HA
P HEAT I

o ARGMATHIER, BEIH AR AR H R R BE T

o AEAATAASE F 24 St B RE R SR T LA L

o NI PR AR PR B BRI VR LE ST R T TE2~8 CCH R N IR AF 22 2 24/ NI

(ENEITA

AR




M 29 T L SE AN — TIEAE BEAT (R PRI FC P 3RAS T SCRp Il e il , Bk TR ER

I
i o

PUIEA 1,407 NGNS, 45 PNH. aHUS 7EP . 5 RIE IR B R A2k
(CEERAEENID AL JOTER BRI @ i fi )™ H R AN (RS L o 5 218 T s DL i

1P NEHE PNH. aHUS 3576 N I B AR S AN ARG BT WA R OV . 3%
MR GL28 B o R AREF T K FEER B Ui 20 WL (=1/10) « &L (>1/100 %2
<1/10) . MBI (>1/1000 £ 1/100) BZZF L (>1/10,000 £<1/1,000) FIA KRN . fEEA
RaHEF, ARG E M 2.

x 1 IGARIRIG RN 1284 4 B Bl &5 AOAS BSOS AN b T e 4R 2 A R R B —
—F5 PNH fil aHUS B E7E N

MedDRA &R |+ 4 % W | BR B =],
GZREFR (>1/10) ¢ >1/100 Z=| ( 2171000 Z | (>1/10,000 &=
<1/10) <1/100) <1/1,000)
REARE fifige, LIPORGERS | A BRI e, | M b, g1
e, SWEZ, JREG | WOMRE, BRALHEIR | BT 4 Y, W
WY, DS | o, MRS, TRPIR | JRAEFE T8 WK B
TR, BURERRYL, | R, YRR I
JREEE,, R | ARG, MRE
%, DS, M|, TR
Jifr, B AL 5%, T
&, B, B
Rk, B Wt B 2R
R RE T8 1 P 1 A S 4
B (BIEEM H1E
FE D
I & A0 9 B SE) V% n MR R IEE » VE IRE*, k1 R
RGN gyl IR EL 440 e D i TR, 4
AR, BRI RS
B RG K e R N,
) U B
P IR EL ZE At E
WA E 5 BERAIR
IR
FEMBIA ENiv AR, RS, Thk | BEERw, HER
)| =i
MERGIK | LI Sk, BRUERERG . | SR B ik
AR B MBI gE 5%
A 2K B Hny, e
V)
DR OV
liiIR=g 7] EINES SRR, K|
I, B ko
i
PR RS I MR IR I R ]t 5 ] A
e NI MR, S EE, I
B IiE 5w NG5, Xk, WO, | (ERR, WALAR, I8 | B 88 kxR
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MedDRA & |+ 2 % W | BR B R,
GBESR (>1/10) ( >17100 = | ( >1/1000 Z | (>1/10,000 &
<1/10) <1/100) <1/1,000)
JI5 9 ik i, Vil
JHFRE B TH
B RRA T B ik IRFE | SRRZ, B, W | Rk, Bk R
HBBIR M, BV, TR | VTR
& B UL A A KA WU B | WLPEZE, 59, 1 | FREN
R R AR (NS Ii, B, ST PAK
)
T RE AW R BIhgeA 4, HER | MR
RO Pl 7
EHRGM H RV 2230,
AR A% K
& 5 KRR KA FEEL JETT | KIS BEEANIE T | AMB . TR AL
45 25 3 AL TSI 71, WJRE, BGEAL | B SE. PU
L P
LR ERE N & R % & B T+ | Coombs ik % FH
B, RARREEE | HE°
BTt y- A R
BRI, dii
JEARBRAR, 142
1R
WA, HEA BATIRAE D 11 S5 B
BAEFERAE

M APFEA RRIIHIHE” B

a= IR IR G IR 75 LT —2 B AR v - SRR BB SR IR TR A » 55
BICHEER: b=_LIlTERE A9 R b,

R EAN RSN (R A

TEFTE PNH F1 aHUS I RBFFCH, 5™ B AN R SRR i 5 28 BK B P IS0 e .

KH ELISA VAE1E 2%I[1) PNH 38 il 7K EEZR St iiik, RA ECL Mrig s i
PEATIE 3% aHUS B35 H A i TIKEESR s pipiih . SRS AR, AW EAEE
) e 2 S

7E PNH G ARIRES Y, A i 25 24 108 BB IR PR IR A5 ¥ I 95 491 PR i

£ aHUS I PRI, A il 45 24 180 BORE IR A1 0 T A T P Bl L 393 - AR 491
EFSI

JLE BE A

7E )L PNH W4T M07-005 NI JLEAIT ME (11 % £<18 /) PNH HEH, A
LA MR S TE A PNH 38 AT LA 25 AL . JLEE S8 B WA RS kT

7F aHUS g, #H/04FE GREFER N 12 £ £<18 %) d1 H 25122 A M AE 5 1E AR
AT UL 45 B ARALL . 7E N3 aHUS Fiff 9T C08-002. C08-003. C09-001r F11 C10-003 [ L&



B QAAE<IBY) T, A Z VRIS R aHUS B T IR 45 AL, A
(7] J LB AR I M P 7 i 22 S PEARFAE thAH 8L

P LA

K EFN NI T %2 R

R 7 PNH A1 aHUS #llm RIREG LLAR, 38 13 TN 1 3L 1t 856 44 % e 11k R Bk FL T
A EATL I S8 NI PRI T 3R A5 T SCRpVER 2 Vi B . — A2 W Rs A PR 1
T AR B w ( REE RA T IR A ER T PR o 72 PNH 5 aHUS DS HAd s 8l
A A RS PNH 86 aHUS L (WPAESR 1D o X PR IE R LR 7
PERIAS B S o

[#£=21
MR EEER G /N B A BUE— iR I B M
THIEEAG R ARIATT
o RFEI IR AR S OBUER TR TR AL

o HIHIARET PR 5 OUBR R AT G e FE M) R CBRARAIAT 1 32 38 24 R A 3R T 1k
BT BRI 2 D .

[ =Fuil
A it PNH G r ) P AR i 1 22 0 JE 52
O 8 R TR S e «

YT ARSHERNUE], FRZ2G T NS R R ERE (BB RE) BRYL 5%
PE o 0 28 BR B B ATYR AR — NS AL o B AR AR A S VAT A RURS: KT 2 2B i i
BRGS0 AT A B O 2 R IR IT 2 AT 2 /b 2 AT i A, DARE
IR G UG o o 4 BR B 928 W B P 2 S5 AR5 2 F R R af e 52 A S 6 7 1) B 3 L AR F 3&
MRS A RGBS A 2 . EAE VR, R A i
B A, C. Y. W135 Hil B BRI R, DA o WL B0 A i 6 28 Bk o s 2 o 24 R
2RI ] SR0% W B T R 6T BB AT R P el R

P ER T PR AMA . Bk, BATAMAS FROBRE, B PNH AT aHUS )&
] e B BB I AR AR B3 I, 9 anis oRE BT PNHD - B A 4 A i
B (TMA) - CEEXT aHUS) o [A[M,  FEF 32 2 a2 % D) M 0 8 3 R B0 AR o

S R R R AN A2 LA TS G A8 BR B R e . N2 H A G IR BB 20 T 4R
o FEARRZAGRIGTT (B O ™ E LM A A R G R B RS . X T
B, A N R S R B A AR AT I, W RSN G, AL BN PR, A%
45 TG A PUAERIRIT o« NIRRT R e SSRE R AL DL SL B2 12 B . BR b
A5 BFHTHEA MG BRI AR, FEON R REEEFMMER ek,

FoAt 2 St PR R

H - AR FIALA A ol 2 AT 3 Bl P B I ) B P2 R . Bl ek
RGN By AR IN, JUH R I RANT o N B E SR B RAG R, A ReE £E ()™ HUK
G B FLARMEAVAEAR o

U Y «

b 23 245 R] BE 2 R A RS S B B R, Ak T ] S G R S B (R
HE O 5 fE PNH. aHUS W FUAR A fhdb AT I EARBT TE 4524 48 /N P9 ZE 1) e

%6 T3 20 1



P RGRME AT I E R EIRKRIRF, Jo—H6] PNH 8 aHUS 35 kK4
T BT FHAS S RN o (E R A B RS R S ) B v, iR R 25 25 3RS T IE M 2
WiE T

g% P

A2 FIr A A8 LA B BR 00RO RS, A BB > LR SO o 22 B 7k
MERIT TR T BRI PTIA OSE, JRT HRAER (3.4%) 5G4 (4.8%) ML, 7%
A GIRTT I aHUS 35, Gl ECL MR & JE 73 Hr4E 3/100 (3%) Y s i
TA PR, 17100 (1%) ) aHUS &35 by WA A A4 BE 1 o

FE 7= FEFUA AT PRAT R AN RS 2 T8 1 R LA SR Ak
S Pttt

T A SRIT AT, U PNH B aHUS B8 AR FREILAT B 28 B2 R e e e Pl
Hio

ARG 18 & 1) R A U 0T IAT SRRV I AT B A0 A 28 R D R e EAT S e e A, HLRR TS
T o 1> 5 1 2L PR R 5 G P A 1

BRI 2 KB CGRERIRED R EEM S N, DEEF ] s 78 3R B R Ge
63\0

LA YT :

R AR SIEITE, ARG YT -

PNH (15256 = il -

XEF PNH B, SRR A I AL A AR AR AL BEAT R, 035 1l 375 3L I P g
(LDH) 7K. St FES2A MR PNH B2, PRI E LDH 7K-F KA i Py
VEIUIRIE o VR YT 4ERF T PT B T ZAEHETF (1 142 RAGZE 25 8 107 58 N HEAT )2 R 5

aHUS 1) S48 = W ]

aHUS 83 I A a7 I LI L0 /Rt . g LDH A0 375 LA >R i 0 i
FeVERU B AL . AEVRTT 4ERFI, AT RERR EEAE N 1422 R4S 245 A T SR N AT &
K

PNH H & ZkR97

U SR PNH S8 5% 2 A RhIA 7, DU S2 Ao 7™ BRI A7 PR 9 L (R0 R R A A xeh L AT % )
o 7 ES I E SCOM LT LDH ACF s 697 BT ACE BUR &I R IME R — I /£
BN 2 A (R 1) N 240 PNH 5 g 265 il K 25% CIck i BT SO B 1 26 1F 8D
ML E FH 7K F<5 g/dL BE £ — i A >4 gldL; 0S80 : BRSNS Mg LE K7
Thiss 50%; MARTE . X5 A i X Bl A R DI 2570 8 J . L 3 o ™ B A
HoAth S o

WRAF A 2 5 R A PR I, M55 08 T ARAEAGTT: fanifl GRAGZLANN) BX
FEUE A B A I 2] PNH 2140 Jf1>50%0 AT # MG )T s Pt PR ENY; sUE e
AEIRIT . AR PNH IEPRBTITH, 16 44 B &b 7 AR RIGIT 7 58, R IL™ HE I .

aHUS & & 1IbiG)7

ERERR AR 2 )5, B BE R FAE 4 BB AR 127 J& H 30 e PR 5 i 0
(TMA) FERGE. RAEE2E A IELF BB N % E&ILIGIT . 78 aHUS IR

57 3L 20 10



WHoid, 61 48 (G 21 Z)LEEE) Kb TiRIT, ZJahArBavin a2y 24 . %
IE¥RIT 2 JaAE 12 A4 B R AR T 16 TUE AR PERUILVE B (TMA) JEARE, A 24
BB AR T AR S 257057 RP A B R A T 2 B TMA JFACRE . B KB
HE TMA RO S HR B H CiE RN R ma2 SHelE Sk, Xes
HE I E A ™ R 2 ACRE B W D e EE AL L O AR S RO(E B ANRE JiE A 7 ELENTIA
TTIERIE . A 14 8H BRMF AR EHOITE TARMIBST, ik 224 A H

U aHUS 855 28 IEARFEERBAPTIATT, T SLBH T B8 I A Aol i 599 1 5 FR AR
FAARAEEAT 2 DI o X F 452 AR 5 () aHUS iR, WA AT AEAS 2 LA 00N =X 7B 26 if
A Rl L 55 I RCE o

15224 ) 1A LS I A VE MU B O AR E LI R . (D NIRRT ISR, BUE
Sk Al ST RS2 -1 N D1 [ 0 > =t 1R Y = = O | RN e
1% 25% B s LR BAS IR R B MEAR LR, IS LT TR IRIS 25% 8 E s 5
LR B SR T IR M S R EAE B, 13 LDH FRIE L 25%8 58 s 88 (i FAMERE—
Wi: FEMORES A BREEE LU IR R X s B T .

USRAT YA fh 2 5 P B R A PR UL s R AORE , 7525 IR BT 48 T A iR T
25 MR A BRI B 4 s W LUK VR L. (PEPDY R SCHEIR YT BRET R 45 E 3 B R H
SR, BARENT AT S DD RESCRE . HURGE AT IR SR B TRR 9T

HE B

P A R IR AL T 1R 22 Bk B B B2 2 b A B A SR I AL TT BR AR AR P o BRAE AU R 3
PR PEER L GTIR T (32 S AR, JF [ HAR L H 5 B TR 24

HEBE MR H IR A IR R AR B0 B0 U, A RIS R
JTRAA, DIOYIXEREIR AT BE A2 AR5 A R G AR

A2 LA AN ER 5.00 mmol. RN BT I BN B S R

X 72 TR A5k FH AL B ) (4 B i

P BR LA R M 25 BRI P LA (1 g

(20 Ko L3510 2 1 245 )
Bl 2tk

Bl ARG T IR AR IR T A R 2 )5 5 AN H A IR AT 3 45 v

)
=

BRI T TR P B 7 R A o 56 T RO 58 T R e E 1 0 AR 0
(0T 300 MEUREE ) o ARIU LWL S MM JLHT2E LHERE . 1T 0 it B
FORPIRPERRS, S PEACIFAE 7 o DRI, S ULTE REARIET Lo PR P S 0 SRR
AT 28T MU HE 05 U A 07T, R SRR 2 M 16 P 0 1T BRI L
P .

1o AR R A 2R BR L BT S A BE T 7 o

% 8 W/3t 20 1t



BT NAK 19G REFRREL B, K EEEREGUA T RELEAR JLAE M b 5 A S A M4
o PRI, A dl R REAE o EEN R UL AR I 2 I 245

ERE

A PR ATATAT PR B AR BUA R FLLRISEN, SRR R G 2 HE R A 2L
PRI A R, T i PR 7 B AR 2R Bk B L A BESR 25 B BEFLMR IR 10 {2 Ak DL K PT
Xt 3L LI E A RAEAT o

LBREN

v AR T AT A RE A7 10 U 7T

[LEMZ]
AR LVEMFDERGFIRMS L TR, EWSHUELR “HEME” .
(EACESD |

Adnal T 65 2 KA EBFE . REARMAZEHEARHHERAMWR, TR
X R HEAT VR YT I 75 AR ) A T 75 435 e

(23 EERH]

RAEAT 25 EL A R8T 55
[Ziid =]

AEHREALTEHY.
[ R ]

BER MBI I 21 25 7 SR AE

— TN 26 FIBENL. XUE « EFIXTHEEFC (C04-001) VPAR T 4K B Bk SL/E A ¥
IMLf¥) PNH 85 2 A8k . 75— B0 52 RSB FT (C04-002) FHK HH ZE fif
5T (E05-001) 1, WiTfh 7 PNH & K FEBR S HUia I 7 B O BB FEHE 2 MK e BR 5
PURIT Z HTHEAT T Ml 28 BRE 2 i e b . AERTE R TEr, AR PERRFRPTIIFIE AT 4 A5 742
K445 600 mg, ZJ5 742 K445 900 mg, JELLWF MRS 1442 K425 900 mg. 4 25-45
SRR ER KRS TR BERR L. 7E PNH B ST 7 — TR FlH: i W8 2 3 AT 5
(MO07-001), LA A 24 &35 (1) PNH H SR A% DL A F AR R BR SR 107 (10 8 2 R IR AR 25
o

FEREFT C04-001 (TRIUMPH i46%) 1, 5w 12 N H W 250 4 k. N4l T4k
WIAE 270 10%F PNH 410 H i /MR 1H%0>100,000/ml ) PNH £ B e 2244 2 Bk B i
H (n=43) BLEAH (n=44), TEFENULZTT, BT BFHWA — BV E N, DAL
A H e 1 75 SRR 20 B8R RS (e i), 1A e R 44 R8I 21 B 1 A e AN
M2 )R o EAEAREIR B S T, ML e mUA<9 g/dLs TETCREIR I 38 <7 g/dL.
T LSO ML E AR el R M EARE RS T A, BB 26 B
HRITE R HE RBC) AL FR SR o 855 FI(E BEAH DG I AR V% o7 B IR B 244 5. @ Il e
IM3% LDH /KPR IS TCrA M, 38 a4 i i-30E 0 7 PNH RBC (L] SELkT 252
PR AN 2R G0 1 7 o S B T I AR AR A 2R 2 W . W2 RS R B R LR AR AE AR AR
(W& 2D,

FEAEXT B AF 7T C04-002 (SHEPHERD #F7%) th, BEAE 24 D H WHIMLE /> 1 % H I /MR

%9 T3k 20 1t



TH40>30,000/ml [ FHEZ T 52 FMKERRPUETT . MAZGEIEIUIRZY (63%1E
B 4 GYE R R (40%00 ). FELRFEINER 2 AR,

£ 2: C04-001 A1 C04-002 FF BH AN OS2 FIRE

C04-001 C04-002
S TR R EZR BB R EEER BT
= N=44 N=43 N=97

PR (SD) 384 (13.4) 42.1 (15.5) 41.1 (14.4)
PRt (%) 29 (65.9) 23 (53.5) 49 (50.5)
2 5 9% 16 2% 7
ﬁiiﬁﬂﬁ MEST L Sk MDS 7 oL 12 (27.3) 8 (18.7) 29 (29.9)
0
EIFPUEGIET (%) 20 (45.5) 24 (55.8) 59 (61)
B IR B/ PN FETT (%) 16 (36.4) 14 (32.6) 46 (47.4)
IR 10 2 1
12 A S 2 T S
EEE lzL",HWE/“f’ﬁiﬂE@fm 17.0 (13.5, 18.0 (12.0, 8.0 (4.0,
R, (B—DU5 0L, 2R 2509 24.0) 4.0
=P94342)) ' ' :
W8 FFISF15) Heb /KF (g/dL) 7.7 €0.75) 7.8 (0.79) N/A
(SD)
VRITHI Y LDH /K-F (hfr%g, 2234.5 2032.0 2051.0
U/L)
FELEIT IS A (FRAL 46.2 40.5 34.9
., mg/dL)

7E TRIUMPH X367, 5 2B B AL, B2 KSR R PTiayT B 7 i 5 2 k>
(p<0.001), FX M5 , I A I 21 25 (1 Fa s 1) A8 3 B IR 20 A o 75 SR s /b (LR 3D

ERIG AT 4% RBC fiiE /3 Z =N (4-14 NEAAT; 15-25 AN >25 NS sy al i
P BUR . IKFERRBRTIRYT 3 25, B RS 1095 57 S ELAEREAH DG 1A A2 75 R = A3 31 o
o BT IR ARG RESEIT [A], 1 TGI8 K P BR SR T0S AP R i sg e . 7
SHEPHERD #ff7¢H1, 97 A ANALEE T 96 NSEpk T 7 (1 4B H L Mt 2 55t
T2 BEANET WP AT LI A P IR L3RR/ GBI LDH AP E ), M {7538 G i
MFEAIEZ, RBC HiEMfRigD, BERSHE. VEILER 3.

£ 3: C04-001 A1 C04-002 TSR

C04-001 C04-002*
. K PEER B K PEER B
jff i P& # P
N=43 N=97
TifF 90 45 R B B A2 e 41 85 K
0 49 <0.001 N/A
PRI EEE
v 97 #AME] PRBC #if g (Ar%io) 10 0 <0.001 0 <0.001
T HHRAT M E (%) 0 51 <0.001 51 <0.001
'f?éﬂ: SHs% 7.
WFFLATAIN ) LDH K 2167 239 <0.001 269 <0.001
(Ffi#, U/L)
T R LDH 2 i
R UL x K40 411822 58587 <0.001 | -632264 | <0.001
TF 58 &5 RIS PR3 B8 L1 B R
(P08, me/dL) 62 5 <0.001 5 <0.001
FACIT-J%57 (RUNAHE) 1.12 <0.001 1.14 <0.001

35010 T1/3 20 TH



*FIT C04-002 45 H2FR AT I ANAYT I3 B LLAL
TEK H C04-001.C04-002 A AMAIHAES 1) 195 44 B35, B2 Z AR ER S HTIE Y7 (1 PNH
BENAT — I AT (E05-001). 7E 10 & 54 A B 2 Bk BT 2 g 1 [a] o
T S TR I A 30 R skl . 5967 A (R AR [RIE B) B L, A 2 BR P i6 7 3 1] 1

VgD (2, thEs Sk B T AR IR R .

PNH EMHEIE (M07-001) P4l 7K PEZR S HU7E TG RBC Hirdd S () PNH &8 G 2%
PEo SR R T mE R EOIRE, RIUNE MM (LDH>1.5%ULH) PAKAEA FHK
MR : Wi sy . ML ER. I, A8 (PR, 3 (MZ0E <100 g/L).
FEAR M EM AR 70 s T R R .

7E PNH {EMHEICH, ] WL 524K P Bk BPTia o7 I B8 38V 1l S AR DGR IR 1okl . 7E 6 A
H B, B2k Bk B TiRTT HJG RBC #ryE s (1) 38 +F LDH /KPR B (p<0.001) (LDH
BN 305 U/Ls 3K 4). AL, WREEBRSBHUIRITAE 74% 1) 83 1) FACIT-E 55 75> (Jhim
>4 43) H 84%HEE W) EORTC 9 951770 (B#(K=>10 73 KA T BA ImKE L EGE .

£ 4: 7 M07-001 BF 55 A T i 52 i) PNH B35 17735045 R (LDH 7K Ff1 FACIT-E 57 PF4))

M07-001
K EEBR BB
e FL
FELE R () LDH /K N=43
(P %, UL 1447
6 /> A i) LDH 7K°F N=36
(P, UL 305
FLLR IS ) FACIT-98 55 Y43 N=25
CFRALED 32
RIRIEAE I ) FACIT-J8 55 1743 N=31
CFRALED 44

FACIT-9% 55 (VA VE BN 0-52 43, BuE s R 25k /b
JEHTHIE M SR FEIE L5 5 TF

KA 4 TETHEES BT (F5E C08-002A/B. C08-003A/B. C10-004 %154 12 %
FEMFEDERE, U C10-003 45 B2 ) LE AT /DA B E) 1) 100 44 B 1 EE DL — 10
[ A T (C09-001r) F 30 44 HE38 IR VAL T K BEER PR PLIR YT aHUS B9 R .

C08-002A/B i & —WHTHEE. XTHR. FFBUERTT, AN aHUS B F i, B
A AR TE UL A S IR R R IEYS (45T PE/PL 1897 (G HL T ML/ bt #edi<150x10%L;  H.
LDH ALy UL & T 1E % 36 A EFR ). C08-003A/B RIS f& —TRATHEYE . RHE. JFiscitkmr
i, NAREE R aHUS KB, WA R EauinEmin Rz, HKEZ
I Ak B 3 B e B AR E BT UK VR I (PE/PD 697 (BRI EIZ5F>1 Ik PE/PLVAYT, H.
IR EER BT 25120 8 I PE/PT A AT 3 /Do b3 I IR BE A 72 A 1 2
TR T A 26 B BIKESRBGUIGYT, HHRZEEFEN T~ e i
5o IR PITHTRE AT T BT A S ADAMTS-13 B RT 5%,

BE AR M E IR FPPUIRTT Z ATBEAT 1309 5 8 TR 1 2 v # BCR 3 =4 I B P i A
REER R 2 A AT, SENMNE DG aHUS B T AR R 5T R Y
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NHT 4 R 742 R4 900 mg, ZJE 7+2 K452 1200 mg, JE SRR AR 1442 K452
1200 mg. I Bk FRGURE AT I [R) R 35 b AREANE 40 kg (1)) LE B H AE D EBRH T
YR RRABIR AN 1 (PO BERUTIRA 8 117, HHEF 75 RN 25 245 i) 1] DA AR = Dy At

C08-002A/B 5% ) 3= BELE SN /MR U EkH B T- 3R 26 38 4K, CO8-003A/B 4% [ 32 %
ORI MR PEUIILAE R (TMA) SRR . HAh 2 S A4 TMA FHAIF . Mk s
IEH . TMA 58228 LA &% LDH. FIhae ARG R E 24k . & TMA FRRERZEED 12
JAWTE T B b T R R B 1R>25% - PE/PL FIBTHIENT 75K . TMA TG
IT R T PE/PT BB (IENT MLY% WK I AR 4R 7 (R B =4 J] (A ) N 28/ 3482 2 TR
JE /MR THECR LDH 7K 1R « TMA 56 2R M2 18 M 5k 2 1R HAE R g =4 F 1)

B8] P 2220 2 VR 5 A I TS LT A B T 3R 28 PR 1R =>25% 0 BB I FR 2RISR LR 5 FTR
£ 5: C08-002A/B 1 C08-003A/B H B HIN O Gt AT

2 C08-002A/B C08-003A/B

K EEBR BT K EEBR BB
N=17 N=20

MHE IRz 2k (A, A% (s | 10 (0.26, 236) 48 (0.66, 286)

i, KD

MERIE— R TMA Il RFE I 22 07 12 i g 18] CH D, <1 (<1, 4 9 (1, 45

AR (/MBS BORAED

BT — Ik TMA ) PE/PT k¥, i (/) 17 (2, 37 62 (20, 230)

B, fHKRIED

P B BT BT IR 2R 24T 7 R PE/PI IIREL, 6 (0, 7) 2 (1, 3

frle Che/ME, ORAED

FeL /PG (x10°/L), “FHME (SD) 109 (32) 228 (78)

F2k LDH (U/L), “F#{E (SD) 323 (138) 223 (70)

ToC RIS R R B, n (%) 4 (24 6 (30)

7E aHUS W70 C08-002A/B 1, HFEHZ T 2/0 26 MK ERR PRI . W4k 26
T BB R 2 5, K BRI B AR 06 1 4 22 4% 52 K BR B TIRTT - 7E aHUS 7%
CO08-002A/B ', K JEZRFAHTIGIT R FREERT [R1 2000 100 B GER: 2 B % 145 FD.

WK PEERFRPUIRIT RIS, H2EERARLL, AT IR S fMACTE 1 FEAR A MO B0 & BT
B S5 UL AR 2 BR FR BT 25 T 4R B AR s AMATE PERRR . 3R 6 5T aHUS 5T CO8-
002A/B [F7 5. 78 2 MR T BAIR], BT 7 AU 3 B s s ek . prfa B &35
YekE T TMA SE&LEfR. A 2 HEETEIRIT RIS 26 VL EATIA B 4ERE T TMA 58 &5
FIONLDH KB IEH (1 ZHEE) MIMLEVIE K 2 ZEE).

TEAR R BPTiayT IR, 28 eGFR W€ 'F ThRe 1S BB AR . NIRRT 7R 75 ZE
K5 2 EEPE 4 NTERERRRSUGIT RGeS 1LENT, 1 ZEBEHIL T —IKHENT 7
Ko BFEMRAE TEBEMHSAETE R (QoL) Mtk

aHUS W 7T C08-002A/B fyr, A 275 HA T I g eMA TR TR 7 & A &2
[RIAR, A FE R BRI RO

7E aHUS 70 C08-003A/B 1, HEHERZ T 2/0 26 HRIKERR BRI . W4k 26 )
WITI B R Z 5, K2 B0 3 18 N 2 S A 56 1] 4k 8245 52 4K 22 Bk B 5T0VR T » E aHUS Hiff
7T C08-003A/B 1, K ERKESUIATT IR ALRFEER 200 114 (GER: 26 2 129 ). #£
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6 M 45T aHUS B 9T C08-003A/B [T k&5 .

aHUS B 5T C08-003A/B ‘o, AR EE 215 HA TR B b A MA U =55 PR+ 21 1 A
RIRAR, 4K R R BB IT OR AR A1 o (K PERR SR PTIRTT 46 2 JE 72 BT A B v 3 m] WK iy b
TS AR . 75 2 SRR ST ), BTl J7 AU SR BINGaE B4k RE . BTl & 4R T TMA
SEEGMR. B 6 ZBFIEIRIT RS 26 A UL ERIARI 4R T TMA 52 &5, RINIMTE
JLREF B AR o 7512 52400 B BR B GTIRTT I, VA B3 5 B AT KB T o 7R 4K R ER B vy 7 11
BE B IR RIS (GET eGFR ALK &)

2 6: HIBEYE aHUS BFFT C08-002A/B A1 C08-003A/B [y &5 B

C08-002A/B C08-003A/B
N=17 N=20
26 JH 24! 26 J 24!
IR TP 2 OE
iEEHE, n (%) 14 (82) 15 (88) 18 (90) 18 (90)
(95% CD) (57-96) (64-99) (68-99) (68-99)
HELERFENEE, n (%) 13/15 13/15 1/3 (33) 1/3 (33)
(87) (87)
JC TMA FARRE n (%) 15 (88) 15 (88) 16 (80) 19 (95)
(95% CD (64-99) (64-99) (56-94) (75-99)
TMA T-Ti %
1% E BR B HUA T T A H TR 0.88 0.88 0.23 0.23
=, (0.04, (0.04, (0.05, (0.05,
dprs (R/ME, Bl 1.59) 1.59) 1.09) 1.09)
WEEBR PR IT R E T | 0 (0, 0 (0, 0 0
T, s G/ME, ONED 0.31) 0.31)
Pl P<0.0001 | P<0.0001 | P<0.0001 | P<0.0001
CKD 2E>1 M, n (%) (95% | 10 (59) 12 (7D) 7 (35) 12 (60)
CD (33-82) (44-90) (15-59) (36-81)
eGFR 4246, mL/min/1.73 m?: 20 (-1, 28 (3, 5 (-1, 11 (-42,
R (JEED 98) 82) 20) 30)
eGFR M#%>15 mL/min/1.73 m?, 8 (47) 10 (59) 1 (5 8 (40)
n (%) (95% CD (23-72) (33-82) (0-25) (19-64)
Hgb 2846>20 ¢/L, n(%) (95% CD | 11 (65) 13 (76) 9 (45) 13 (65)
(38-86) 2 | (50-93) (23-68) 3| (41-85)
MBEERE IEH, n (%) (95%CD | 13 (76) 15 (88) 18 (90) 18 (90)
(50-93) (64-99) (68-99) (68-99)
TMA 5242 #, n (%) (95%CD | 11 (65) 13 (76) 5 (25 11 (55)
(38-86) (50-93) (9-49) (32-77)

VRS IR (2012 4F 04 H 20 HD

2HTFL C08-002: 3 44 HE L2 TRAAMMA G (BSA) W97, JHIRIKEERR ytifyT 2 ) Rifs

T ESA.

SHEFE C08-003: 8 44 52 7 ESA VAT, KPEERFPUAIT WA 3 N1Z T ESA.

aHUS 7 C10-004 N4 T 41 4 HA MARTERUIIE 7 (TMA) RAEREHE . NHEH
WA FHIAE: /MR E<IEEGEE R R (LLND, BAEMAUEYE, s LDH F+
m, HIIENUER T IEE SR ER, ARKIEN. SEP ek 8359 Gul: 1858
80 ). AZH aHUS 5T C10-004 [IATH &1 ADAMTS-13 #GH KT 5%. S1%M1EE
A OB AMA R R oA s Sk, it 35 4 BB R K ERR AL AT T
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PE/P1 J&J7 . 3 7 45 T NZH aHUS C10-004 Ff) 5535 ) 5% B8 35 2 I AR HRF AE A5 95 AH SURFAAE
£ 7: aHUS B9 C10-004 H B35 R FE 2R 4 4F

aHUS #ff 5T C10-004

¥
BH N=41

M2 Wr aHUS 28 R4 25 (R (), dhir gl

. .03, 311
B/ ME, KA 0.79 (0.03, 311)

AT TMA IR I 8 R R 2t 1] (1), o

Rrst b, ki) 0.52 (003, 19

FELL MG EL (x10%70), FAi S (R ME, R E)D 125 (16, 332)
FH28 LDH (U/L), Wfrg (EME, S&KED 375 (131, ,3318)
2L eGFR (mL/min/1.73 m?), 4% (/ME, #K

) 10 (6, 53)

7E aHUS B 5T C10-004 1, E#FEZ T 270 26 FMKFERR BPUIRIT . WG 26 B TIRIT
MBS R 2 Ja, RBHUBH LRI 24

WEEBR B PURIT a6 )5, SHEZRAHEL, nT IR oM 1 FEAR AT RO s K
ERELGURD TAMES ) TMA W&, RIWAMIELZRE 26 JARTFIIM/NMR ISR 5
£ aHUS C10-004 5, “F35 ML/ 7155 (£SD) MIEZL IS 1] 119+66x10%/L F+ 2 200+:84x10%/L,
FHIHY — i s %A FHAEEEAS 26 JEIRTT B Be N AT DAAERF (BB 26 JA IR RS- 35 /MR T 3 (+SD):
252+70x10%/L). FEMKPEER BPTIAIT W], £ eGFR WMIEHI'E DhEEE Bk . FLLRR 75 EE
Py 24 & B3 20 NMEAREERR e sT ARl geis 21 biEfr . 38 8 =45 1 aHUS #E5E C10-
004 HIHRMEL R

* 8: HUHEYE aHUS HFF C10-004 FIA itk 45 52

aHUS B 9T C10-004
TS (N=41)
%26 R

25 26 BT IR AR A (10%/0) 111 (-122, 362)
MAEAKEIER, n (%) 36 (88)
I 2T 85 AR IE 5 F A RSt ], o GuED 46 (10, 74)
TMA T2ZM#, n (%) 23 (56)
TMA e RN R A FEEemt (], & (YD ! 42 (6, 74)
Jc TMA HARES, n (%) 37 (90D
95% CI 77; 97
#H TMA T1iz, i GaRD
K BE R B HTIATY 2 R 0.63 (0, 1.38)
M PE Bk BB ia T ] 0 (0, 0.58)

"EHFEEIEE I (2012 409 H 04 H), WKEEBREPUATT B TR RR SR 1R N 50
(JuHE: 13 £ 86 D).

W EEER PR WIGIT (hAzRta]: 52 &, Jall: 15 & 126 &) 5A4E aHUS a2
I PR = I SGE R Ao . K EER R PTIRITRFS: 26 UL B, AF 3 L8 Gt 63%
FIEE) KRBT TMA e, Af 4 ZEE QU 98%M M) MR- F8hrik & EH .
ERUGEALN, HRLME, 41 48T 25 N (61%) #) eGFR i3#>15 mL/min/1.73 m%.
IS PN

2 R 1 21 2 7 AR T
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£ M07-005 58+, FLit 7 4 PNH JLEEFH B TIKERRSURTT, BHEPAIAEN
57.2kg (JGH: 48.6 2 69.8kg), Fwe N 11 £ 17 % CPAFER: 156 %),

KA LE NS A IG5, WIEBREIURTTIRD T B3 A v i Gaid Il e if
i LDH /KF), B R/ 50k 6 T 4 il S AR DhRE A e i 3 o MK PEBR B PL7E )L PNH
BE I RCS PNH SR8 MERI8 (C04-001 F1 C04-002) HiAE PNH Hi i 24 Sk —
;(EIME D,

£ 9: JLE PNH W5 M07-005 HIyT 345 R

P{E
P (SD) Wilcoxon £F | FCXT t #5256
SRR L

% 12 J& &) LDH {8 AH bb T2 28 i 284k 2771 (914) 0.0156 0.0336

(U/L)
LDH AUC (U/LxK¥0) -60,634 0.0156 0.0350

(72,916)

5 12 FEE M s B 40 2 A AR b T
KA (mg/mL) -10.3 (21.13) 0.2188 0.1232
I A RBC vefEAHEL T34 284k (R
YN 4 D 1.80 (358.1)
%5 12 AN PedsQL™4.0 38 O EF
SEA CHUL) AR H R AL 10.5 (6.66) 0.1250 0.0256
%5 12 JE PedsQL™4.0 38 HZ O EHF
VA CRRRERIE) ATH TR AL 1.3 (8.5) 0.2500 0.0737
2 12 FiF PedsQL™ 22 4k 295 75 74>

CHEUL) ML T SLLE RO, 0.8 (21.39) 0.6250 0.4687
2 12 FIF PedsQL™ 22 4k 2 9% 55 14>

LB LT 3E2E A A, 5.5 (0.71) 0.5000 0.0289

LR P MR FHE L T

7E aHUS #F 5L C09-001r H, FLit 15 #)LEEH 2 MHE 12 ) 852 TIKEEERRPUE
7o 47%1) ) LEA O e MM R 7 R8s 3 S Pk . W2l aHUS 2AKEER i
R ZIRIHRALIT N 14 AN H GaRl: <1 NMHE 110 NHD . PCUET AR MR R RIS
M PE Bk BB e IR R 2 R AL (R 1 AN H GER: <t A HZE 16 M D 1E<2 BB )L (n=5)
M2 8 E<12 ZHEJL (=100 1, AKRZEZRBHUETT B AR EEm[E] 73700 16 J& (G
4% 70 ) F131 R GEE: 19 % 63 ).

BART &, bk L3 B 10 R 45 R 5 N4 aHUS SSEET 78 C08-002 F1 C08-003 [
F RIS R —8 (R 6). MKEBRBHUIRTT IR JC ) LR ZH & .

£ 10: A4 aHUS C09-001r [ JLEBENERHER

L 2B E<12 % <12 %
GRS (n=5) (n=10) (n=15)
M MRTHER E IEFE R E )L, n (%) 4 (80) 10 (100) 14 (93)
TMA 5E2&Zf#, n (%) 2 (40) 5 (50) 7 (50)
& H TMA Tz, $E GalD
I BE Bk BTV TT 2 i 10, 2 <1 (0.07, <1 (o0,
P Bk BB ia T 1] <1 (0, <D 1.46) 2)

15 /320 T




0 (0, <1 0 <o,
<1)
eGFR I{3#>15 mL/min/1.73 m?, n (%) 2 (40) 6 (60) 8 (53)

BIE—IK TMA 5 IR PR R I RS20 () 8200 1) aHUS L, 8 AR BEER BB I7 5 15
53] TMA [ HIFE ThEE I oEE (R 10).

BOE— R TMA FEEIGR RIS B KR LEEE, T HIKERBPIATT S TMA
B3 7 EHl HR TR SR E, BT (£ 1),
£ 11: HBHEL—RInARBNER (TMA) BEEFIGRERFENEFRE C09-001r &
B I)LEEERNERESER

BIE—IR TMA E EIf KRR FIRFSERT ]
<2/H >2 1 H
N=10 (%) N=5 (%)
I 1RANS A g L o 9 (90) 5 (100)
T TMA FH/RRAS 8 (80) 3 (60)
TMA 58 4= 25 fi# 7 (70) 0
eGFR 24#>15 mL/min/1.73 m? 7 (70) 0*

*| %8 )LEE BB Z 53573 eGFR I

£ aHUS B9t C10-003 1, it 22 A)LEME DFEE SANHER 17 %) 5% TKIE
BREHUIATT

FE C10-003 BR50HT, A BF TR L THFA: MM E<IE#JEE KRR (LLND,
FEA B AUEYE, WifyE LDH Fhm KT IR JE IR BRI, IS U KPR R AR B
97 B AT IEN . BFHEPAFRN 65 % Gil: SAMHZE 17 %). A4 aHUS
C10-003 A5 ) B 1) ADAMTS-13 WG KT 5% 50% 82 BAT e M1y
TRA S EH S ik, it 10 2 BE MK ERR B ATH52 7 PE/PLIAYT . K 12 B45
AZH aHUS C10-003 1246 5575 11 0 B 42 i PR AR FIE M1 9 AH S ARRFALE

£ 12: aHUS B C10-003 H ) LENEF D F BH P ELIFE

BH 1 MAZE<12 % i B

(N=18) (N=22)

MIZWr aHUS 2 1 IR 525 Z5 1t E) (HD, 0.51 (0.03, 58) 0.56 (0.03,
i (e ME, SR ' e 191)

MEGE IR TMA i RFRBLE IR TR 25 1

WFE (D, PR CBME, ) 0.23 (0.03, 4 0.20 (0.03, 4

BRI/ (< 10°/L), WA 3 (le/ME,

e 110 (19, 146> 91 (19,146)
F26 LDH (U/L), whiid G/ME, HORMED 1510 (282, 1244 (282,
7164) 7164)
2% ; 2 SR (B
B2 eGFR (mL/min/1.73 m®), AL CROMEL | ) 0 105y > 1o, 105

[ TENID)

7E aHUS W5 C10-003 7, HEREZ T /0 26 MK ERRAHIEIT . W16 26 ARG
B R 2 5, REFEFERMSEKHZ . KERRSSUART G G, IrE B hiynr
DR g A MATE P PR o AR EER L HUD TAMAAN T TMA 36, RICNMIELL 22 26 JH
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PS4 I N BT . PN (£SD) MIELZEHY 88+42x10°/L FHE— R Z 51
2814123x10%/L; 1% AF FHTEREA 26 JEIRTT M B 943 DAGERF (28 26 JE P35 /MR TF 4 (£SD):
293+£106x10°/L) . TEAKFERHBHURIT AN, £ eGFR MIE [M'E ThRERAF 0 . FELR TR 2E
BT 11 2 EHE a9 AEKERRBEIURIT A 15 REABRESEN. BSTMHE 1751
T 4 0 B PR PERR BT RO TRl . aHUS C10-003 iRX56 BoR, A8 275 BA C i
(Gt MR 5 DR 7 8 1 IR R R 2R sl H R F- S, 002 Bk S e ) S R P AR [

£ 13 45T aHUS C10-003 [r)7 Rkt 5.
* 13: HiEEHE aHUS BFF C10-003 A LG R

1 MHZE<I12 Bl s
o % (N=22)
) Vo ;//%
ITHEH (N=18) 26 JH
26 JH
mg2EsE W EIES, n (%) 14 (78) 18 (82)
MLV 2 58 4R A2 1E 3 I P A FRemst 1], B GGaRED ! 35 (13,
35 (13, 78) 28)
TMA B2, n (%) 1 6D 14 (64)
TMA 5E &SR RF st fa], B GERE) ! 37 (13,
40 (13, 78) 28)
o TMA HARES, n (%) 17 (94) 21 (96)
95% CI NA 77: 99
HH TMA THR, A GalED 0.4 (0,
R EEER BB HTIR T 28, ALEL NA 1.7)
R EEER BT ia T R, AL EL NA 0 (o,
1.01)
eGFR 4 3>15 mL/min/1.73 m2, n (%) 16 (89) 19 (86)
A =] b+ A AN : 2,
5@3§/EEleGFR 11484k, mL/min/1.73 m: 64 (0. 146) 58 (0,
hf % (GERED 146)
CKD 238>1 N, n (%) 14/16 (88) 17/20 (85)
Jc PE/PI ARES, n (%) 16 (89) 20 (91)
TeHBENTEARES, n (%) 18 (100) 22 (100)
95% CI NA 85; 100

VR HHEAUERT (2012 410 A 12 HD, KZEBRBHUEIT P FREERT N 44 ) GEF: 1
FLE 2% 88 D

W PEER BT KIARIT ROz fa]: 55, YER: 1 KRZE 107 ) 5 )LEME /D4 aHUS
BE P BAIRKE X SEERTm G RERRR PRI RS 26 LI LR, HH 1 L8H
(it 68% M EE ) 183] T TMA TR, A 2 4EE Gt 91%MEE) 183 1 1
SRR R . FERIRVEALI, S3EEH, 22 LEETEH 19 A (86%) [ eGFR X#>15
mL/min/1.73 m?. KBRS PTiG sy R0 B TR BB E T
[z ]

ZEER

1 Bk B o E A0 N AL B e B g G2/4x iR, & —FhoRumAMAIIHIR, DAmEsef 1S
FMAREE I COY S 45 &, AT ] C5 2R A Ca Ml CBb - B 11 A i A & A4 C5b-9 I T
o

HHEMR

AEFERME: ORI TR B BRSSP AE B S5 5T .
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ANERATEEEIERT A, R AR BBTCEHUA, FRE y30M160mg/ka/ i (A2 1A H#E
B, M T RNHERE R R 2-405F04-865) o /NBRACECHT A UR F S T RiCshiik, &
WA E SIHIR o

BEYR/IN LA B UASS T BRPTCSHT1430M160mg/kg/J&l , 177 B 2H 230 R FLA B m] .2
IR R A ARG, AR IR 532K BB AL A AE T

/NG R E B LS T BB CEHLA30/160mg/kg/ JE BT L FLAHEN: SR AL B AE T
(A HEZHL/25 R . RFIELH2/25 1 . i E45/25 1) , NG IFLR S & & FAE vt ke 11 1E

s

i o
AR BEAT B B8 PP P BR BT K98 A8 % 25 PR BU A
[ 254087151
2 ah A 2 A

/Ll

NRPURZE BT AR N B2 22 48 20 M BEAT I 75V A1 o AR 2R BR B BN S R IRAFAE I =
B2, HIECFIRTEIEARU . APk 3 2 v e iR se 2 A N 5 IR L R

HlE
AT B AR PP A S T IE . BE S i B 8 il i A I A B ) & ke . IR
HEEA R SR, BT TREOTEEE R 2.

IASIAE S 21

fE 40 4 PNH B#h, RSB EHBIHG 7 2 IRG AR RSN 1% 25 5K
%4 0.3140.12 ml/hr/kg, P70 A0 2584 110.3+17.9 mi/kg, PR RN 11.343.4 K.
R FIREHE, 12 49-56 RA[iE R Fads.

FE PNH B b, A2 20eAm 5 HE R B AR, SR 4ERFE>35 fe/ml
B, KE S PNH R AV L ] e 4 PELIF

7£ C08-002A/B #1 C08-003A/B 14+, Wbk 37 AHatEt R B2 K EER B HI 45 25 1)
aHUS #2380 /1% (PK) B¥f, @ ARAEM B s AT 7 8k PK 40 1E1%
R, fRE N 70 kg IS aHUS 38 KR BR BB PUIE FR 2N 0.0139 Lihr, 73 AR N 5.6
Lo WHEEZHN 297 /N (41124 K.

K% ZBER PK BRI aHUS C10-003 X560 Hhd2e 52 HE 47 AR 2 Bk B 7 210 22
% )LEE aHUS EE IR 1 2 IRG 2] PK BT T 700 . PR R BHT (10375 FR 2 A1 AR 50
BARERRE, g R T LB R TR E R E T RIS . ERESN 70
kg. 30kg 1 10kg ()JLE# aHUS H&H, AGIEFRES N 104, 53 122 mL/hr; AR
ARG AN 5.23 2.76 R 1.21 Lo AHM BT BRFIEIALE 349 % 378 /NIF (£ 14.5 £ 15.8
R I I A FE AR RIS

IRV 1 I T U)K 2R Bk U RTE BR R A . MR E e 1 N 5K
PRIPHUIREEREIR T2 50%, WHER-FEERIAREZ 1.3 /NiFe Rk, @S2 R s 5 8
aHUS 83 7 B 7oK B PR

P R IZEBR BGTIR YT 1) aHUS (835 £ 12 W 180T S 243 I 280 W) AR S e i 2 R L
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FREEIB-K . 78 aHUS B35, 258040 SR EBR R PU I MIE R FE B G, iRk E4E+r
TEZ) 50-100 F305d/ml {3 FEl P IS 0T 58 2 FEINT BT B aHUS 5835 1R S fMAC T 12

FFHNTF

PNH

HOATARAESE TR AR, ke CEHEERED . PR IhBEA 2 MRk PNH B8 AT
T A P BRI 2503 77 A 1) IE 3T 7

JLE R

EYINT 74 PNH JLEEE GER: 11 FE<18 %) ) M07-005 iR56 HiFAE T 1K EER
BB ZR3N 1%

REAE N EE AR, (15 H D0 RS PR EPUE R FR(EZE 0.0105 L/h. 7ERE
<40 kg ¥ PNH LA, 2525772 nl ks aHUS &) LIS 257 & .

aHUS

CAEEA B DhREA 4 DL AN FIAE S B IaHUS B8 hEAT 14K PEBR S 25 (KN 7 27
Foo AKX LFKaHUSEE 5 —BaHUS B & 7E 253N 1 -2 807 A Fr A .

| QaeT) |
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% FK: Alexion Europe SAS
Hibik: 1-15, avenue Edouard Belin, 92500 Rueil-Malmaison, France
(G |
ZFK: Alexion Athlone Manufacturing Facility (AAMF)

Huhik: Monksland Industrial Estate, Athlone, Roscommon, Ireland
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