R et o i

SO 2 F 9 3 A
3K« AEVERE BRI FEAE R

[k 58 4] 2L kXU A ETES00 mg

[— & 4] T 7V Av7 (BiERHZ)

[ 5 & 4] TV ATy —~ERST
[HFEHH A ] SFoTHE 9 A 20 H

B3

S22 8 H 27 HIZBE SN EIEMF —HMINTB N T, AipHO—HE
FAGRHFBAZ AR L CELE 220V E S, HE - A0HAERESEESFES
WCHRETAHZ EE ST,

Ao HOBREEMMILISFE 10 A &S,

[ 3R 4 ]

- EIEGY A EHEEARED B, MUNCERT D L,

- ENTOBEBRIEFI D TRONTND Z &b, BERTEHR., —EHD
JEBNAR DT — 2 DNEFE IS N D E TOMIT. BIEF A 58128 SR A
EEETH LTI, AFFEHEEOERFERZTET L E LI, K
Bl Oz R O INEICBE T 27— & 2 FHNCINEE L, AA O IERE I
VEIEEAZHRE LD Z L,

« ARFNOFGH, FEMAYRIM AR FEIEGEREOZM, BRI @ L. AFl D
URATFEIZOWTH DB TE DEA - [EFEMEE O & T, BEERE
JRYLEDOZWE, TR @ LIZER & 0L -~ 72 EToRfThbh b &
9. BUERBICHT- > TR EREELZHELDZ L,



(B 78 4] =v F XU R giRRE 300 mg
[— & 4] 77V X~7 (GEiETH#z)
[ 5 & 7vorvdrrr—~aEstt

[HEEFEHAR] SFfocE9 H 20 H

SF248 H 28 H
FRSTAT BRI 35 R R e i

SR 248 A 6 Affo Ll B OFEFEEICOWT, S 248 H 27 HICBE SN ERE—

I DOFHROMR, TROLBVIEEEIT I,

ZOEEIZ L D EEEREOET T2,

H 1T EIEH EEI]
% 27 %= 27
21 17 18 meAST AHK 312 3BR (31 #1) 18 meAT AHK 312 3BR (31 #1)

BEELRBIWEMH 9.7% (3)

HELREIER 129% (4)

* 27
21 20

18 Ll | ASE 311 #Bx (58 f4)
B 7 JRYLIE 24.1%  (14)

* 27
18 LA B A 311 #BR (58 1)
L 7R JRYE 19.0%  (11)

(TFHRERZE )

ULk



FEREE

SN2 8 H 6 H
IRSTATBOE N B 30 R R R iR O RAs

HGBHTE D & o T TRLOEIKSIT D 2 EH M ERE SR O TOFEMRIT, LToLEY TH

Do

[k 72 4]
[— &% 4]
(W & A
[H&EFH A
[FE - & &
[F &8 X 7]
[%F 7C F 5]
[ A48 2435 ]

(% & R

2L b XU A R RRHE 300 mg

57 R GG TR Z)

TV UF Ty —~vaREEtt

SFICAE9 H 20 H

1A T IET 7Y AT GERIBTHIEZ) 300 mg & &4 5 APEERH A
ERRBIES (4) BODRESHA . (6) T RIEH

7L

BIHRRAE —

BIRROD &80 FEH ST ERN B A B O SRR M MR PR FFAEREBIE I3 2 A2MEI3RR S,
RBOONTRRT 4y b EREE XD L ZRMEITFFA ATRE LRI 2,
Plb, IS ERESR ORISR 2FADORKR. AMBIZOWTIE, FRROERKMFEZMN L L

T, LT O%hkE

e ST RN R ]

IR N AR OB THAGE L TR LA 0 ST L7,

FEAEPER R~ 7 1 B RIE
FE IR 1 11 PR B S (A

UHiEL O E]

(CTBRERIE )

RAEMAE~F 7 v B BRIE

WE . AT, 770 X~ (@) & LT, BEOKREELZSZE L, 118 2,400~3,000 mg
ZBAtEHAE L L, w5 2 #7412 1 [[] 3,000~3,600 mg. LA 8 # = & i 1 [E] 3,000~3,600 mg % s

HEEY 2,

FE IR R PR B SE AR
W, 97 VA>T CEfaFiaz) L LT, BEDKELZZE L. 1[0 600~3,000mg % BHiEHE &

1#
L

. e 2 %12 1191 300~3,600 mg, LARE 4 38 X3 8 3 Z & 12 1 [A] 300~3,600 mg % A EFET

2V b2 Y A SEEE300mg_T LY A v T 7=~ BRISH_FEAEWEE



‘?‘

CTARERIE )

[k 8 & F]
EIG U A7 EEEE 2 RE D b, WUNIERT D Z &,
EN TOWBRBIEGI MmO TIRON TS Z &b, BUEIER., —EROIEMNIR LT —F B3R
MEND ETOMIT, SIEGIZ M RITHHAKEHAEZ FiT 2 2 LIX D RFEHERE OF R
Bz tE T 5 & & bic, AROLEERCAEIECHET 7 —Z 2 REITNE L, AHIO@EIE
I E e HEZHE D Z L,
ARANOEGHS FEMALEE MR RFFIEIEGIE ORWT, iR k@ L, AR O U 27 FE O TH 45
(CEHEITE DIEAM - EREEOS & T, MIRRERIYEDOBWr, BRIk L7z Eh & O 2
Wotz EToRTOND L5, WERTIZHTZ > TRERIFEZH LD Z &,

2

)b b2 Y ARTEFE300mg T LY VA T 7 —~ ARSI E



Bl
EBEHLE (D

SN2 FETHG6H

AHFEIZE VT, BEEE N L2 EE L O ER G RS O HEE I B 2B EOMIE X, LT
DEBYTHAH,

i#E

[k 782 4] =b b U A0 EE 300 mg

[— & 4] Z77VXA~7 (EfaH#z)

[ 3 #] T7TLvridrrvr—~aEat

[(HEEFEAR] SFocH9H 20 H

(B - G&] 1A TAHRICT T Y R~T (GBI T Z) 300 mg & &3 2 KM G Al
[HREEREDRIRE - ZhR]  BIEMEREA~E 7 v B U RIE

FE BRI P PR B EREAGAE (R AR A /R M i e MR ) 1 A2 i)

(T RRERE )

[FREEREO ML - M) BIEMEEA~E 7 v B U RIE
W, RAICE, 77 A~ (EETRZ) L LT, BEOKRELZSE
L. 1 [a 2400~3000 mg #BR#&AAHEE L, #IEIESL 2 HEilC 1
[a] 3,000~3,600 mg, LA 83 = &2 18] 3,000~3,600 mg % sSiHEET D,

FE BRI PR PR BEREREMERE (RS AT FEME i e MEASU ) 1 )
W, 77V A~T (Efsrf#aiz) LT BREOKRELZEEL, 1
[5] 600~3,000mg Z B HE L L, FIBF G 2 ##%C 1 [[] 300~3,600 mg, LA
B 4 38 1% 8 3 Z &1 1 [1] 300~3,600 mg % SiHEHET D,

(RS EN)

[H vl
1. R SEHE RO K OSMENC I 1T A RIS ICBE T DB EFE s 3
2. ST RE T D R R UM 1T 35 1T D BEAT DRI oo 3
3. FEEGPRIEPRAABRIC BT 2 BRI OB IZ 31T DA DBEBE .o 3
4#%%%%% EFRBRIZ B 5 GBS OBEREIZ 35 1T DB DHIM oo 3
PERRBRIZ BT 2 BB B OB IZ 31T BT DRI oo 3
ai%%ﬂ?ﬁ%&@%@ﬁé%ﬁ%\%Wﬁﬁ%ﬁh%#é%ﬂﬁwm%ﬁmﬁﬁégﬁmﬁ%A
7. R R DE K OB PR Y 2 M B4 2 BRI ONTHEREIZ 31T DA DM oo 8
8. B I & 2 AGRHGEEICIRA TR & RN AR 2 8 A PEFH AR B K OERE DT oo 27
9. HWAEMA (1) VERIEICZI T DR E MM oot 28

2L XU AEEEIE300mg T L VA Ly T 7 —~ A RAH B REE



wp
A

(s 34— ]
BlEED LB,

2
2L U AEREE300mMg T L7 YAy T —~ AR F

41_2

fitr &



1. BFEXIIEROBRERONEICBIT 2ERRAECET 2 868%

FEHAR PR M PR B EREERE (aHUS) (X, ATl MARMEM/NIAFE (TMA) OFFREZ RTHRED H
b, BEBR AT DIRENERIGEIC X DB MR EAEREGRE (STEC-HUS) | Mk i/ M M 2R B
i (TTP) MO ZRME TMA (B R EE, JEUWE, AN, A Cra MR, EMEIES . HELLP JEMRE,
BRESZIC LD TMA) 2R\, ERESUIBRIEOMHAFIER T Ic L2 bl ERIN TS (T3
SRRV I R FREREERE (aHUS) 2984 A K 2015)  (FEMVRUER f P4 IR B iEfE e W e E R B 2
—AEENEN  AAREEY S, OB BARNIRES ) ) .

STEC-| 1o aHUS ZRETMA(E DD TMA)
HUS WAREHUS | RBEE FH B ik 5B BE

K1 TMA OLGEE aHUS OEE ( [FEIRBIEMMERBEERE (aHUS) 2| K 20151 XV 5(H)

aHUS (3RS R8I O BEIEMEALIC K 0 F8E L, Wit ., i/ MR o OV R4 % =7 e &
T2, BUE. aHUS IRJR3E L LT, & MRS 5 alsy (C5) 1Zxtd 5k MEE/ 7 n—F Afifkoxzr
URX~7 (EfaTHHz) BEHS TS,

AT, =7 VAT OEHOT I i it (EH 2R (Y27H KON S57H) K OVEE 85 & # Ik
(M429L J¢ Y N435S)) L7k MEE/ 7 o —F AHikTH Y | C5 IZHE L TEDIEERILALET 5,
KI L C5 DFESRIZE ) A b= R DT Y — AN THREEE L, AN Fe 244 (FcRn)
LAa L, BOMIRAMCY A 7 v Eand e, AT U X~ 7 & ik U CRRRIIRILE R 2 &
WV, ARFRTIL, ARIKIE 2019 42 6 AT TRIEMERIIA~E 7 1 BV RIE] OWIHE - IR TER STV D,
ARk, WEEF L, aHUS BFEZ x5 & L EBRILRRER 2 =0 L, AREOA MR OV 203 s T
X7l LT, EIRMBUEIR AR FIH A HAGR S AT o 7,

¥, MRS TIE, 2020 4F 6 H B, ARFEITRIEMKM AT Z v B RAE (PNH) (25 L CORE &K URK
JNTHAFE I TE Y, aHUS [ZxF L Tid 2019 4= 10 A 12 K[E T, 2020 4F 6 HIZERM THEB I TV D,

2. EICET 'R UBEICIIT 5 BE ORI
ARHGHIHNEL OCHHEIHEL O THY . WEICET 286 JRE S ThRY,

3. FERRIEEBRICET 2 BE R ORI T 2 FE O
ARHFEIHDRELEOHHAREIHRDL O TH LM, [FEERREIRERICEE T 2 & (IWIE&GRIRFIZRE
iEATHDEEF (([=L b Y A SERHE 300 mg) FAEREE (BFocES A 16 H) ) | #Hicie
AEREGE TR S Tunen,

4. FEERREMENERBRICEIT 2 BE R OISR T 2 FEEOHIK

ARG LEOHHREICRD DO TH L0, [FEERAREYEIRERERICBE T 2 &Rk 13 E&GR I
ICFHIE A TH D &4 ((T=v R I U A G ERE 300 mg) FaAREE (GfcHES5H 16 H) ) | #H
7= 7o BRI TR S AU TRy,

5. FEMMBICET 5 R OB TR 5 B E DB
AR TR B O FRLBEICAR B b DTl B 0%, TIRBRPRTEPERUBRIC RIS 5 BB IR AT

3

2 b Y ARIEHE00mg_T LY A v Ty =~ ARt E AW E



FHTHBHLE SN (20 b3 Y AL#HE 300 mg) FAREE (HRCES A 16 H) ) | B ist
BRRRIIFEH S TR,

6. AEMIEFIFRB KR OBET 200k, BREERRICET 2 BN N HEB IR T 2 BE OB
6.1 AMEFFRBRK OBEET 5 0HE
A HGE CHE S AU RERRRBRIC 31T 2 MLig ThARSEIR B . M C5 IR 2 R OMUASSEH LA DN 2 o HhFn
REDOWEEIWINEEARIF L F—ThH D 2 b, EWIRFIZREBR L ORE S 2 90 0TEICBET 2872728
BHIR M STV, MR ASRE 1 RIK 7 a~ N7 77 0 —% 7 NEEGHTE (EE TR : 1.00
uym) i35 H bR C5 AT aORIEE (E& TR : 0.0183 pg/mL) | & FHIAIEG A LK 2 O H 0
ITESIEFRIGEIC L 2 E e ST,

6.2 FRARIKHERER
6.2.1 EEEIEFES 111 /83 Bk (CTD5.3.5.25 K& (15.3.5.2.7 : RBRES ALXNI1210-aHUS-311 <2017 4£ 3
A~20MEHSWE S > A7 > (2020 45 7 A B A THkeT) )

12 LA E OB EAIARIGHE O B AN L OSME A aHUS B %550, REEFHIRNES Lzt &0
I EhRE L O F 0 st S,

AGRBR I 26 W [H 0 FHFEAT I e O 2 FE B Ofkfe e G- MM 38 4, ARFEORNE - R
LI, AlFFET D2 L & Ehiz,

#1 AEKoOHE - AE

K PIEIAE MEERS 238 (Day 15) LR
(Day 1) Jiih—+ b ali
40 kg LA _E 60 kg i 2,400 mg 3,000 mg
60 kg LAk 100 kg i 2,700 mg 3,300 mg 8z 1|
100 kg B4k 3,000 mg 3,600 mg

FEENREICOWT, MIEFAE T ZIREITIER 2D LBV TH Y, (KEXGHITHEKINICRHBELE 225
J:bfé?j(%fi% wu@%ﬂfcﬁf))’)f_o

£2 MEEEAIREERD aHUS BEICBY 2 METARE T 7EE (ug/mL)
FE
40 kg BA k= 60 kg Ki | 60 kg LA_E 100 kg R 100 kg BA &
Day 15 342.6+109.4 (11) 312.2+107.3 (39) 268.8+67.1 (5)
£ Day 183 612.2+333.3 (7) 492.3+180.2 (33) 549.4+207.9 (5)
Day 351 596.3+323.7 (7) 574.0£204.0 (30) 715.2+306.3 (5)
Day 15 3979 283, 3529 —
Eg@)\ Day 183 5439 374, 7739 —
Day 351 6889 434, 807" —

TEE AR GE B
a) 1HIORE, b) 2 FloREH
FIFIZONWT, AFEREZOMIEPIERE C5 IREIXZ, R3 DB ThHhoTo, WTILOERERXSIT
BWTH, MG HlEEE C5 R IIARER G2 X R T L, RBRII 28 L CIRECHER L7z, 7235, 60kg
LAl 100 kg AKiwio> 1 FlZFu T, Day 351 I Hrabs C5 R LA LS iE (50.1 pg/mL) ToH o7z
25, MELAEI D Day 575 (T3 1T 2 MiE H bRk C5 IR AE1E 0.564 pg/mL (KR L7,

D 5tk OB O 52 WA TE TR,
4
b b2 U R S 300 mg 7 VAT ;/y\|HJ_/?H7f1rTIAI\H“}| ==



#3 mEPEEECS EE 9 (ug/mL)

FE
40 kg LAE 60 kg i | 60 kg BA_E 100 kg A 100 kg BA £
B5ai 141.0+43.46 (11) 135.0+44.29 (37) 139.0+33.09 (5)
Day 15 0.10+0.07 (11) 0.14+0.06 (39) 0.20£0.08 (5)
Day 71 0.21+0.32 (10) 0.12+0.06 (36) 0.09+0.02 (5)
e 5l 5o
ay 127 0.11+0.14 (8) 0.10+0.06 (36) 0.10+0.04 (5)
Day 183 0.13+0.19 (7) 0.1120.10 (34) 0.09+0.05 (5)
Day 351 0.12+0.15 (7) 1.75+9.13 (30) 0.08+0.03 (5)
BB 1939 106, 1339 —
Day 15 0.072 0.09, 0.179 —
HAA Day 71 0.11" 0.10, 0.139 —
£H Day 127 0.05” 0.06, 0.099 —
Day 183 0.07? 0.06, 0.149 -
Day 351 0.042 0.05, 0.109 —

FIE R G20
a) ASEBGERTO M HiEEE CE IR, b) 1 FIORIEM. ¢) 2 BloREE
AR 16 GHEL) TR SN2, BHEIZIES . BRIERIR S 2moie, £,
ARIEDOTNENE R OS] & D AR BT bR Do T2,

6.2.2 EBEHEFELS 111 #H3RBk (CTD5.3.5.2.6 X 115.35.2.8 : RERE S ALXNI1210-aHUS-312 <2017 4E 9
A~20ERR BB 5 v F472 > (2020 48 7 AR ACRERT))

18 A OB EAIARIEHE (Cohortl) XiFx= 2 U X~ 7 CIH#EF (Cohort2) o AA AN KOS E A
aHUS #2581, AEE ARG L1z & & ORMBIEE R O 203 gt s hiz,

AR T3 26 ] O =R M & Oz 2 4F M Ofkfe s 5- 1M 235808 S v, AEO L - Al
F AR, SEEET A SN, =7 ) X~ 7 Tih#EH (Cohort2) @ aHUS B 1X, =27 U X
~ TIRA GG 2 A% (E 10 kg BAFE) X 3% (ME 5 kg LA E 10 kg Ai) % Day 1 & &
nie,

7E, FHTOBREIHE, KR 5 kg LL I 40 kg R O MR E ARG (Cohort 1) DO#RERE 4 Hi3
Day 71 £ COEL AT LIZRiR T, ARIEO I EHRE K OUfLIE P lFBErfi (4 C5 RIS\, Ak -
HENERG SN, YR RICB W TARENE G S 72 96 (RE 5kg LA E 10kg A : 2 5] (Day 71
YL Eo¥eh 1 4)) . K8 10 kg LA | 20 kg i : 5 5l (Day 71 LA Lo 52 i) MK OMAHE 20 kg LA 1= 30 kg
A : 25 (Day 71 LA EO$5- 1 B)) % kG ARIE DSB8 e OV T HBEpERfi (A C5 I 2 Mt L7z
fE S, RHEE 5 kg LA I 10 kg A TIA O X432 AT P AR E MRV MER Th o 7o, £72. Mg
rh A B R OV iR CE IEEE DS I 2 L—3 g vk, (KT 5 kg DAL 10 kg KT, AFEDH)
[ % 600 mg & L7=3560, Ik R ASSKIR B AN G BRI 238 L Cfhoo X3 & RIFEEE A>D 175 pg/mLY
VL cHEE T 2 LHEE sz, Mafiibnic &S & 2004 WH (IR E Skg BALE 10 kg Al 7 (2%
2 1A &A% 300 mg 7> 5 600 mg (S 4 &7z,

D A% OREERE O 52 AN SE T WS,
9 1 PBERE C5 BREEAR 0.5 pg/mL (%) BAFIC/2 5 & HEE S Uiz i shARL e,
X
(T2 b 32U R SEFE 300 mg A )
(BFRITAES A 16 H) )

5

2L b U R AREE 300 my_T LY S A Y T 7 AR R



F4 XEORE - AE

o EAEPEE Ry HimE# 5 238 (Day 15) LARE
(Day 1) Jiih=s b acalil ol
5 kg BA_E 10 kg HKimi 300 3#% 600 mg? 300 mg A 1E
10 kg LAk 20 kg K 600 mg 600 mg -
20 kg LAk 30 kg Kim 900 mg 2,100 mg
30 kg A _E 40 kg i 1,200 mg 2,700 mg
40 kg LAk 60 kg A 2,400 mg 3,000 mg 8z 119
60 kg BA_E 100 kg Ri# 2,700 mg 3,300 mg
100 kg LA = 3,000 mg 3,600 mg

a) A7 J—=27W Day8, Day57, Day 113 ) Day 169 ODAHICEKES&, AELOEEMFEOLEED
WRERETDHZ L &Nz,
b) TEBRBA 46 24 9115 300 mg A3 FI[EI ik & &, & D% AR 5 kg LA L 40 kg il O A IABH F 74159 (Cohort 1)
DOWEERE 4 B~ Day 71 £ TOEGEHET Uiz Byl Il S L7 RO S B HE K OV - lEBlEdd (4
C5 IRFEDOFRMTICH-3 & . FIEFHEAS 300 mg 2> 5 600 mg ICAEH S iz,
SEMENREIZ OWT, MIEFARIE N T 7IREIFR S KOEK 6D LB Thotz, KHE5kg LA E 10 kg &
il CAFKDOYIEI I EE LT 300 mg &5 SN/ gRE 2 RE . (KEXBICRRICRBEE 25 X 9

BRREREITRO NIRRT,
#5 WEAERRIEED aHUS BEICBIT 3 METAR S 78E (ug/mL) (Cohort1)

*E
5kg Pk 10kg BA £ 20kg A E 30kg A E 40 kg BL E 60 kg 2L E
10 kg K 20 kg K 30 kg K 40 kg K 60 kg FKiF 100 kg Fi#s
Day 15 | 57.99, 432"9 | 231.3+86.9 (9) | 199.3+25.4 (4) 142, 2179 — 4359
£4EF Day 183 19329 701.0£244.2 (8) |570.0£223.9 (4) |511.0+100.2 (3) — 4449
Day 351 — 672.74209.7 (9) |572.7+296.7 (3) 303, 623°9 6379 6399
Day 15 43299 — — — — —
H%ZKEHA Day 183 — 1,0009 — — — —
Day 351 — 1,0009 — — — —

S E AR GEAEIE)
a) WA EIZ 300 mg, b) WIEIHEIEX 600 mg, ¢) 2 BIOREM, d) 150 RIEH

#6 7Y X7 THEDD aHUS BFICBITAMETAK LS 78E (ug/mL) (Cohort 2)

HE
5kg A E 10kg 2AE 20 kg BAE 30 kg 2AE 40 kg LA E 60 kg LA E
10 kg ki @ 20 kg i 2 30 kg i @ 40 kg 60 kg A 100 kg ¥
Day 15 5559 3749 3159 3329 473.2+73.5 (5) 5139
4245 | Day 183 — 592, 8279 — 538, 6399 493.3+80.0 (3) | 393.0+20.8 (3)
Day 351 — 546, 1,0709 — 9129 564°) —
HAA DDay 15 555_"% 9 3749 N 31_50) — _ 5873 -
5 ay 183 592, 827 639 496
Day 351 — 546, 1,0709 — 9129 564°) —

TR RS GEAm IR

a) HARAWBRE DHTH-7-, b) Day 1 OF58ix 600 mg, c) 1 lDHIER,

d) 2 Bl HE i

FIFITONT, ARIEE TR 5% O HibeE C5 IREIIR 7 ROK 8 D LBV ThoTo, ik
FLEAIARTAIE D aHUS A TIE, WTFNOEEXZICEWN TS, MiF iz C5 A IIARE R 512 LY
KT L. RSB GRS 2 U Cifyi hadedE C5 IREDMEMETHERS L7, 7o, =7 U X~v T
B XD IERPLE L TWDBE T, AFEHETII= 2 U XA~ 7B AU 2 %I 2 g bt C5
TREED BH-I 28137 < BB 408 L TR THER L 72,

6

2L b Y REEETE300mMg_ T L7 VA T 7 =~ B RS HF A



F7 WHEHERRGED aHUS B BT B g 8E C5 B @ (ug/mL) (Cohort 1)

HEH
5kg XAk 10kg BA £ 20kg 2L E 30kg KAk 40 kg LA E 60 kg LA E
10 kg i 20 kg K 30 kg AR 40 kg Kiii 60 kg i 100 kg Kits
B & 1569, 13699 |117.7431.13 (8) |115.7438.11 (3) |142.2+48.15 (3) - 148°)
Day 15 | 1.00", 0.1299 | 0.19+0.14 (9) 0.18+0.05 (4) 0.12, 0.149 — 0.149
o Day 71 0.199 0.06+0.04 (9) 0.12+0.07 (3) 0.05+0.01 (3) — 0.189
Day 127 0.31° 0.05+0.02 (8) 0.0520.03 (5) 0.05, 0.059 — 0.11°9
Day 183 0.139 0.0520.03 (8) 0.07+0.04 (4) 0.06+0.02 (3) - 0.109
Day 351 — 0.05+0.02 (9) 0.07+0.02 (3) 0.04, 0.109 0.059 0.099
B 5-qii - 1739 — — — —
Day 15 0.12°9 — — — — —
AAA Day 71 — 0.064°) — — — —
£H Day 127 — 0.0399 — — — —
Day 183 — 0.029° — — — —
Day 351 — 0.033° — — — —
EYIE AR 2 GEMEIER)
a) ARFELL G E O MG P lEE C5 JREE, b) Day 1 OF¢ 5813 300 mg, ¢) Day 1 Of 581X 600 mg, d) 2 FIOREM, e 1HIOHEM
#8 7Y X<7 TIHEPO aHUS BEIZI ) 5 Mg P ERE C5 BEE @ (ug/mL) (Cohort 2)
HE
5kg MLk 10 kg BA E 20 kg B | 30 kg BL E 40 kg LAk 60 kg B |
10 kg K 20 kg K 30 kg i 40 kg A 60 kg K 100 kg i
B5a1 BLOQ® 9 BLOQY BLOQY BLOQY BLOQ (5) BLOQ®
Day 15 0.029:9 BLOQY BLOQY BLOQY BLOQ (5) BLOQY
o Day 71 0.0699 0.049 0.069 0.029 0.03£0.01 (4) 0.06, 0.079
Day 127 — 0.04, 0.069 - 0.04, 0.059 0.05+0.00 (4) 0.06, 0.079
Day 183 — 0.04, 0.059 — 0.03, 0.05? 0.06+0.01 (3) 0.06+0.01 (3)
Day 351 — 0.05, 0.079 — 0.049 0.05+0.01 (4) 0.0620.01 (3)
B BBl BLOQ® 9 BLOQY BLOQY — BLOQY —
Day 15 0.029:9 BLOQY BLOQY — BLOQY —
BAA Day 71 0.0699 0.049 0.069 — 0.029 —
£ Day 127 — 0.04, 0.069 — 0.059 0.059 —
Day 183 — 0.04, 0.059 — 0.059 0.069 —
Day 351 — 0.05, 0.079 — 0.049 0.069 —
EYIE R 2 FEMEIER) . BLOQ : & & T IR
a) ASHREE GRT o ML P EsE CE RS, b) AARABBREOATH o7, ¢ Dayl O#L5EIL600mg, d) 1HIORIEM, e) 2 FIlOREMRH
ARFER B AU LG FHUARTEHUR D G & I S VTERNIT W e o T2,
6.R T B FEOBI
REEF L, aHUS BFICH T 2 AREDOEY @ik OS2 oW T, LD X S5 IZ@H LT,
aHUS B 2 x5 & U7= 311 RABR L OF 312 3B Tlk. PNH IZFR 27K HE - & & RERIC, TRIFESHIM

Z LTIy g C5 ZHET L X 51
IR X 3B CRRRIICRIE & 72D £ 5 I R & 7]

. IREXSHI

< R

LT, ZOFER, Mg AR
IR BT, MG ERE C5 R IIAIER 51T X

v RBRI M 20 U TR CHERS L7z, BRIBA T © 0 i AR B K ML TS odFfE CEIRED Y < 2 L—

va ANHESWTHIRIARE AR LIZRE 5 kg LI L 10 kg A O (A EAIA

ARIBHE DYERE 1

BT

b, MEEERIIMOEEXS ) & RREOMEPATERE TH D Z & MRS, Mg C5 R
VIR 2 U TR CHERS L 7=,

B, BESNTIEFEIZIRY 235 2 &
WT, 2 L BARNERORICHRINCME & 7225 &9 e RE 27EIT

PErEIL, HREEE OB E TR LT,

=) NN

=
L%JAE'

U A

7

ERAYAIEC 2R VIAR

MEE300mg_ T LT Ay Ty —< A RISt

ARIEDIEWENRE K O T ) 212D
um &) %j/l/fcﬁ b”) 7‘_0



7.

e RO 20t & O ER PR Z 2RI B9~ 5 BRI DN 12 B8 1) 5 FE O BINE
AE R O BVEIC B DAl R & LT, [EBRILRZE I AHRER 2 sl S g sl (R 9) &

K9 AR OCREMIZEET D ERRRER OB

B | weEs e el Bk A2 A O SR A
%ﬁfﬁ] Ao ﬁwﬁﬁ?ﬁgﬁ@ iﬁ% 584 (EAA 34i) Day 183 ¥ T0 TMA 2%
e [ Conort 1 RKIEFTRERD | ot g oo 2
EBSEA | ALXN1210- ﬁf%;ﬂi;@ig FER 12061 (HAN 140) @i1z9}>¢¢>%wﬁim
#INFE | aHUS-312 a JERIR | Cohort2 (=2 U X~ 7 1as) 7 e
aHUS B¥# 10 ] (RN 4 i) ET) &2 L= K8E OFE

a) 4EMLLEORIEZ H 72 2 BORE K O ORI SEE L 7o EE ORIE O-2NE TER L7256,

7

1 EBEIERES 11 FB3RBR (CTD 5.3.5.2.5 K11 5.3.5.2.7 : RBRER ALXN1210-aHUS-311 <2017 4E 3

A 18 H~20ME 1A IR T —F v hA 7Y > (2020 48 7 H B Tk ) )

12 kLA EORRBLERIRTAFR O aHUS BF (£ 10)  (ABERFIS 55 15 ) EXf5ic, AIEOHFZhE

KOz etz e+ 2 BT Sl 3RS Mo B2 A A2 G T 14 D IE 41 fisk (EA 2 iz
TR ST,

# 10 TR - BROVEYE

< FEleBREH>
c LT OBRBREMEICES TMA BEERERZ2TED S
s M/MREBD : A7 Y —= U THBPXIER 7 U —= 7/ 28 B LN O f/IMREDS 15 T5/uL K
CYRMMERM : 27V —= FTHIBFXIE A7 YV —="7Hi 28 BUAN® LDH ESZEH#EME LR (246 U/L) @ 1.5 %84 E2>D Hb i
DNEEWR K OIS U= VBT
- BHEEE XY =V RBONE S LT F=UERS, 18 B ETIIEEMED E, 18 BRR CIXERIZIS U ARHED 97.5
N—k ¥ AL NVELLE
- BBEAEDOBS. BBREMIC aHUS OB AT 5 idaEiifRE 0B 5 hlis biFET 2 TMAFTRZRD 5
- SR TMA 2 RBLLTZREORS. 4 BULOFEHET S TMAFTRERD S
- IRBREK B 5. BRAARI 3 RN XUI A KB B BRI HEIERE Y 7 7L 2 B
- I8 AR OWREIIMARE Y 7 F U RO VIV U THE OB 7 F o288

< FEieBRAEUE>

- EEEARERER H D

s EHE 7 — A RRRIGM:

- STEC-HUS

« R UIB R ADAMTS13 RIBHE (F5H: 5%KTE)

« ANT I CREEE T RBICEET 3 B0 R EEEGER

- ZKHIBEE HUS

- 2EMEE GREE) . 28 ) F~ b—F R, HU VIBEHRAEBME UIH Y VBB ME G

o RIGHEDBUILAE

« MEREERATF

L. B MR, BERSUIFROBHEER S 5

« SRR TR L

- RBHIREFIC U T O AR IERER LB 2% 254
c 7 ) A= T i3 F O ORHEILER
cBERARESe T UEH, VY X ~T (EEFHEZ)
- MAEAT e,/ T SRS e
- IRRIEAN B 54 48 BRI LI OFEHT

AR TIL, 26 [ (Day 183 £7C) O LEFHMMIH & Ok 2 4 W Ok G- W 23 BOE S v, A

HOMPE - AT, £ 1LV, SEHET & SnT-,

Y YR S 52 WEMImSE T L2 WA,

» aHUS OAERIEBFRITH 1~3 61,7100 FATH D Z L %2 E 2, EhialfEME4 ZE L, Day 183 £ TIZA 7 < &1 50 ADFE
A HEZRE B He 3 D 72012, #9556 NOWBRE 258k 4 5 2 L & Uiz, AEFEUL, ZEMEEBR & HEEREE BN Ly ©
HbHEEZLNT,

8
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11 RE-HE

hE PIE & ML 238 (Day 15) LI
(Day 1) AR 5 HR
40 kg PA_E 60 kg i 2,400 mg 3,000 mg
60 kg 2k 100 kg R 2,700 mg 3,300 mg 8@z 1
100 kg LAk 3,000 mg 3,600 mg

IBBRIE G- s 7z 58 B (AARN 3 6) &fINLZEMEMITER L Shio, SEBREESHESN
7220 (WFHRBAMEAN) ZF< 56 1A Full Analysis Set (FAS) & &1, FAS 23 TE72 2 B 40 MHEfigtT ok 5
HHE N7,

FEFHEMIR OGN 7 F ( TEEFES) 361, [FEC) 241, NaBRFEMEHEE O Ol KO

NEBRETEMOHIE & 16 (TR BIEN) ) Thoto, EEFMBIMAEE T L7z 49 F4 6 A3k
Tt GHIRICRAT LIoA, 205 5 2 filidfkfe i 5B o G-anc il ( TEBREFTERMOEN ) KO

TBEBRE DO LI & 16 (OFRBSEAN) ) L, 25% 2 il &2 BR < Mk G o7 — % 71 v
A7 HETOHRIENL6 6] ( THEBRELGOR L] 4461, NEBRFEMGHEE) O OB KO 5
HIEEMOREE ) & 16 (OFRBAEAN) ) Thotz,

ARPEZOWT,  [Day 183 £ TIZ TMA E&FER (/M D IEHF L, LDH EOER (b, MiFs v
TFZUEDONR—AT A O D 25%LL EOIRTF) ZEERT LB oflE ) | TIREmIER L (i
/IRER O LDH EDIEFAL) ARk L7 #BRE OEIG ) . THh [ERN—Z T A 5 2.0 g/dL LL B
HMSER D BT BRFE OEIG ] KO TTMA STRFNEME TOHIM) X, R120LBY Thol,

#12 ERAPHEORER (FAS)

24
FH (56 )
Day 183 % TIT TMA STAKE MR LI MREOBE (0 [osoofamecny] | 30 [396.675]
TSR ER L LR OBl (06)  [95%{SHIK ] 83.9 Eﬁ'gj?“"”
LOH A ER L L BB ORE (%) [95%{RRK] 168 Tt ]
MEZ V7 F o lRR—RT A b 25%LL EiE LT 58.9 [45.2,72.7]
BHEBREDEE (%)  [95%EEKME] (33 1))
Day 183 ¥ TIZHKRFHIER L (/MR & LDH fEDERE{L) @kl 73.2 [60.7, 85.7]
WHE OB (%)  [95%SHEX ] (41 #1)
Day 183 % TIZ Hb fEAR—Z T A 55 2.0 g/dL LA E DR D Shi- 71.4 [58.7,84.2]
HEBRE DRI (%) (40 )
Kaplan-Meier $:12 & 5 TMA 5E2RFERE TOHM (B)
S 959612 4K 86.0 [42.0,401.0]

LEMEICOWT, 2ENICBT ST =28y 47 HETY OFEHELIT100% (58/58 i) K OREIE
X 34.5% (20/58 i) 1278 Hatlz, HARNEMTIX, AEFFRIT100% (3341 IZ5RH BT, »
TR HAEKE ORBEBERITEE SN, 2EMT 10% IR ONEAEFRIIR 13 0BV TH
V. 3HILLEICERD b BIVEAN T X OBfim (%5361 ThoTe,

O BB EIX, BT TS 6 AU ERBRICN—AT A1 U E2HE,
D 4 BMLL EORINZ &) 72 2 BIORIE R O ORI L 7ARE ORIE DR E TER LI- B4,
O F =45y AT BETORELGHMOPIME (R/ME, FKiE) %741 (06, 118.3) HTH -7,

9
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£13 2FEMATI0%ULIZRDONT-HEFS (REMFETIRER, T—F by b4 7HET)

Eoe il A AEH = 5il AAANEH
(58 #i) (3 #1) (58 #il) (3 %)
LHREFR 100 (58) 100 (3) B 15.5 (9) 0 (0)
YR 37.9 (22) 0 (0 _rEER 155 (9) 0 (0)
THI 32.8 (19) 66.7 (2) [Er 13.8 (8) 0 (0)
IEH- 31.0 (18) 33.3 (1) i 13.8 (8) 0 (0)
Bl 25.9 (15) 33.3 (1) & 13.8 (8) 0 (0
3l 25.9 (15) 0 (0 HEE 121 (7) 0 (0)
& I E 24.1 (14) 0 (0) B4 Y v A MSE 10.3 (6) 0 (0)
58, 20.7 (12) 66.7 (2) e 10.3 (6) 0 (0)
RGBS 19.0 (11) 0 (0) B SRR 10.3 (6) 0 (0)
I, PR 19.0 (11) 0 (0 VU Ry 10.3 (6) 0 (0
AIHETRE 17.2 (10) 0 (0 A RAA 10.3 (6) 0 (0
I8k 17.2 (10) 0 (0) FEMED EW 10.3 (6) 0 (0)
{E 5 155 (9) 0 (0)

MedDRA/J ver.21.0, 3&BiEIG% (GEBIHIED)

F—HA Ty MATHETIEENL 46 BuifiEtEs g v 79 2 461, BEENHIMY K& OOKMKMED R
JEWW (B 1) ) BOLNTEN, WTILE A L ORERMRIIEE SN, HANERCHEEEIT
Dol

PEMIZBWTT —# Iy FA 7 HE CICEEZRAEFS1356.9% (33/58 #) (2RO B (£ 14) |
S P L OB PESRBER B O KRG PE B Fa B 28 (% 1 41) 13ZEIWER & STy, IR iIEE 2 huegik
&U@@T%Oko&5¢klﬁotﬁ$$% . BEENHIML, B O R A i K OV gt i/
BB PESERER (% 1 3)) 1238 B, eI MBI PESEEER IXRIER & Siu7z23, iid)fdig ¢
HoT,

HARNEMTIZ, 7—% By bAT7HETIZ, EEREEFRRII 26 (BREREE, BMERREHR. T
%&wvyyh%%<%1wxiﬁ%@>>_Mbgntﬂ WIS ARE L ORBEBHRITIEE Sz,
TBRRIEDO P - [FIZE - - HEFERII R,

#14 EERAEFR (REMEINSER, 4%y b 4A7HET
54

MRAROEME 34)) . RIEES 3 v 7, REBYE. AERRLIMERSEERERCERBLIT (£ 246) . ERSEEERY:
B MR, RBEEBEEEA,. HE0E, BHk. BEERE, BEERBE, (L T7ATUF, k., MEEEK,
WHEE, S, BOILEE, BIBEEK, A7 buva®d AR, AMEEE, BEEEOE. REETRE, KBE, BRAE 8§
Ao, BMME BHEEREE, BREDIVE. BCAEEEnmugn, BRI RE. Stk n/ MR HERR, /MRS
. K. T, ERHD. FEMGE LD, Sk, %, BHIE BLE2 Y —F, EENMD, T2 EE, ERNE,
FORIE(E, AP, FEORELE, ERARAE, MKIE, MEREE, FERAA, BEE. SBEEGRIS, JRE vr s MEE, B
AR, oo VRN, MEERIE, £5Y Y ALE, BEREEDE O, BTARHL, EREEY 7, SRR RER

BRUBFHIREFH (& 14D
MedDRA/J ver.21.0

7.2 EBELLRSE 111 /B3B8 (CTD 5.35.2.6 K11 5.35.2.8 : RERFE S ALXN1210-aHUS-312 <2017 4E 9
A1E~20M% WA IBT7—%0y b7 > (2020 48 7 A KRR TRk )

01 FiliE TR IR B, ARRBEEANREA T, BAIRR, SVERER S E R R OWUIE DS TR DAL, R RS K O R & &
T\, IMEEERAEICBW T, RERERIC Corynebacterlum K O Day 6 |2 Candida lusitaniae 254 & 7=, Day 6 (ZHUMLE
3 v 7 Day 26 |\ZFE1C, Candida lusitaniae (& & 2 FEe 72 55 R I YWE I OY Corynebacterium (ZiEEK 9~ 5 1 7 — T VIR HE DS |
WUENE Y 5 v 7 OFEK EB 2 b, RBRIKIT 2 B 5 Sh, R&i&5 HiXDay 15 Th -7,

B0 LENE TR B M, ARBE AU Pseudomonas J& YL 25 fikie, ARFEDORNEIHE G-I KUE PR K OB 5 AN T T
W7z, Day 3 ZERMSiEMES g v 7, Day4 3BT,
10 AW R Lok, EMER AT —2 5 ORI OB, Day 92 [Z8HZEP M, Day 106 (2310, AR 3 BI%L- S ., Hik#H
HHIXDay7l Thotz,
W7l R, ARG PAA 3 B AN KMBIIR MARE S RE L, 1RBRIEE 1 B 5 S h/-23, Day 5 ICEBEERBME L HEShIE
Brep ik, Day 16 (Z3E1,
D YRS 52 HAMSE T L72WeA,
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18 A DA ABLEAIATEHE (Cohort1) Xid— 2 U X< 7 Cia#H (Cohort2) @ aHUS % (5% 15)
(FEEAEG R 23~28 fiI'Y ) ZRUT, KEOFEMER VLM ZHHT 2 BT, ShaxitFIEEm
FERFHEEABR DY B A% Brde 8 U [E 20 Mgk (EWN 2 fiisy) CTIFEh Sz,

#Fz 15 TR - BRI EE
Cohort 1 Cohort 2
- R EANAREN 2 L L7 YRwTE 0 BLUERESATVS
cUTOBRKREMEIZES TMAZL2TRD S « TMA Z&ERHC LDH [EDOEHEME ERLIE, B2 LT
s M/MRERA : 27 Y —=V THBHRXII A7 Y —= FoMEOREKEME EIRENE, /MR D BEEE TRREL
> ZRi 28 B DA O ML/MRERAS 15 B /pL K FTThHholZ L BPREMETRESIN TS
cEMEEN : X7 Y = AR XERAZ Y —=r | s A7 Y —= U TRIZU T OBRRREMEICE S TMA
Z'Hii 28 HLAND LDH E2FE i R MBI U7z 2R {E IR
St/ LR 15 LA LD Hb fERER R OISR Uiz « LDH EASEHE LR D 1.5 KT
B HELT o M/MREA 15 JF/pL Bk
- BHEREREE X7 Y — oV SBOME S VT F=VIE « eGFR %% 30 mL/min/1.73 m2 Bk
2. EERICIS U BYEED 975 X—k 2 A ERLE
- BREBREDOBRE. BBMEANC aHUS OBEREREZ A4 5 it EilH a0 Ak - AREEH#IC TMAFTR 28D 3
- itk. 3 HU EOFHET 3 TMAFTR AR 3
< IEBRIEEE B BAART 3 AN U AL SBBMRFICHIBERE Y 7 F L 2 B
CHRRE TV F U RO VIV UFE b BT I FL bR
« B — b A RBREE
- STEC-HUS
« KM IB R ADAMTS13 RIBHE (5H: 5%KTE)
«ang Iy CRFBEBTFREICHEET S HUS
- FKAIRAE HUS
- EFMEE GARIE) . &8 ) 7~ b—FT X, XidH ) VIEEHRBEIIR Y BT R

4 . ;
N

AR | | gt
R B N TR RO 5 5
BRI EL

- REHM I AT ORR AR UCREBE LT L HE
« 27 Y AT Z OO EH
+ SRR/ BHEEORE M SRR

AFRBRTIX, 26 8H (Day 183 £ T) O FEZEFHGMIM & U 2 4 Ofkfe £ G-I 235 & S 47z,
ARIEDORE AL R 16 TV SEET 2 2Lt &hie el =7 U X~ 7 TH#E A+ (Cohort 2)
® aHUS &1L, =7 U A~ 7 k&G0 2 % (RE 10 kg B ) % 3 % (KHE 5 kg LA
|- 10 kg Kiif) 73 Day 1 & &ii=,

#£16 Rt - A&
hE AEHE PIEES 238 (Day 15) LA

(Day 1) Jiih=+ 5

5 kg 2L _E 10 kg i 300 X% 600 mg" 300 mg 3B 1
10 kg LA _E 20 kg ¥ 600 mg 600 mg
20 kg LA_E 30 kg i 900 mg 2,100 mg
30 kg LAk 40 kg R 1,200 mg 2,700 mg

40 kg LA E 60 kg R 2,400 mg 3,000 mg 83&IZ 1 |
60 kg LA_E 100 kg K 2,700 mg 3,300 mg
100 kg Ak 3,000 mg 3,600 mg

a) A2 UY—=_7IF, Day8, Day57, Day 113 XU\ Day 169 DIAT|ZHS &, HEXR VR GMIFEOEE DO
MEREST DI SN,

TRBRBH AL )1 300 mg S HIEI &L & S 4L, Z DR IKTE Skg LA L= 40 kg At O AL IR 16%% (Cohort 1)
DOWERE 4 1~ Day 71 £ TOREGDRT L7 BB €I S 7= AZEO FW B HE K O i w4k C5
T FE DFFNTIZ IS & HIEIH &2 300 mg 7> H 600 mg (2285 Siv7z (6.2.2 B,

b

=

Cohort 1 [Z oW T, JEBRENE G S 21 6] (HARN 161) 2FI8 222N & Sz, 341 (F
JAR AT 35 1T A I EE DS A M L UE 235 72 S 720 2 L avHIB L7s 2 B R ONE B B & HIE S
7210 (TR BAEAN) ) ZBR< 18 12N FAS & &3, FAS N T7- 5 AT RE4EM & ST,

1) aHUS OAEMMBFRITA 1~3 #1,7100 TATH S Z & 312 RBROMBIINEBENEEND Z L EEHEE 2, EhurTiett x5
L. 23~28 NOWIRE 256k 5 2 L & Uic, AEFEUT, ZaMEf# s HEEEEOBRPOEY THD LEL NI,
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FEFHIHRE OF LGN 16 (BEFRR) Tholo, REIFHMIHIM A 52T Lz 17 F25Hke & 5 B I
BAT L. Mk G IR ok lix 161 GRBRETERTIC X 5HIW) CTholo, HARABEBRE (T IEEIE
WR o Tz,

Cohort 2 |[ZDW T, VBRI G-I 10 61 (AR 4 61) ORFIH FAS KO EMMTER & S
i, Fio, REINEEFMMM AT T L, ek G MBICBAT Uic, S K& Okt £ 5- 41
DT —H 7y 847 HETITHIEFITW o T2,

HEMEIZOWT, Cohortl (23317 % Day 183 % TIZ TMA 522750 (/Mo 1E 4k, LDH EOIE
WAk, MG 7 VT F = MEDOR—R2F A W I8 25000 EOIRT) ZERS LizwrgoEs) o M
R IERE AL (/MR O LDH E O IEH L) &k L7 #E oFlE ] . THb ERR—RF 1 )
5 2.0 g/dL LA EOEEINERD Lok OFIE ] KO [TMA ERZREMRE TOMM) 1. £17 0
LBV THoT, Cohort 2 IZEBIF HHERICOVWTIE, 7.R12 B,

#17 EREDEDOKER (Cohort1, FAS)

S5
ZH (18 #1))
Day 163 % T TMA AR E B LEBIEOHIE (o) [osowtmmeny] | 0 [224.956]
MRS ER L LB OBl (06)  [95%{2 IR 90
LDH A ER L L Bl oBIS (06) (959 (R 1K) 59 (5025861
M7 V7 F = ERR—ZF A b 5% E%E LT 83.3 [58.6, 96.4]
HREDEIE (%) [95%EHE KX (15 )
Day 183 ¥ TICMKFHEFE N (M Mr¥ Kk O LDH EDIEH{K) ZER L7 88.9 [65.3,98.6]
BHREORA (%) [95%ZHH X H] (16 %)
Day 183 & TIZ Hb fEAR—R T A 55 2.0 g/dL LA EDEMABRD Hh iz 88.9 [65.3,98.6]
WEE OBE (%) (16 f1)
Kaplan-Meier 12 X 5 TMA SE2REERE OB (B)
il [95%1SHEX ] 30.0 [220,88.0]

ZEPEIZOWT, Cohort 1 DF —# 1w b4 7 HETW OFEHLT 100.0% (21721 #) L OFEIEH
1% 47.6% (10/21 f3i]) |ZFE® H L7z, Cohort 1 DM T 10%LL LICRD N AEFRIIL 18 DL B
DTHY, 26 EICRO ONCRITERIZEILE 2F) OHTH-72, BARNER 1 HITRD LA
EEg Y R, EmEREGR . BRAE. A v T A oW, RIEEESS. Bk, L BiRL. AL
A ARG PERREIE, O A L AVENRBRZE . HiRERE, REEaRE, BME . ik, BEAmRE AR
&Fﬁiiﬁé&vﬁfkf‘% V. ZO9 BRI L O A mEREE D DNEIER & S,

Cohort 2 Cif, T—% v A7 HETY | AEFHELIT 100% (10/10 ) K OEIEMIE 20.0% (2/10
) _muesb%:hto HARNEMTIX, AFEFZIT 44 HUSERD BT, WTILE ARIE L ORIRERIZ
BES N, REMT2HL LIZBOONICAEFRITIRLVIDLEBY THY , 2410 LIZFEO Hiv-aEl
YERIZ 2o T2,

W BN ERE L, BT T 205 6 AL ERERFBICN—R T A U ERE,

19 4 AELL EOBIEE & 72 2 B ORE K OZ ORI I L 72L& ORIEO2HE TER L2 HE,
© F—2 gy bAT AETORGHBOTRME GR/MiE, BokfE) (3824 (1.0, 1106) HThH -7,
W F—29y NAT7BETOREHMO T RAE (B/ME, HKE) 12503 (494, 58.7) ThH o7z,

12
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# 18 2HEFAT 10% LI - A EHES (Cohort 1, AN SER., T—F by A+ 7HBET)

£19 2EFT2HULCEDLNEAEFS (Cohort2, REMMITHBRER, T—F Vv FAT7BET)

MedDRA/J ver.21.0, FEBLEIG% (BB

24 (2141 25 (21 41)

EHREER 100 (21) 5% 19.0 (4)
B 47.6 (10) b33 19.0 (4)

HEER 33.3 (7) BE 19.0 (4)
SRR 33.3 (7) R 19.0 (4)
g 33.3 (7) B g% 14.3 (3)
T 33.3 (7) Rk 14.3 (3)
JiEE] 28.6 (6) FRGERY 14.3 (3)
& I E 28.6 (6) BB 14.3 (3)
IR K 23.8 (5) v& DR 143 (3)
BIR 19.0 (4) SRRZ 14.3 (3)
ELL 19.0 (4)

24 B A& A£EH
(10 1) (4 #1)
LEEER 100 (10) 100 (4)
ERERY 40.0 (4) 75.0 (3)
0 e EEE R 300 (3) 0 (0)
FHE 20.0 (2) 50.0 (2)
U A VA ERIERS 20.0 (2) 25.0 (1)
EWHEE & 20.0 (2) 25.0 (1)
LHEERS 20.0 (2) 25.0 (1)

MedDRA/J ver.21.0, FBiEIG% (G&BUHI%)

FECHNIRRO Lo T,

BEMIZBWTT =2y MAT7HETIC, BEERAEFZIL, Cohort 1 @ 66.7% (14/21 fi) KO}
Cohort2 @ 10.0% (1/10 i) 12588 Hiv (3 20) | Cohort 1 O KHFEMERE MIE, KAZEHEMER LB %, Al
JOGEEL (% LB IZEWER & Sniend, iRTV TN b EE Th o 7o, FHHIEICE - T2 HFFGUL,
Cohort 1 TEIlJE7 UV —EEOEM (% 1) 235805, 209 LAMITENER & Sz, =tk
FETH- T,

AARNEMTIX, 7—% By MAT7HETIC, EHERAEEFZRIL, Cohort 1 @D 1] (7 A /L AYENHGH
REPTANVAVEBRGR) KO Cohort2 @ 141 (Mfidk, K& XK KO EXGERYY) (23D DAL=, W
THHARIE L ORRBERIIEE SNz, BEFILIZE-T2HEFERIL, BOLNRNST,

K20 EBELRAEFES (REMMFTHRER, 7— 2y F4A7HBFET)
74»x&%%%&0@ﬁ(%2%)\ﬁ%\74wxéﬁ§;\k%%ﬁ%mﬁ\k%%ﬁﬁiﬁﬁ\ﬁm\EmEﬁ
V—¥, B%. b MRIOAVRBYR, TAVARYE, DEDRKEE, B8, M0, Mk, SEX%k. BEE 2
FUANAEBE, . VA PAT R YA VKM NBS, W T, BIE, S SRR, B, R, T
51, REBBR OHHRE (% 141)

Cohort 2 | BB, MRRUIEXLE (% 14I)
MedDRA/J ver.21.0

Cohort 1

TR BRI 5 BE OB
7R1 FHHEIZONT

BMIE, 7R11~7R.14 ORFIEL V| aHUS BEICHT 2 ARIEOF I RE S, BARAERICE
WTHAMEITHIFTE DB XD,

7.R11 FEFLEHRIFRIGED aHUS BEIZBIT 3 FHEIC OV T
HREHE X, MRBLEAIARIGIR O aHUS B ICBIT 2 HMEIC OV T, LT O X 912 Lz,
aHUS 1%, A Be e i TS PEIRIC X D NS E IR & 72 0 | A, i/ MROEE, ik 0K
R 2 D RT, M/ MRIAE, TR BB REEN 3 e ShD, LEn-> T, ML EHAl
13
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HRIBIRD aHUS BE & 5f5 & L7z 311 Bk L OF 312 36k Cohort1 CTiE, [Day 183 % TIiZ TMA 52274
(f/MRER D IEF AL, LDHEO IEFALK OMMIE Y LT F = MEOX—R T A D 25%LL EOIKTF) %
BEAL L7 E OFIE ) & ERFHMEEA & L, Zoftus NI FIERF b (i O LDH O 1EH
fb) ZiER L7 oFIE] . [TMA SE2Z82hiEm E CoOMM] . THb fEOM) | &N of M)
HEHiHl L7z, TMA SE2ZEhIE, 4 BRILL EORIMREZ &1 72 2 [EORE & O ORI FE i L 72 EE OH
EDOENE TER LZBE & Lin, FHMESRIE. [TMASBEES)) 2 FEIHMEER & LTI L 7= 538
ThidTr ) A~ 7 OiFKRAE (C10-004 #5R® &Y C10-003 B ) 2551, 26 @M & Lz, 72
B, aHUS BFEEIM D T2 55 311 3R & OF 312 7§k Cohort 1 [ FFx HEER & L Tt
FEhii L, =7 ) X~ 7 OEEHEABR (C10-004 75k, C10-003 3Bk, C08-002A/B #A B2 % (X C08-003A/B 7
BR2Y) AR A S E LT 52 L T, REOFNEEZTE LTz, RKEL T ) X~ T ONEOEE

T DM FRIFENTIZSE G L TR, L L AR E =7 ) XA~ 7 ORITITENENZ LA TEIN,
aHUS [T ER S L A TGN S WEAICITEARRIET A Z L3202 2, TMA 52485

BN LT RE OFI G2 U A~ T ORI ED LT, KEORMEZFET 5 2 L1

AREL B 2T,

311 #Ea2? 2B\ T,

B VT F=UMEDR—RAT A Db 25%LL EOIKT) Z R L7=#i5E oEl4 )
aHUS B Zxtg & Li-= 7 U X~ 7 OliFKRAE (C10-004
EFOFEE THD T/ IS IEF L LT
[LDH fEAEF(L LIctrE oFlE ) KO TG 27 V7 F=fERN—Z T A )

1. 53.6% [39.6,67.5] (30/56 Bi) TH Y .
AR LRBREOHMESBD b (R21) .
HeBA DG |

5 25% LA EodE Lo grE oIS | TN
[Hb EAR—2F A 25 2.0g/dL LLEOHMATED LT #8RE OEIS ] &
FRER ARG & Hele L CL BRARAICHRE

% L 7= BRE 0ElIE ) |
W [TMA 522 788h R E CO M |
B IO RERITFRO N T,

F#21 18 Ll E 90 aHUS BEIZR T 5HDM: (FAS)

TMA 52

[Day 183 & TIZ TMA 522 %%h (f/IMRE O IE b, LDH fED 1EF b K OV
[95%¢15 #E X [4] ]

M8 = FYIE AL (i MREO% O LDH [EO TR L) 22

IZDOWT, =7 Y X~ 7 DK

AF (B3%) =27V R=7
HH 311 RBr C10-004 #Bx | C08-002A/B KBk | C08-003A/B 3BR
(56 #i) (41 %) (17 ) (20 #))
Day 183 ¥ TIZ TMA ZR2EH 2 2Rk L 1= 53.6 [39.6,67.5] |56.1 [39.7,71.5] |64.7 [38.3,85.8] | 25.0 [8.7,49.1]
HHREORA (%) [95%EH X RH] (30 %) (23 #) (11 450) (5 #1)
M/MRESIERE LI-88E DBEIE (%) 83.9 [73.4,94.4] |97.6 [87.1,99.9] |82.4 [56.6,96.2] |90.0 [68.3,98.8]
[95% 15 FE R[] (47 #1) (40 1) (14 1) (18 #))
LDH AR IE#HL L2 BREOHE (%) 76.8 [64.8,88.7] [90.2 [76.9,97.3] [82.4 [56.6,96.2] [95.0 [75.1, 99.9]
[95% S HE X [#] (43 #i) (37 f51) (14 f1) (19 1)
ME7 VT F 2 MERR—RT A b 58.9 [45.2,72.7] |58.5 [42.1,73.7] |64.7 [38.3,85.8] | 15.0 [3.2,37.9]
2590LL EiE LT RE 0HES (%) [95%fE 5 X ] (33 i) (24 1) (11 ) (3 1)
Day 183 ¥ TIZMEFHIEFL (fL/MREKkR O LDH fEd | 73.2 [60.7,85.7] |87.8 [73.8,95.9] |76.5 [50.1,93.2] [90.0 [68.3,98.8]
EHl) ZERLUCHREDEES (%) [95%EHEXM] (41 1) (36 ) (13 ) (18 1))
Day 183 ¥ TIZ Hb EASN—R 5 A 6 2.0 g/dL LL =D | 71.4 [58.7,84.2] |61.0 [44.5,75.8] |64.7 [38.3,85.8] |45.0 [23.1,68.5]
HIMARD b HEREDES (%) (40 fi) (25 ) (11 ) (9 #1)
Kaplan-Meier m;ﬁ;@%’g‘ﬁgﬁgﬁ%ﬁ TOBM (B los o 1420, 401.0] 113.0 112.0 408.0
a) A ML HBRTIT 120 Eawtg L Lz, BBRICEAAN bV ERIL 19 Th o7,

b) =7 U X~ 7 ORHER L H I,

18 18 LA E > aHUS BB & x4 & L= g5 i R3S (Am J Kidney Dis 2016; 68: 84-93)

91 7 A~18 m® aHUS BH & x5 & LB #E  (Kidney International 2016; 89: 701-11)

20012 %P Lo PT B0 aHUS BE 254 & L7z EERER ([ U U 2 S0 EE 300 mg) A @G E CEl 2548 A 8 H) )
212 %L D PT 320 aHUS B % k4 & L7 RS (1Y U U 2 08 HE 300 mg) sEAH5E CFai25 48 A 8 A) )

2) 311 B TIX 12 s B &G & LTand,

= N

14

U A R

BRI A AN DI IR 19 1 T > 72,

WEHE300mg T L VAL T 7=

|”J /\H fu

1‘4llrv



X, 77.8% [52.4,93.6]
nit%ﬁ) L H%ﬂir@ﬁfj %z))uu_‘ O LT (i‘% 22)
PelRE DEIG ] .

312 5k Cohort 1 Tl
(14/18 f5il)) TH Y |

SERFNEMRE CTOMM ) 2o\ T, =7 VX~ T DK
5 fcﬁ%/ﬁ% ntu@%ﬂiﬁi)”)flo

Day 183 & TIZ TMA 522N % A L - #BRE OFIE )
aHUS i Zxtg & Li-= 7 U X~ 7 OliFK#AE (C10-003
TMA ZEE2FNOKEE ThH 5 T/ MRS EF{L LT
[LDH fEDIEFAL L7 E oFIG ) . TIiE 27 LT F = EBN—Z T A D 25%
PRt Lok oFIG ) | WIS TR FRIER (b (/e O LDH EOIEF L) A i#ak L7z
WeBRE OEIE . THh EAR—2 T A4 2 d 2.0g/dL LLEOHIIATRD b= OEIA ) KO TTMA
FREBRARE & bl L, BRRAVICRIE & 72 5 &

# 22 18ERLAT O aHUS BEICBIT 58 (FAS)

[959% (5 #H X fi] ]

AZK (B&) =7V RA~7

HH 312 RBR C10-003 3Bx
(18 %) (22 %)

Day 183 ¥ TIZ TMA BRI Z B L - HREF 0FE (%) 77.8 [52.4,93.6] 63.6 [40.7,82.8]
[95%1E 48 X /] (14 #i) (14 41)

/MBS TEHAL LT giBE OBl (%) 94.4 [72.7,99.9] 95,5 [77.2,99.9]
[95%15 1 X ] (17 #i) (21 4)

LDH EREEL LB 0FE (%) 88.9 [65.3, 98.6] 81.8 [59.7,94.8]
[95% 5 X #1] (16 i) (18 i)

g7 V7 F o lERR—RT A D 25% ktkE LT 83.3 [58.6, 96.4] 72.7 [49.8,89.3]
BREOBE (%) [95%IEHEKXRE] (15 #1) (16 1)

Day 183 & TIZIMEEMIEFHIL (M/MRER O LDH EDIEF{L) % 88.9 [65.3,98.6] 81.8 [59.7,94.8]
B LEEBREORIE (%)  [95%Z3EXH] (16 fi) (18 #i)

Day 183 & TIZ Hb fEASN—R T A »H 5 2.0 g/dL LA E#gnss 88.9 [65.3,98.6] 68.2 [45.1,86.1]
DO EBRE LR (%) (16 1) (15 #)

Kaplan-Meier $512 & 3 TMA 52E&E=ER £ TOHE (H) 30.0 920
B [95%fEEXM] @ [22.0, 88.0] )

a) T2 Y A< 7 ORAREERIE P,

AARNSER (46 1B 52AMEEER 23D LE0 Thote, 1L HED 3HVTHE TMA ERR
IR b7 b OO, 2 FI TR FRIEF AL (/M3 O LDH fEDIEF (k) K& O Hb B
DUEHRPRD Tz, HARAN 3TN T bR EGHMGEFIC CKD stage 5 TH Y (9 6B, 1 BilidEHT
) | AR RBEEENEC TV Z Enb | BEREOUEE TITIEL Ko7 LEXA BN D, 312
Bk Cohort 1 @ 1 i, TMA 52&Rh A #Ek L7,

# 23 311 BB E O 312 Bk Cohort 1 1281} 5 A ANEMADEFMED#EE (Day 183 £T)

311 Bk 312 # g
MW | MM | MR E | g p

Day 183 ¥ TD TMA ZB£FE%) RIERR RIER RIER R

ML/ MREDIEH L =354 R HREERR R

LDH fEDE¥1L R EERR RER Rk

MEI VT F U BEOR—R5 4 b 25%PL EiksE RER RIER RER ERR

Day 183 ¥ TIZMKEMNERL (/MRER U LDH EOEFL) R R RER R
Day 183 £ T®D Hb EDX—ZF A VH & 2.0 g/dL SL #8400 AL FERL RIERL ERL
TMA 522 Z3hERE TOHM — — — 28.0 H

¥, BOFEIZONT, 311 RBRIZIB W TR G-R1 5 B PANIZET 2 Ehi L TV 72 i
2296 (HARANLHI) Thote, ZTDOHIBHLT—XH vy b4 7 HETIZEHEN N OBENL L7913, 248
[H17C 62.1% (18/29 ) TH V., BANTITBENT 2 HEEDL L7eh o 7o, ARIEE GBI BT 2 FEhi L C
WNIRDN o To R 2T B0 5 &  ARIEEE 545 1T BRAG & e o 7o 9BRE 1X 7 I (B AN 2 ) Th - 72,312
R cohort 1 123\ T, AREERIEIHEGRT 5 B LANICENT & 50 L TV 7o gBRE 1L 6 6 (HARAN L4 T
B0, Fh536 LI 461 (AARN LB 28BS EEDL U 7o, ARSI G- BHAAH BT 2 s LTV /e
o TR 12 B, AR G% LB a4 F2i Lo 72,
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HREIX, LT X 21225,

311 5B & OF 312 3Bk Cohort1 12817 % [Day 183 £ TiZ TMA 5242750 (f/MRE D IEH (L, LDH i
DEFAKLOMTEZ VT F = EDR—AT A 9D 25%LL EOIRT) &k L-#ig 0Fl4 ) 125
W, =7 ) X< T OREERBRRE L FRE Th o722 %05, MR EAIFRIGED aHUS BEICE
T ARIEDOFEINETIIFRFCE D, £7o BARNEFIEITMD TROENTWD Z L ITHENLE TH D03,
TMA Z2FENNEST=2DF 4 Bl 1 HIOARTHST2H DD, WTFHNOIEFNZ BT b MR A IE AL

(/MR EL 2 O LDH D EHAL) OUEME 580 Bz Z L b | fiRBLERIRIAE O B A A aHUS
BEICBWTHARIEOFNEITFTE D,

TR12 =27 VX7 0bAREITH Y B2z aHUS BEICKIT 52/ ONT

HEEH L, =27 U X< 7 bAIKICYI Y B 2 72 aHUS B#FICBIT 2 EMEICONT, BLFD X 9125
BH L7,

T/ ) X~ 7 IRFET O aHUS B3 2 x5 & L7z 312 3Bk Cohort 2 Tk, U1 2 BITHIRAZEE LT
D& HMERT DI MRS T A — 2 (/i LDH fE &% OY Hb i) K O eGFR (mL/min/1.73 m?)
O 254l L7=, Day 183 £ T fi/Mik#k, LDH fE, Hb &% Of eGFR OHERIZZNENIX 2~5 D &
BYThoTo, llx OHERE TR EEIFROONTZbDD, =7 VAT L AREIZYVEZ -
BOHWIMAE L T RLE L TR L, £, ARRUPEZ % LENIIER S iho T,

495
435
375
315

195
135
75
15
-a5

/v (109/L)

N
wu
wu
I T T TN T TN T O T T T T O I 1

08 15 22 29 43 57 71 85 99 113 127 141 155 169 183
(Day)

X2 M/t (10%L) OHeRE (Day 183 =T, 312 3Bk Cohort 2, FAS)

270
260 -

240

220 \'

200 -

LDH{E (U/L)

180 -

160 -

140 -

08 152220 43 57 71 8 99 113 127 141 155 169 183
(Day)

X3 LDHfE (U/L) OHAE (Day 183 £ T, 312 3Bk Cohort 2, FAS)
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17.0 4 - e -- -- ., L iili!iiIIii iin i
16.0 4o - B T R -- -- B

504 - e . - - - -

14.0 -

Hb{E (g/dL)

— T T T T T T T T T T T T T T
0 8 15 22 29 43 57 71 85 99 113 127 141 155 169 183

X4 Hbff (g/dL) e (Day 183 £ T. 312 3B Cohort 2, FAS)

JRRLT

0 8 15 22 29 43 57 71 8 99 113 127 141 155 169 183
(Day)

175 4

150 A

T -
~ (=3 N
v o v

eGFR(mL/min/1.73m?)
3

N
w
e

X5 eGFR (mL/min/1.73m?) D#tFE (Day 183 % T. 312 3Bk Cohort 2, FAS)

HANER 4 ) 128 AREOHEMEICHSONT, =7 U X~ T hbHAREA~Y) Y B2 7-1% D MR F
8T A —2 (fi/r%. LDHE. Hbf) M NeGFRIZTF—&Z v NATZ7HETLRELTHRB L, 24
[ & Lhifs LS AEBNIFED Sz 0yo 7=,

RS, JEGIEUIR OGN TS Z L ICHENKETH 523, 312 3Bk Cohort 2 IZB W T, =7 J X+
TNHARIIY) Y B 2 - B O MR ST A—%2 (g, LDH fE, Hb i) K& TOY eGFR 13 BR R
ZELTHRLELCHBE L TEBY ., BARAEN 4 #)) THLREEROBERAIRD LN LD, =7
U X< 7P O AR N aHUS BBEICEB T 5 RO AT T 5 252 5,

7.R13 BEERIOEMEICONT
EEE X, 311 3Bk % O 312 5Bk Cohort 1 D BEE W RN OAIEIZDNT, LLFO X 5 IZ# LT,
311 AR % Of 312 7R Cohort 1 (2351) 5 & 5 dill> [Day 183 % TIZ TMA SERZR%N & 2Rk L 72 Bk
FOREGI IR 24D LB Tholz, BIMHEFICH T HIEFENAR LN TND Z LICTHERLETH
DM, FEE DL THMENRS DHEAITRD Hiienoiz,
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# 24 BEEEN D Day 183 ¥ TIZ TMA B2 & ER LI-HREDEIE (FAS)

311 H B 312 3Bk Cohort 1
(56 i) (18 #1)
2 R 50.0 (1/2)
23U L 6 R 88.9 (8/9)
6 B 2L 12 Bk 80.0 (4/5)
LE 12 LA E 18 iR — 50.0 (1/2)
18 Bl L 40 Bk 75.0 (21/28)
40 B LA _E 60 BRI 40.0 (8/20)
60 mELA E 12.5 (1/8)
. B 42.1 (8/19) 87.5 (7/8)
ik 59.5 (22/37) 70.0 (7/10)
5 kg LA_E 10 kg Rl 50.0 (1/2)
10 kg LAk 20 kg Kit 88.9 (8/9)
20 kg PA_E 30 kg i 100.0 (3/3)
E 30 kg PA_E 40 kg i — 33.3 (1/3)
40 kg Ak 60 kg i 45.5 (5/11) -
60 kg BA_F 100 kg R 55.0 (22/40) 100.0 (1/1)
100 kg BA £ 60.0 (3/5) —
o . HY 48.3 (14/29) 83.3 (5/6)
Be 3 BlbiRi 5 B AN OB L 59.3 (16/27) 75.0 (9/12)

FERTIRN & R LT WIRE OBIA % GeaZh g REmEIE)

FAg X, BEE RO IEIZOWNT, EFEDBRON TS Z L
FEDEMTHBMEDH B 2NR < 22 ZHETEED ATV RN Z & 2 fER8 LTz,

7.R14 EHBREREOEHEICONT

HEEE 1T, RHEGREEORMEIC OV T, 311 B &L O 312

DX IICHH LT,

311 BB KON 312 Bk Cohort 1 OF —Z B v AT HETO [TMA 52827852 2Rk L -5 E 0 E|

~ i
THE

THOVERHLDL DD,

R Cohort 1 IZBIFHEIMENS, LT

Bl FRB5OLEEY ThHoT-, 311 RBRD 4 F] %O 312 3B D 3 T, Day 183 £ TIZ TMA 52478 D)
EBIER Lol b DD, KIEEEZMkGET 5 Z L1k TMAZE&FENCE 7=, £7=, Day183 £ T
IZ TMA S22 & R LT RE Tk, SRR OZMUE LT — % v A7 H £ TRERNEHE

FLTu=,

#25 311 B 312 3Bk Cohort 1 IR 2 EHIBEROAMM (F—% by hA7HE T, FAS)

EE 311 A 312 3Bk Cohort 1
(56 #i) (18 #1)
TMA 552200 % ik L R EORS (00)  [9596(E X M] A e
MBS E B L RAEORE (%) [959(F KR BT ] ]
LOH EXTHIELERBEONE 00 [sowialm) | 200 ok s 727,984
MEZ V7 F= Ul ERR—RF A b 25%LL EkZE L7~ 62.5 [48.9,76.1] 94.4 [72.7,99.9]
HREOBIS (%) [95%EHEXM] (35 %) (17 #)

a) FEEIRI O P R/ME, fcoKfE) @ 311 3BR1% 74.1 (0.6, 118.3) i, 312 Bk Cohort 1 /% 82.4 (1.0, 110.6) i

£7-. TMA ELZOFNER T/ . TLDHE] KO M2 L7 F =] @ Day351 %
TOHBIZZN TN 6~X 8 DLV THY ., Day 183 LIKICHKANCRIE L 725 X 9 7e K& 71k
FRBO b hoTc, TMASEREYO IFHEEE O 5 6, MK FRIIERb (M MrE% O LDL A IE

AL I U CBEREO IEFALNER SN D E TICES 2 ISRV 23580 b7,
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440 —o— 31154 5%

390 —— 312388

340

290

240

e

190

/iR ET(109/L)

140

90

40

015 29 43 57 71 85 99 113 127 141 155 169 183 239 295 351
(Day)

X6 m/RE (109L) O#HeR (Day 351 £ T, 311 3B K O 312 3Bk Cohort 1, FAS)

2,990 —
—e— 311508}

—— 31258

2,480

1,970

1,460

LDLE {U/L)

950

440
270
100

| N (N N Y [N Y N N Iy I N T A |

=5 —= = 3

T T T 17 T T T T T T T T T T T

T
015 29 43 57 71 85 99 113 127 141 155 169 183 23
(Day)

Y-}

295 351

X7 LDH{E (U/L) D#FE (Day 351 =T, 311 FRABRK O 312 3Bk Cohort 1, FAS)

420

—o— 31155
—— 312554

370

320

270

=& (pmol/L)

220

170

120

mFEZLT7F

o T S
) e A A

T LELEL T T T T T T T T T T T T

0 15 29 43 57 71 85 99 113 127 141 155 169 183 239 295 351
(Day)

| NN TN T N T [N N O [ N A |

20

o ——
{
1

K8 IMmEZ L7F=> (umol/lL) {fEDH#F (Day 351 £ T, 311 RBEAK 312 3Bk Cohort 1, FAS)

PR IS, Az RIS LR O EME T4 DA 2 & 2R L7,
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7.R2 REHIZONT

FEMEIE. T.R21~7R.2.7 DA ORER, PNH I 5 AMKDE G- L FERIZ, aHUS D2l 1niRIHE
WL, KDY R 7 FZONWTHHICEFRTE DEA - EEERAO S & T, BIREKEIRYEDZE
BRI L2 ERR & OEZ B> 72 ETORRENELS SN O ThHIE, Lathl ﬁ@ﬂ%k%z
%o £72, aHUS B A xR & U7 BRERER CRat S vz B AR NEGIEIIMD TR O TWD Z &b,
AAN aHUS B#FIZHB T 2 AED L MOV T, RERGERRAF IRV Tol Skt HRINET 24
ERHDHEEZD,

7R21 aHUS BHEZXR L LICBRRBRICEIT 2 HEFROBIRILICONT

FIEEH 1T, aHUS B 123t 2 ARFEDOZAMEIT DUV T, 311 #BR K OF 312 3R O OF ST DFEFUZ T
&, UTo LS IC@mA LT,

311 B K U 312 SRR DO PFAIATIC BT DA EFLOMEITR 26 DL BV ThoT-, BELAESS
DFBEE . BYE L CEERBUIEN S RO O, aHUS DOFIEL X— 2T A VIEOIRREN E
BThorml LICRNT 5 b0 EBEX LN, 7o, LT, 4 6] (WiErEs 2 v 27 2 fl, 85N
L CRBHBIIRIARIE (& 1 61) ) B BIR, WP b AR L ORRERITEE SNz, 2B,
AANEFEIID TIROENATND Z LICHET 2083 H 25 6O O, 2EM & ik U TR ERE S
IR HEAITFRD e o T,

# 26 UL RBREC IR RROFEFEITICB I 2FEFROME 0 (REMMBITRER)
24 Z NG|
(89 #1) (8 1)
HEER 100 (89) 100 (8)
BIER 36.0 (32) 16.6 (1)
EBREEFR 53.9 (48) 50.0 (4)
HEREIWER 56 (5) 0 (0)
BERINCE - HEES 45 (4) 0 (0)
BT 45 (4) 0 (0)
BYE 65.2 (58) 75.0 (6)
HERRYSE 27.0 (24) 25.0 (2)
Infusion reaction ® 26.0 (23) 25.0 (2)
S2EMICBNT 200 HICRD b - FEES
EItE 33.7 (30) 0 (0)
TH 30.3 (27) 375 (3)
Mg M- 29.2 (26) 25.0 (2)
6B 24.7 (22) 25.0 (2)
5 ML E 23.6 (21) 0 (0)
Bib 21.3 (19) 16.6 (1)
_EWRSER 20.2 (18) 25.0 (2)

MedDRA/J ver.21.0, FIEIA% CRILHIE)
Q) FHEMIR O Rl (R/ME, FekfE) 3. 497.0 (4.0, 828.0) H
b) MedDRA SMQ (ki) [7 )7 4 7% — k) KO RREYE] (2B Ihb 558 (272
L. (A7) RO TEEREERIN OERICHYT 5L EM<)
BRI, 311 B K O 312 BRI BT 2 2EMOAEFLOBIRIIZOWNW T, BEELRAFERES, K
%fﬁwiﬁﬁﬁ%fi%<mw%mt%®@ aHUS DIRFE L R— R T A UIEDIREENEE Th - 7=
WCERT D H0 L OHEEOHIHITHM X 5, £72. BARANEFIEIIMO TR TS Z LT
mﬁ#é% FIHHHb00, BARNEM & REMTRERER IV L 2R L, B, BYYEIC
SNTIE, REOBWMN BBV THEEWMESN TWAELTHLZ LB E L., FMICHRINLE
(TR251 M) .

20
2L U AEREE0mMg T L7 AL Ty —~ A ESt s E



7R22 =7 V) RA<=T7 LB LTIEAREDEZEMEIZHONT
REHIL. =7 ) AT Ll L ARSI HOWT, LD X HIZEHB L=,

311 &R, 312 M O 7 U X~ 7 O RaER (C10-004 35k & UF C10-003 7%) |2
HLORBRDIT, R21DEBY Thot, HEER,
=7 ) X~ T D
DENRMo T, Fe, 7 U X~ T OENEGE
AFECREEARIIZ R & 72 B A

AR (C10-004

Bk &% Y C10-003
HABR (C11-005) #kBa%Y ) DAkkE & DLkl
IO Lo T,

BIVEH, EELRAERG, BYESE
B Ebblr LT, BRRAIICE & 72 A AN
IZBWT Y,

F 27 aHUS BEEZXR L LIEAER VT ) X=7 ORKRBRICEIT 2 HEEROBE (ZEir i R4EH)

18 B E Y 18 AR

A3 Ty Y X=T A EY P E S

311 #ABx C10-004 3B 312 RER C10-003 35
(58 #1) (41 1) (31 41) (22 #i)

EEBREHE (H) 476 402 427 380

FEEZ 100 (58) 100 (41) 100 (31) 90.9 (20)
RHIVER 345 (20) 415 (17) 38.7 (12) 455 (10)
EERAETFR 56.9 (33) 46.3 (19) 48.4 (15) 59.1 (13)
EBREIER 34 (2) 0 (0 12.9 (4) 18.2 (4)
BEDIRIE-HFEES 5.2 (3) 2.4 (1) 32 (1) 45 (1)
BYE 63.8 (37) 73.2 (30) 67.7 (21) 86.4 (19)
EERRYE 19.0 (11) 48.8 (20) 32.3 (10) 40.9 (9)
Infusion reaction® 25.9 (15) 17.1 (7) 25.8 (8) 36.4 (8)

FEHE % GEBHIE)

B sHEE
[Z2OW\WT,

ﬁgﬁﬁl%ﬂﬁlﬂbﬂtﬂi/} FEEIT 19 ThH 72,
CHEENDESR (L, TIERE] RO TEERRERIG)

a) AFED 311 R TIT 12 5%l Lo sdge & L7=As,
b) MedDRA SMQ (M) (77 4 Z7F% v —Kis) KO IEMBUE )
DEFRITHEY T HFHER)

MR IT. aHUS HE 2 %5 & LR

7L LT, BURBICRIE & 72 D &9 e

BRI

EE 0 N5y (M QAVAI AN

7.R23 FHIIEOVCHE (BERSY) HOFEFERIZOWNT

HEEE 1, Flnl O E (KEXS) MOAFEROFEBRIUIOWT, IO LS ICHB L,
@© 4EHEp DL AL

ZOWNT

BT DAEEFRZROFEBRIUIZ SN T,

LR LT,

Az s ) X~

311 RN O 312 RO MITICB T 5T — 2 v b A7 BETO, KREDOFEMRBIOFEFEL O
FIR 28D LB ThoTo, BHDEMICH T DEFEDROLNTND Z LITHERLETH LN, F
EX T L 0 AEFEGOBBURDUCIIE L 725 X 5 B mIEBO b2 ho T2,

# 28 311 RBRR O 312 RBROHFEFRITICRIT D
FWMBOFEFZOBE (BREMBIARER, T—F vy vFT7HETY)

2k 6 Mk 12k 18 2L \

2RI | cmkm | nmkw | wmAm | smkm | Rk | BB
(10 ) (7 1) (10 ) (49 %)

FEER 100 (4) 100 (10) 100 (7) 100 (10) 100 (49) 100 (9) 100 (89)
EIVER 25.0 (1) 40.0 (4) 42.9 (3) 40.0 (4) 36.7 (18) 22.2 (2) 36.0 (32)
BEEREEFR 75.0 (3) 60.0 (6) 57.1 (4) 20.0 (2) 55.1 (27) 66.7 (6) 53.9 (48)
EEREEA 25.0 (1) 10 (1) 14.3 (1) 0 (0) 41 (2) 0 (0) 56 (5)
RYE 50.0 (2) 100 (10) 71.4 (5) 40.0 (4) 61.2 (30) 77.8 (7) 65.2 (58)
S R 50.0 (2) 50.0 (5) 28.6 (2) 10.0 (1) 18.4 (9) 55.6 (5) 27.0 (24)

Infusion reaction® 25.0 (1) 30.0 (3) 42.9 (3) 10.0 (1) 245 (12) 33.3 (3) 25.8 (23)
MedDRA/J ver. 21.0, ZEB1EIA% GEHHIED)

a) AR O TR (oM, BRME) 1%, 497.0 (4.0, 828.0) H

b) MedDRASMQ (Fgk) 7 )7 1 Z %> —Uk) KO EBUE] 12

DEFRICEL T DFERZIRS)

® HAA aHUS 3 34 (6, 8 RUM3Lik) x4 L LIcENER

H) )

= N

21

U A R

SN ER (22

B (YU ) 2R #IE 300mg) FRAHEH

WEHE300mg T L VAT 7 —< Al

U, T ERE) O TE S 70 5 )

‘J /\H fu

(ER 2548 J1 8

<‘<|1rf



@ HE (KEXS) BOREMECONT
311 #BR K O 312 AR ICIR W T, RO A BIIEFEXDHNICHRE SN (R 11 KUK 16 2]) , 311
ﬁﬁ&@mzﬁ%@ﬁQMﬁl‘757*5ﬂ75j7ﬁif@\ﬁ%@%%(WEEA)%®ﬁ$$
SOWEITR 29 DEBY THY, KEXDZIZE Y AEFROBBUIRBUCHIE L 722 K5 e i35
Lo Tz,
#29 311 HABRK 312 RBROPFAAITICEIT D
FEOFE BERY) BIOFEFROMUE (REMMBTHRER, T—F by b4+ T7RETY)

5kolll | 10kgBlE [ 20kgPll | 30kgBhE [ 40kg Bk [ 60kgBLE [ 000 oy
10kg i | 20 kg ik | 30 koKW | 40kgRili | 60 koKW | 100 kg ik | P

(4 BY) (10 #1) (4 &) (4 #1) (18 #1) (43 f1))
FEFR 100 (4) 100 (10) 100 (4) 100 (4) 100 (18) 100 (43) 100 (5)
EIER 25.0 (1) 40.0 (4) 50.0 (2) 50.0 (2) 22.2 (4) 395 (17) 40.0 (2)
EERAEER 75.0 (3) 60.0 (6) 50.0 (2) 50.0 (2) 50.0 (9) 53.5 (23) 60.0 (3)
BEEREER 25.0 (1) 10.0 (1) 25.0 (1) 0 (0) 0 (0) 47 (2) 0 (0)
RYE 50.0 (2) 100 (10) 100 (4) 75.0 (3) 55.6 (10) 58.1 (25) 60.0 (3)

HERBRYSE 50.0 (2) 50.0 (5) 25.0 (1) 50.0 (2) 22.2 (4) 20.9 (9) 20.0 (1)
Infusion reaction® | 25.0 (1) 30.0 (3) 50.0 (2) 25.0 (1) 27.8 (5) 23.3 (10) 20.0 (1)
MedDRA/J ver. 21.0, #EHI 5% (CREHIE)
a) FHMmMIEOFIE R/ ME, foRfE) 1, 497.0 (4.0, 828.0) H
ek, 28 HFIH LHIFR—RAT A VEEOERENRFATHDL-H, GH TN
b) MedDRASMQ (B&%) [7F 7 4 T % —fUs) KO HREUE] (CHBESNHFS (720, TEEE KO TH
BRREIERIE] DERICES T HFLER)

AR, 311 #BR K O 312 FBRIC I IT D AEM R N OASKD FHER] (KEXH) OFEEFROFILR
PUZDOWT, BERIIZIIE & 725 & 9 72l mIEB O b TV enZ & 2R LT,

7R24 BRHBEROZEMEICOVWT
311 RBR L U 312 WBRIZH T B B G RFHIBI O A EFROFBURIUIR 30 D LBV TH Y | AKOES:
W O RIMEIZAE DA F RO T DRI HisinoT,

30 311 BV 312 BEROGEMITICRB T 2R EFHNOEEFROBME (R R4EH. Day 350 £ T)

Day 1~14 Day 15~70 Day 71~126 Day 127~182 Day 183~238 Day 239~294 Day 295~350
(89 ) (84 #1) (80 #1) (77 %) (75 i) (72 #51) (72 41)
FEFR 74.2 (66) 83.3 (70) 78.8 (63) 71.4 (55) 46.7 (35) 50.0 (36) 40.3 (29)
EIER 12.4 (11) 17.9 (15) 15.0 (12) 13.0 (10) 8.0 (6) 1.4 (1) 1.4 (1)
EELAEHES | 157 (14) 26.2 (22) 13.8 (11) 10.4 (8) 8.0 (6) 2.8 (2) 42 (3)
EBEIEAR 1.1 (1) 48 (4) 0 (0 0 (0 0 (0) 0 (0) 0 (0
RYE 24.7 (22) 21.4 (18) 31.3 (25) 26.0 (20) 16.0 (12) 19.4 (14) 12,5 (9)
EERRYE 5.6 (5) 95 (8) 5.0 (4) 39 (3) 1.3 (1) 42 (3) 1.4 (1)
Infusion reaction®| 6.7 (6) 6.0 (5) 5.0 (4) 52 (4) 2.7 (2) 8.3 (6) 1.4 (1)

MedDRA/J ver. 21.0, FEBLEIA% GEHHIED)
a) MedDRA SMQ (Bak) 1777 4 7F v —FUk) KO HEBUE) 2S5 (20, TIEEE) RO TEERZIENKG)
DEHRICEYTIESRERL)
R, 311 BB KON 312 BBRIC BT 2 RIEDORFHBI DL 2>\ T, RED R G O RHEIC
PENEEFLBEINT DMEM 72N & 2R LT,

7.R25 HERFEBRIZOWVWT
BRI, ARIEOBATORMN CTEIZBWTEKRAZEEHA L L CEERE SN TW D ELE LI, LIF
DR EIT > T2,

7.R.251 BEERERIVE K NZ OO RREE
HEEE X, BEIESS B RYYE K N DM O RYUE DFEHFERICHONWT, LFDO X H I LT,
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311 ABR LU 312 RBR TIL, AHKOBAGRDOYRE « 21K (PNH) KO=2 U X< 7280 5 BEER EF
Y03 D 2 RRRICEE-D & | TRBREEB G- B AART 3 A LA I 5-BlAARE OBENR L 8 U 7 F L Hfd
wAE L, BRI DO H 5 aHUS BRI LT, E£/o, =27 U X~ TICBI 2 ReXRRICE
SE 18R FOWBRE X I RERE T 7 F Lo M OA 7NV RO 7 F o O 2 VWHEE LTz,

311 ABR M O 312 RBR Tl BEIER RERYYE TR G- tz, £72. FIRUKGELME, PNH B#& %
X5 & LT ARIEOWRSMER IR TR C 1 61 OSSN B 2 C 151 OB IS IR G E AN s STV 5 08,
[ N O BRI FRBR M OV IR % D Z2 MG HIC I  CL BURERUE TIT BB B4 B o0 UM 1 I S T
QAN

311 R KL O 312 SRR O PEA IR (T — X v b A7 H E T IRV T RYHERE O A E 35T 65.2%
(58/89 f5il) . EFE/RKYLIEIT 27.0% (24/89 il : ilide (5 H) | KEK, RKIGEMEERLBER. Bk,
A VAVER G, KBRS, BUIEYES 2 v 7 ROYREKEGE (% 261 . A S AT e oA 28N
2. EPRHEARBIER YL R MR B . RIBEMEREIE, BEIE, =% VA V2 BIBR. HLE
Y, b PRI A VARG, BYMERIGR . A 7 JEEK, AR SOERY. IR
IMAE, &Pk, 27 ba 7+ F A, ERGERGE. UA VAERR D A L AERIEZR (% 1
B ) RO BN, ZDHH, KIGEMEE LB R LK OKREEMERE A (& 160 XEWER & Sz,
BRIV B IEE Th -T2, 7ok, BARAEMNIC O TEE R EYYEIT 25.0% (2/8 i : 71 /L AV
AR L NI A VAR 160 ) IZRD BN, WL ARK L ORBEBERITEE Sz,

kgL, aHUS B Ik T A RO B G2 H 7= > Tk, AIEDOBEAZROWHE « 2158 (PNH) KR/
R TR DEEREK L FRRIC, WA SCEICB WO TSR BIRYE, RERE RO 7 v W
JERYE T DIEEML 2 D E0OMY R RE#BECOILERHDH EEZ D,

7.R.2.5.2 Infusion reaction
FZE 3. Infusion reaction?? |2 oW T, BLFDO L 523 LT,
311 B & O 312 FRAERIZ IS 1T 5 infusion reaction 1X, 31D EEBY TH-7T-,

# 31 311 REAK N 312 RBRIZIIT B Infusion reaction? (ZLMMBHISER., F—F by hFZ7HETY)

311 #Br 312 B 311 # & 312 # g
(58 #i) (31 B (58 #1) (31 %)
4 infusion reaction 25.9 (15) 25.8 (8) SEREE X 1.7 (1) 0 (0)
b 8.6 (5) 12.9 (4) g 1.7 (1) 0 (0)
K REUE 8.6 (5) 3.2 (1) So 5 L/ MR YRR 1.7 (1) 0 (0)
JBBUE 34 (2) 0 (0 EXQu Ay 1.7 (1) 0 (0
HEALE S Bt 34 (2) 0 (@ BN 1.7 (1) 0 (0
MR EBRES 3.4 (2) 0 (0) RE RS 0 (0) 32 (1
7 U —iB% 1.7 (1) 6.5 (2) BB R 0 (0) 32 (1)

MedDRA/J ver.20.1, FEEIS% (EIHHIE)
a) MedDRASMQ (Bi%) 7 )7 4 7% —KIG) KO NREE] oI ndFE5 (2L, TERE KO THEER
KGRI DEFRICEL T D F5 5 RL)
b) FEAGEAR O (/M. e RAf) 1%, 497.0 (4.0, 828.0) A
ek, METREMEICEEY T 2550384 (FHmiHIE 4 4, IRIGIERE, DEMEAR. b PRIE X ONR & & U
FHE (K16 ) BOLNEN, WINLIEERETHY . AKEEDORREEMRITIEE SN, EERKE

FOSHERD B2 oz,

2 MedDRASMQ (flsk) (77 4 T F T —t) LY NREUE) IChBE S HSg (720, TMEEE] RO TEEREBK
IG DERICELTHELRERL)
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PbEX Y, KIEOBEAZEOLHEE « 215 (PNH) OEKRABRICBIT 544 & g LT, Bk ERE s
RAEMITERO b olz, Fi2. HRNEFEIIMBO TROLN TWAZ LICHETANETIHD B
DO, EEM L L TR ERE & 72 TR bz o7z,

HEREIE, 311 5B M OY 312 BBR 123 TR B 7= infusion reaction B DO F EHFHIZOW T, PNH O
BRARREBRICI T 2 2Rt L ik LT, FRERIBEE 725 X0 REBIAITERD DN TWARNT & 2 s LT,
722U, BUTOUM SCETEEMRE L T\d X 512, aHUS (28 T b infusion reaction (2D THEE N
WETHDLEEBEZD,

7.R2.6 PIARFUER CFFGUEIZONT

HEEE I, AEEZ G L & & ORISR K OHFHUA DO FELRIUZ DWW T, LIFO X 2 IZ# L
77

BB T T —F Iy b A7 B & TIIAREEGIZ X 0 JimBUREE & 7o - BRF 1L LB THh -
=08, UMM < . SR ENRE K ORS00 Bl DN L B~ D BT DR Do T, Rk
M TH -7, 312 RERTIE, T—X 0 v b4 7 B & TICARIRE G L 0 ITHEERW AN & 22 o
TR E TN R Do T,

BEAEIE, 311 RABR M OF 312 RABRIC R 1T D HUEMPUR D FEIEIGIR < | BRI THEMHUR DAL D
AE R O 2PEIC R E < %ﬁ’iﬂ‘féﬁﬁ IBDHLNTNRNEBZZ D,

7.R27 BIEBRFHROLZEMEERICONT

FHEEH 1L, ARFEDOELEIR TR DL EMEEHRICOWNT, LFDO X D IZHPI LT,

AFED T O IR L MR (PSUR, Fi4A I - 204 BA IR o4 A lH) T
WA TR PNH Oip3E L U CRANCAR SN2 B (EBSFEAER £ 2018 47 12 A 21 H) LARRICHERE
ENTRWERICET 2L T — 2 RNEENTWD, REOMITORTELIFE, 4% PSUR O
FCoORFER L, At CH Il -FLHE SN, ZhE T LNBRRBRICE T 27 4ek
T8 NI K ST R DLV T — 2 2Rl L 72 R . AEO LBV 28 R
RO LIRS T,

MG IL, RIEOY)RIEFEZ OENIM BT 5 HIERTEH% O L EMEFERIZ OV T, TR R TIIZEMET
RIEE 2D KO BRBRITBOOLNTWARNWD L 2R LT,

7R3 ERRANLES T R OBRE - ZIRIC OV T

HEEF I, ARIEOERRIIMER T R OSIEE - 2hRICHONWT, LUFD X 5 IZ# L7z,

ARFTIX aHUS I 23 YEEE LT 27 VX7 RNHNLNTEY, KL, =27 U X<7 LH
£RIZ, C5 J*ALT%OD/%TMK%EBHE?“%S = Mlﬁ{*/ Ja—F PR THY , =7 U X~ TITHARTHH
SR < . Dayl, Dayl5. LA 4 8 X% 8 kg CHARNIEE 592 Z & T C5 ILETRIEN Rl 35
EEZBND,

BIfE, AFRTIE, aHUS IZoW T, TR MR B e iE e (aHUS) #2947 A K 20151  (FF#Y
WL PE R BRI RS E B B S, — A EAN BRI S, AftHEN BANERS

2L U AEREE0mMg T L7 AL Ty —~ A ESt s E



2 fh) 1T, UTFO Xy ICEHIN TV,

o aHUS O : ERMEOHEBEE A2 & LT, 2015 A THI L TW5 7 #Bis 1 BE
Bl . T#ERMED aHUS & LTHL H RF-HuiRBRER ) Ux TTMA 2% L STEC-HUS, TTP, k%
TMA BEER T, BERMOJRIKE R T 2RO O 72 W AR B aHUS 235561

o [ERICEIT D aHUS O W : TMA @ 5 5 STEC-HUS, TTP, —Wk#E TMA (R E, RYE, 3K
AME, B CfoE s R IS HELLP JEWERE, BAERSIC L D TMA) & RS L 7= Ml (B8 HUS,

STEC-| 1p aHUS ZRETMA(Z D DTMA)
HUS WHBEHUS | R#EE EH BR MR £E B

K9 TMA OLG¥EEE aHUS OEE ( [FERBIEMMERBEERE (aHUS) YA K 20151 XV 5[H)

311 B K O 312 BBRICB W T, AN REHN TR1IBR) | ZEMIIFRTREEEZ N
2Lt (TR2ZH) o, RIEOHFERNRE - W4 [FEMAVR M MR B EGERE (AN TENE TMA) |
LT,

MR, T XL HIcEZ 5,

BLIRBR L UB12RIC IV T, AR & (TRIBM) | aHUSIZ 4y 22 i & #roERT O b & T
AEPEG SNBHAITI., REMLHFRRELEZOND L (TR2BIB) 1o, AROEG 5%
aHUSERFT & 975 Z L I3 L2 720,

7R4 R AEIZOWT
7.RA41 AEORME - ABIZOWT

HEs# I, REOME - ARICHOWT, UTFO X9 ICHA L,

311 FBR M OF 312 BABR Tl PNH IZf2 2758 L - & L [FERIC, AR 28 L T+ C5 i
ETLHEOE, REICESHE - HEARE L (32 ,

# 32 I FABRERVIRARICBIZIAEORE - AE

o AEA& PIE#S 238 (Day 15) LA
(Day 1) A= #5-HR
5 kg 2L _E 10 kg i 300 X% 600 mg"® 300 mg ASEIC 1]
10 kg BA k20 kg RS 600 mg 600 mg -
20 kg LA E 30 kg R 900 mg 2,100 mg
30 kg LA E 40 kg R 1,200 mg 2,700 mg
40 kg PA_E 60 kg FKini 2,400 mg 3,000 mg 8#IZ 1|
60 kg 24k 100 kg R 2,700 mg 3,300 mg
100 kg BA E 3,000 mg 3,600 mg

a) 312 B TIFAY U —=" W, Day8, Day57, Day113 2 (* Day 169 DIRE IS X, AEKL OS5
DEROEGERET 5 & & &Nz,
b) IBBRBIAA S 1IE 300 mg S FIE A & S, £ D% IKE 5kg LA 40 kg Al ORI RLEHIRAHE (Cohort 1)
DR 4 Fl~D Day 71 £ CTOREREKE T L= BECEM X 7= AR50 5B e K ON i sl i C5
TR DT IC S & . WA A2 300 mg 225 600 mg ICEH Sz (6.22 BH),
311 RBE KL O 312 ARERDOFE R, REOFIMEITREIN (TR1 S, ZEMITFAREEZ LN
(7.R2 M), 7. WEBRIAM A @ U Ci i bzt C5 AR 0.5 pg/mL K TH 7= (621 £ 3
KN 6.22 £ 8~9 M), HAMNEFEIIMD TROHINLTWNDZ EICHENMLETH DD, HANEH

(2B AR O aNEE, R OB & LN THRRIICRBEE 22 K5 R RERERITFEO O

%) CFH, CFI, CD46 (MCP) . C3, CFB. THBD. DGKE
25
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ot (TR1IKNTR2).,
PLEXY ., KEOHRGFEHE - A&, 311 B LN 312 RERICHE T TR E LT,

X, LTk 212525,

311 AR KON 312 B BRDOFE R . AIEDOAIMEIT RS (TRLSM) | aHUS IT+53 72 5l & £ [ Al
D & TRENELEINDRY , KEOZEMITHRAEEZE2bNLZ 200 (TR2EH) | A¥ED
ik - &7z 311 BB OV 312 BABRICHE L CRRIET 5 2 LITE LA RV, Zeds, 311 il & U 312 3K
BRIZEB\N T, MEASHA VT BT REEURS M 2 1T L 72 BRSO RO F AT T 2 TN 2 &b,
KRIEOHFTHER OIS A I 7 OMIMEZHMT 5 Z LB TERY, LER- T, BIFFE TR, B
FSCEIZIWN T, ISEASHA S I RERS S R R A AZHA L2 12 0 ARIE DA ZMMEDME T 9 2 TR &
LEEEBMET S 2 ENEY TH D, MFEASH ST RESRS A R MU A R O AR O H B K O
LA I TIZONTL, BlERE . EWNAORIERGER T T 2 1F ORS00 & HWAE &
AT BB TR 2 B B D,

7.R42 FERFEDOHIBTIZONT
FEEE 1 ARIEIT 03 D VR BUS A 72 W6 O AR G- i IE OB DWW T IR O K S IZEA L7,
311 ABRIZF\V T, Day 183 £ TIZ TMA 522288 Z A L7 #5RE 30 D 5 5. 19 il CEHERE DL
ERROONTN, <6 W ARRTEBRENIGELIZZ 0D, &IK6 7 AMES L TAREDHL)
PEZHWT HMNER DD LEZ D, T2, TMAITHRIC L > TRIIBASEOEE 2ifarfEE L TIc
ELHAREMENH DT, BEME A OREIZL ) REHOREEZBRGT 5 EDBMETH D,

HREIX, ITO X125 25,

aHUS 123 2 RO Zh BT, M/ E, LDH fER OVEHERED HIRA R &E TH 0 | 15D
ENRD LNV AT, BREEGERGE T XETIERY, =7 U X~ 7 LRERIC, B PIC8EN
BOOLNBRNEZZ ONLGHEIT HGHRIC LT ARERGEZMGET 2L DY R T KRR T 4
NaBE Lz ECEEHRILARFIT 2 2 ERM B2 5, Lieo T, /iS22 e inice=4
U7 L, dEEEHRDEE D bR WA IIATEO R G OBER 2 a2 & 5 KRIEOIRM SCFETE
BEYGE T 2 0ER’H 5,

7.R43 EEHIEEOXIRIZOWNT

HEEE T, ARG IEZOXSICOWT, ITFO X 5 IS LT,

T/ ) A7 Tk, BARRBREGRICES & BE P IZICER R MM NLUERED U 2 71200
THEBRE LTS, REICOWTIE, 311 R L O 312 RBRICIB W T, ARIER G IEF OFHRITINE
LTRBLT, RELLGZOMBMEMNUERED Y A7 ZRFc&ihol, LLns, =7 U X
~ 7 LEBRIC, AIRICOWTHEERIEZICER MRS/ NLERED U 27 B35 2 Enb, I
LEIZBWTHERERET S,

LR ILZOBIESRIZ, =7 ) X~7 Tk, BRRABREEAEE 2 T, 2l b 12 & L,
U A7 MRV MCP BI5 AR Z AT 5 aHUS BHEIZBWT, =27 U X~ T OfHH 1% 105 77 A
(fhoffi) THEIE L&D (Clind Am Soc Nephrol 2017; 12: 50-9) [ZH-3& | KETIX, ARIEOTRSS
LEZBWT, HEFIE#DRS LS 12 THE=X—FT5 L0 ICEBEMEL L TS, LLARRG,
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il % DEF THBE TCOHMMITIZL2ZRNH Y, 12 WA THREY RWABEMERH 5720, AFICHIT D
I CEZ RO TGP IER O BAR 2B MM 250l 2 2 L3y Tidnn e B 17,

BfgIE, LTO X 2I2B R 5,

311 BB e OF 312 R Tl ARG P IR R O BRI L TR b ASRG% O ARy e
BEEDY 27 2T CERDP2Tb DD, =7 ) A= 7 LIS, AEDOIRMLFITBWT, 5Pk
BICER QMR NI E RS D U 27 3 5 2 & KO MERIMILE EE TR0 & Lo a i Xt 72
WEZITH L0, EEWMET LHERDH D,

7.R5 BUEIRFEHROBRMNBEICOWVWT
HeEE 1T, BOERGEHRICE 33 0 L 9 /hEo aHUS B 2 xtge & U= el i A 2 51 L T
W3,

£ 33 FHERFEAREREHE (B)
HE FEHEERTIZBIT 5 aHUS BFIZxT 2 R EOR&ME 55 - BRitd 3
REFE 2HFESFR
XRBE /NR D aHUS B
EEERIE | AEIBEE Shi-LER
BLEHM 1VEF B 1ER REOBEEZPIELEAICIE, HRESENL 8 AKET)
- RAEER (FHh . KE, aHUS BEiFE, BEBSE, U7 FUERRDL (MRS, MRRE, 17
N UVHE) | BEAERE MEXAERYEZ D) ( ERER. AHES)
aHUS D2t
- EBRFROGE s s
ERRAEEA | - FEERSRN BEHE., RE5E, PIERHZET)
- RIRRREE. DRAZE. DRFRRIE
HihiE
FEFES (RIA. EEE. BF. AROFLoFE, £2FKEORFBERSE)
HiAREGiE

WL, UTFoLo1cEx S,

311 FRBR M O 312 BRICB W TAREA RS Sz AN aHUS BFIIMmD TIRLNTWNWD Z Lk,
BUEAGER A ClE, ANRICIRES T, AP SN ERAZNRETH L b, BEHIEEZD
BIEHIEIZONT, 7 b 122 W AMET DM ERS D, £z, HEEDER L TV ERRAEH
Wz LFORIZONTHIFERIE L, BFHT & Th D,

- MAERHLA AT LI ISR A i T 5 LGB OREOF M, 2ok, EREROREZ 1

N4

- FTREEURS M 2 M T3 D AN AR A &G LG E OREOG MM, Zaeth, &5 ELRO
G AT

c REB G IR LA O P IRBER, P IE% O SN K O IR IS AR TR S 5 B 2SR BTz
B ITTALE - BRI

8. MM X B ABBBEICHMT T X RN R 2 B O HEARRS B R OV O Yl
8.1 AVEBERANERICKT HHHE YT

R, RS OB AR O SMEO TR BT % IO BIEIC IS & KR O
9~ & VRN U CBEIC £ D TE 2 M L, T OSSN KRR RN S T
EATH 2 EITONTHREL RO b O LA LT,
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8.2 GCP EHIFRERE RT3 2B ¥kt

AL, EREISE O, AR OV B ORI BT D AR OBEIC D E KRB EEICIR
4 ~_& &k (CTD5.3.5.2.7. CTD5.3.5.2.8) (2% L T GCP EMIFHE A Fhi L7-, TOfE., #HEHSH
T KGR FEERHI S W TER AT 9 Z LT OV THREIT R S D & BHE 1T L 7=,

9. HEHE (D 1ERRHCRIT SRAFHME

RHSNIEERN G Adh B OFFMBIE M R FESE RIS T DA ETR S, HfFT& 5%
T4y b ERD EREWITIFAE RSB A D, Ak BRI LR FERE MR IZ 3T 287778
BROBREZRIET 2O THY . MRNERLHD EEXD,

M s COMB 2B F 2 TRICRIEDR 2V LI T & 2581003, ARGEZ &R L TELI A2
EERD,

Lk

28

2L XU AEEEIE300mg_ T L VA L T 7 —~ A RAH B REE



EEHE (2

SN2 8 H 6 H

s A

(R 2 4] b kXU A R FRE 300 mg
[— & 4] 77V RA~T (EETHHEZ)
[ F &) TLYUF T —v ARt
[HEEFH A AICH 9 H 20 H

[ 3 — ]
BIELD LBV,

1. BENE

BN OF D% OBBICB T 2FAEOMIKIL, LTO LB THDH, 2B, AEMHHEOEME
B, KRBIZOWTOEMEENSL O UHEIC S X | TR RIS S0 12 B 1T A 5
EEOERICET ] (KR 20412 H 25 AfHiF 203EHE 8 &) OMEIZL Y., 84 LT,

1.1 AR OERLMEIZOVT
BRI T, BERE (D) [CRE Lz 7RI AoV T) KO T7.R2 LZattic oV T

(BT DB OHIBHI B EE N S KRSz, £72. BEMEEN LU FOERIA/ RIS,
JERYLEIZ DU T, BEIRZE B J OVINRIZ 31T D IR ERBEIE QNS A o 7 b= P EEICR L T e
T2 EHC IR 7S EEEE 7o YL 2 311 3R K OY 312 5B T 27.0% (24/89 f51]) 1278 B,
T 4 Bl 2 BIARUMENEY 2 v 7 TH o7 2 L b, BERARE LI ORRYE L IREN H 5 &
SO IDEER, REOIERABF O EREREYEDORBENEE IND Z & R UEKRRRICES
D REYYEDORBUR I 2B £ 2. BEEKRE LS ORBYYEIC OV TS, A SCETEERL & &
Th s,

FERE T, B CoOMR 2 I F 2. IS SCEIZR W T, BEIRAS B IRGE LIS O YEIZ DWW T, THE
EONFEATHREICKHTIHEE] KO 2o IER] OBEICBIT ABITOESEMEICNZ., &
TWCERZZBERHOEICEB W TERE ST S L 5 HEEICRDZE ZA, @UICKHEINT=72D, 2
ALK,

1.2 %heg - BRITONT
HBH#HICBW T, FE®RE (1) (2R L7 [7.R3 BRIALER T R OBIRE « Z1EICHOW T (I2H
T HOMMEOHIBNIHEMZEN O FF SNz, £, HMZANGLUFTOEAIN R I NI,
O3t LA TH o ThH, MR L D 2 EAMR SR, aHUS t2rah s, Ik
MICEICBWT, KEOTA T A > (DI Ve R e (aHUS) 2287 1 R 2015) )
AL, RO Y X T LREROEEMRE L 35 Z LY TH D,
29

)b b2 Y ARTEFE300mg T LY VA T 7 —~ ARSI E



AR I, AEDNRE « hE KL ORNEE « ZVRICEETAEEDHEALU TO L Y ICRETH 2 L my) &
I L7,

[%hiE - hiRk]
F PR 0L PR T E A

[Zhhe - ZhFUCBEE T 5 1R E]
ARHANE, MR C5 DR A THE L MERMIARE G IR Cob-9 DA AIHIT 2 L BEX DT,
BERER B 213 U &3 2 5 MR 12 L D YR 2 FIE Lo < D AlREMER B 5 2 & v h
AENOF MR OV 2% o0 (SR L7z B¢, ARG ORIEAEEICRTI L., #0725
BEICHAT L2 &, o, AABREGICEL T, BARRE2ETIHASE2HRO T, KA
AHNB GBI D D2 < &b 2 ARHATE CICRBEREICH T2 7 F U285+ 52 L, FRT/h
IRADORAFEGITEE L Tk, WRERE, 1 > 7 Y b AL 2 U 7 F o ORI %
R L, REROLGAEIIITNETNDOY 7 F L OEMERFT5 2 L,

2. MHIRHIERAIC X 2 IEMBA I M R BAEE R O BEIH T 5 2 &,
%o [IESLAIImME R SR SE R RE (aHUS) IR AT A R 2015)  (AABERFES - AA/NERS

£) BBBICTHI L,

3. TRMEMUAR MR ML AEE D BT 5T 2 ARHN DA DMK OV BMEITMESL LT 2wy (R BR

DITRVN)

1.3 A - AEiIZ-ONT
HMEBHICBWT, BEHRE (1) IC8# L7 [7.R4 HEE - HEICHOWTY 12T A ks o Wi X5
FZEND XIS,

PR IL, AREORIER A BITARPFEEBVRET DL L bic, FEAOHRICEET 2EEOH
BT, IMHEASHA ST BT R RS MR E O 1T & 0 AR OA RN T 5 B a kg5 Z &
Y)W L, £72, EEAARANEEOEICE W T, ARG BIAE T/ MRS &2 EicE
=2 U 7L, WEEHAPRD SNRWIGEIE. KEOR GG OES 2 a2 & 9 EEME T2 2
& DNEY) &I L,

(% - H&E]

W, 77V A~7 (BiaHiz) & LT, BEOKRELEZRE L, 11 600~3,000mg % B4k H &
&L, PEl S 2 112 18] 300~3,600 mg, LA 4 X% 8 I8 Z & 12 1 [A] 300~3,600 mg 2 s #
ET 5,

(s - HEICEES 51EE]

1 1HEBZY OKRAOKREGEKL R GRHEL, TiLezsBIcdslL
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1 [m& 72V OAA OG-8 K U5 FIR

. 2 [51 H LARE D 2[5 H LARE D
i PR B 5 1 5 il

5 kg LA I 10 kg A 600 mg 300 mg 438

10 kg LA | 20 kg A 600 mg 600 mg 438
20 kg LA 30 kg A 900 mg 2,100 mg 8 il
30 kg LAk 40 kg i 1,200 mg 2,700 mg 8 it
40 kg L4 | 60 kg i 2,400 mg 3,000 mg 8 jil
60 kg LA _E 100 kg i 2,700 mg 3,300 mg 8 1
100 kg VA | 3,000 mg 3,600 mg 8 Jf

2. IMBEAZHS I BRI E ORATIC L0 . AFOFDENHITT LB ENRH 5,

1.4 EFERYRI7EHEHE () 1221 T
HMEHICRBW T, FERSE (1) © [7.R6 RIEIRGEH ORI FEIZOWT) OEIZFH Lo
HWHIEMZE MO R SN, £, EMEENLUTOERNRENT,
R B P AT 2B W T AR SR OFBROAE LR TEX 5 L) HHRINET I LERD S,
KIEDOVEMMITF A E 2D L. BMUYEDY 27 O LRPEESND Z b, TBEM IS 3 muE
(MUfIE 2 &) | DA ORBYHEIZ DWW T, B3 ) A 7 FHEEHE () OREEREFEN Y 2 7|2
BT RETHD,

BT, B (D) ROHMZRD S OB REHE 2. BIAICET 3 RAOERR U 2 7 5 HE
W () 10OV T, % 34 ITRT R AR IR O BT 2 RS 2 BET 5 2 L, #351C
TR OESE 5 A EEAREBI R O 2 2 B MOTEB 2 50T 5 = L ONCE 36 (R 6
BRI H T L AN &I L7,

R34 EERIRAZEEHE () KBTI 2ZEMRNFEERCENMECET 2 REFH
RRERFEE
BERBEIhEI RS BHEREBENI R BEERTEER
- HERKHRIYE BUEZST) © BRME (BETRKHERYWELISN) - B¥lel
- PNH BF TR 2 ARFE G HILIC X 2 EEREML
+ aHUS BFICBIT 2 5AREFILIC L 2EED TMA
+ Infusion reaction

AT 2 RFEHR
- BEMARL
£3H EERVRAIJEEHE (B) TR EMOERLZLEEREEIE VY X7 R/IMRIEBIOHE
BNOERGREEERGS BNDY 2 7 BAMLIES)
- TRE&HFAE (aHUS) - THRE#RAEIC X 3 EHEE (aHUS)
- BEEHBERE (PNH) - EEREEENITEM OER &Rt
- BEMHARERE (aHUS) - BEFERM OER & R

31

)b b2 Y ARTEFE300mg T LY VA T 7 —~ ARSI E



# 36 et AR R E (5

B FEAEBTICRT % aHUS BEIC T 28K 0REME 2 - BT 2
WEFE 2HIRESFR
XBRBE aHUS B3
HEEREFIEK AEBRE Sh-SER B&FIEE L To BEREFI%K 50 41)
B LEFIHY 1MW BEOBREEZPIELAEAITE,. BRESELS LEUERERTHRET)
BEER (Ff, M. EH, BEBHIM, v FUEER0 BERAE, MRRE, 17V F b ) |
BEfERE (MEXAHEREELZ ST | ZEPRA, A0HES)
aHUS 02l 51k - ZBHFE
BETRUOYUE ks )0
AEELERL EEHE, RER)
ERFAEEA AROBEEZTIE LBE0E, PIEEB, FIkE O TMA ORIIRK
ANERE (REEREEA. mWim, Mgz, PR nmt, BHE. )
PrAIZE, DFRfRYE (R, mofEzc#e, FTRESOR MigmyE, BAE. B
Eotk (SReEERE)
FEES (BBLA. ERHE. &R AEOHILOFE, AKL ORRBEEE)
- BiEHBiE

2. AT

UL EOSEEZEE 2. ML, TiRo&RSEME2 T Lz BT, 2hiE - IR KO - AEZU T X
I L, KR L TELZZRWE T 5, 728, AMGEIL, FPBEFHERME L UKB I
BA 2R B A ST D A RN A E SR E STV R WEIRE - ZIEROBINCKR L DO TH
DT LG KHFEICRL 2R - IR KL OEO ML - HEOFFEEMEIISF 10 WA LRET DT LN

W) &5,

[ZhHE - %0k ]

RAIEMAFA~T 7 1 B BRIE
FE BRI 1 PR PR TR AEAE

Uik - ]

CTARERIE )

FEAEPERR~T 7 1 B RAE

WE, RACIE, 770 A7 (Balfz) & LT, BEOKREAZE L, 18 2,400~3,000 mg
ZBAtGHAE L L, #E#%S 2 #1412 1 8] 3,000~3,600 mg. LA 8 3 = & i 1 [H] 3,000~3,600 mg % /.

EET %,

FE RV I R T S AR
W, T VAT ((EaHfaz) E LT, BEDKRELZZE L, 1[0 600~3,000mg % BHEHE &

o

RE e S

]
L. flel$e5- 2 %12 1 [5] 300~3,600 mg,  PARE 4 3 1% 8 3 Z & 12 1 [8] 300~3,600 mg % i i
)

CTARERIE )

IS Y R 7 EHEE AR ED L, @MU T 5 2 L,

ENTOIRBIEFIAMRO TROLNTNWD Z Lhh, BERGER,. —EROIEFICIR DT — ¥ M4E
IS5 E TOMIZ, EGZSRITHENSEREZE T 52 LIk, AHEHEEOE
HHREET 5 L &b, RROZRMEROEIEICET 27 — % 2 RENCIEE L, AF o E

32

)b b2 Y ARTEFE300mg T LY VA T 7 —~ ARSI E



AN LR B AR LD 2 &,

AHNDOEE-3, FEMBES MAVER FEIEBEREO R W, 1GHRITRE L, AR Y 27 HE 2O TH 45
ICEFCTE DEA - EREEO G &, BIRREEIYEDZE, RIS L2 E & 0%
otz ETCoORTOND L5, WERFTICHIz > CTRERIELZHE LD &,

IV
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Vel

r&l&l

W& 55 i HAGE
aHUS jy‘ggr'gf;ehemo'y“c uremic H STV MR F A (R
BLOQ Below the limit of quantification | &% F[RAIM
CD Cluster of differentiation —
CFH Complement factor H H X7
CFB Complement factor B B [& 1
CFI Complement factor | SER
C3 Complement component C3 FHARES 3 Aoy
C5 Complement component C5 FHIREE 5 5oy
DGKE Diacylglycerol kinase ¢ —
FAS Full analysis set B KT R G ]
Fc Fragment crystallizable —
FcRn Neonatal Fc receptor JiB M Fe 2 &R
GCP Good clinical practice (2= 3 it D B PR R oD S i oD B v
Hb Hemoglobin ~NES By
HELLP Hemolysis, elevated liver -
enzymes, low platelet count
HUS Hemolytic uremic syndrome s ML PR B S e
International council for
ICH fj(;g}f:r';::t‘;’; oftechnical I S A R [ e
pharmaceuticals for human use
LDH Lactate dehydrogenase FLEE LK SR RE SR
MCP Membrane cofactor protein iR 5 78
MedDRA Medfaldictiorary fo ICH BBl
Medical dictionary for
MedDRA/J regulatory activities Japanese ICH [EIFR = FEEE H AGER
version
PNH Ej;?ggygg?r:l:‘r‘i’gt“r”a' AR ~E 7 1 B o
STEC-HUS Shiga toxin producing EEER AT HWRIEMERGEIC L DR 5
Escherichia coli - HUS JSESEERE
THBD Thrombomodulin —
TMA Thrombotic microangiopathy (AR P 1L A
e ;’S:;lz?gotlc thrombocytopenic R L IR T 26 B9
T ) A<T — T ) X~7 (B F#Z)
311 3 _ W%itﬁ’é% 111 #H54%% (CTD 5.3.5.2.5 % 11 5.3.5.2.7:
AR5 ALXN1210-aHUS-311)
312 KB _ FEI L[R5 11 473087 (CTD 5.3.5.2.6 X 1f5.35.2.8:
A5 ALXN1210-aHUS-312)
HEAE — MSZATBOE N EIE S E R O S
FEIBEIEEIER 1 FHEER (ALXN1210-aHUS-311 35k
koL PG-34 ] - B OY ALXN1210-aHUS-312 #%) (28172 26 1

(Day 183) LARE D HifH]

2L b U R AREE 300 my_T LY v A Y T 7 v AR



BRI [E 2 11 FHERBR (ALXN1210-aHUS-311 #Bk

B il | KON ALXN1210-aHUS-312 #&ER) (2815 26 ¥
(Day 183) F T[]

mil1E A AE L QRPN EE TERNAERESR

AH| L b XU A R EE 300 mg

A 77V X~7 (B z)

2R XU AR

ii
MEME300mg T L7 Ay T —~ AR s

e

=





