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AChR acetylcholine receptor Vit WIZ=UNZES A T0N
ADAMTSL3 a disintegrin and metalloproteinase with a thrombospondin type %fﬂyﬂf%ﬁfj/“/“‘/lﬂ%?‘**7)“//**11?’&%“9“5
1 motif, member 13 CAA LTIV RO T aTAF—F
aHUS atypical hemolytic uremic syndrome FE IR A o R 7 JE JiE R R
AQP4 aquaporin—4 TITHRY A
ARR annualized relapse rate R
AUC area under the drug plasma(serum/blood)concentration—time curve | i35 (IfiL i /M8 o 25K 4 Y 55— o i b 0 1
Ch complement component 5 AR EE 5 RSy
Cl confidence interval {5 #E X R
CL body clearance IVT T A
Crax maximal drug plasma(serum/blood)concentration e A (i3 /1 i) Fh 3R e
CNI calcineurin inhibitor vy =a—Y HEA
COVID-19 coronavirus disease 2019 Flaa A VAR YYE
cRBC chicken red blood cell =R R M ER
Ciroush concentration at the end of the dosage interval 77 1L A
eGFR estimated glomerular filtration rate HE R ER A 8 5
EDSS Expanded Disability Status Scale —
EQ-5D EuroQol 5 dimention questionnaire EuroQol 5 H %
EQ-5D-3L EuroQol 5 dimention—3 levels questionnaire EuroQol 5T H % D3 B pE g R =

FACIT-Fatigue

Functional Assessment of Chronic Illness Therapy—Fatigue

1B LR BB ORI REMA=T

FAS

full analysis set

R OFFHT R G ]

FcRn neonatal Fc receptor JEIEME Fe &2 &K

HAI Hauser Ambulation Index -

IgG immunoglobulin G S 7a 7 )G

IST immunosuppressive therapy S AR

IVig intravenous immunoglobulin A=W IS N TR

Kp dissociation rate i 7 A

LDH lactate dehydrogenase PNV EFES

LLN lower limit of normal JEYEAR T IR

MAC membrane attack complex = BEAE 5 (A

MG myasthenia gravis HE 7 T E

MG-ADL Myasthenia Gravis—Activities of Daily Living —

MG-QOLI15r Revised 15 Component Myasthenia Gravis Quality of Life —

MGFA Myasthenia Gravis Foundation of America K ] EEE i B EAF 28 S [
MMRM Mixed-effects Model with Repeated Measures AT RE IR A SR ETIV
mTORi mammalian target of rapamycin inhibitor ML T/~ S R 2 L R T HEF
MuSK muscle—specific receptor tyrosine kinase RS RER Ty o) —F
Neuro-QOL Neurological Quality of Life —

NMOSD neuromyelitis optica spectrum disorder AR R AT T L E
PD pharmacodynamic (s) E

PI prediction interval TR

PK pharmacokinetic(s) SRR

PNH paroxysmal nocturnal hemoglobinuria FAEMEAR B~ otV RIE
pRBC packed red blood cell W2 IR R I BR

q2w quaque 2 weeks/every 2 weeks 21 [H &

qdw quaque 4 weeks/every 4 weeks 43 [

q6w quaque 6 weeks/every 6 weeks 630 FH1




U LTV RV (32) gL TRV ERIL(H)
q8w quaque 8 weeks/every 8 weeks 81 [ b
ql2w quaque 12 weeks/every 12 weeks 1238 [
QMG Quantitative Myasthenia Gravis(score for disease severity) —
SD standard deviation FEHER 72
SPR surface plasmon resonance EQPAZZS VNS
STEC-HUS Shiga toxin—producing Escherichia coli hemolytic uremic syndrome | 7575 38 pE A KNG B IR G LD VR I JR B e SE (B
tis terminal elimination half-life FEARARTE S IR
TCC terminal complement complex RIS
TEAE treatment—emergent adverse event TRRREE G TICRBILI- A EER
TMA thrombotic microangiopathy AR AN A R
Emax time to maximum observed serum concentration o v 0975 F R T ) RF ]
ULN upper limit of normal FEHEAE LR
VAS visual analogue scale —
Ve volume of distribution in central compartment FL L =R A N D AT B
Vi volume of distribution SIS TE
V, peripheral volume of distribution KIS —=RA D A HFE (227 = A NET L)
Vs volume of distributions at steady state TE T ARRE T D A AR
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MTIYR=T R I A — RO CH% R A TAE R & T DR IRA) 22 e MEE /7 o —F L ik
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TEMAR R ~E 7 T U IRAE 1438 i & U CRLGE IR FE KGR A TS LTz,
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~ 7 1XaHUSOIEEIR IR IE TH 203, M WL 208 I fR (R EE 10kg A R ) L3 [H R (R #5kg P 1
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TV KB FRA L XX MR A LIRS KD IR O B ASR #7045 G V2 BR D) 1 %3 i & U C 3 R 5 KGR
ZIAFLIZ,



AR BE R AT NI L& ZE (neuromyelitis optica spectrum disorder : UL, NMOSD) 1., B D AR %
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100mg/mLELH (= /L R UR HLS §#7E300mg/3mL M O = L SV R HLS R §#751100mg/11mL) DA 0.

AN RO EHRESPNH R % 5 S & UT- i PR B BR CRE R &AL, 202 14F- 8 A I B s il 78 7K B & IS L
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s ®
Ultomiris

(3) B DHE

ultimate, innovative leap from Soliris

2. —fi5%&
(1) F4&(m4E)
F7 VA~ (G&fs -/ z) (JAN)

(2) & (EAE)

Ravulizumab (Genetical Recombination) (JAN)
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~
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AF%0.9% (w/v) HiAb T RID L2 FIWT IO REECRIRIL | FT e O RAF IR Th OIR & 1 O A4 1Y
FHEEZREMI L= L2 A, A% OIR A BANL, IR FE23~27°C CTARFH E ¢, UM HIE 2 ~8°C T24MF ]
FCORIFICBIT DT KO T 72 2 E D R STz,

g

8. fhF|LDEE LI (HELFHIEIL)
B ERL,

9. Bt
A LIRY,



10.58%5% 8%
(1) FEIDELRRSR - QX NEH/EBRLER - BEICETAER
LR,

(2)a%
(LAY R 55845 300me)
I AT AR T T IR~ T (5 2 )300me & A
L VYA S E#E300mg 1234 7/L30mL
(2 JVRSYRHIR %54 E300mg/3mL)
R INA TR T TV 7 (B a2 300me &5 A
L VM YAHLRHE FHE300mg/3ml 1234 7/L3mL
(LIVFSYRHIR ##$E1100mg/11mL)
ARG ANATNH T TV T B n FFH#L2)1,100me & FH
WHEE VR YAHLS i FRHE1100mg/11mL 1234 7 /b1 1mL

Q) FREE
ZELRN,

(4

~

BEOME

(ILREY R S5 E$E300me)

30mLAA T VI TANAT I

Flurotec”Z I —hL7220mm~7 F/L = L ke

TruBdge" RV 7L TV 747X v o TR ET N I=T Ay —/L
(LRSI RHIE$E300mg/3mL)

6mLAA T 1T TANAT IV
Flurotec*73I%—RL727.45mm~7 F /L= L ke

TruEdge R 7 ut’ Lo 877 F 7% v P& TN I=T L —/L
(2 JUFSYRHIE#E1100mg/11mL)

13.5mLAA T 1T TANRA TV
Flurotec*73I%—hrL7-13.2mm~7 F /LT L8

TruEdge RV 7 ae L BT 7 A7 X v o 7 ET A= L —)L

1. AR SN 2 EMEE
AZLL7RVY,

12. 204t
YE R,



. JAEICEEYTSIEE

1. MEEXIEZNER

OHMEMHEEANES OE VR

(OF[F:: Bl il 37& Fndna 33

O2BREREMBENE(REI NIV REFTRERTMBFILEECLIEROEENEH LGS
(ZFR)

ORMBEEMRARIIM LEE (RERERRETEL)DERTH

(fiEsn)

OREMEBMANES OE VR

ALXN1210-PNH-30155 & ALXN1210-PNH-3025BR D5 R b B IEIC BN TT T VAT DT YR
TN THIEL MWD RGESIL, o, T T VA T L= VIR~ T REDO R a7 a7 7 A VITELIL TV,
(TV.IBRICBET5IHE 5. BRIREGRE (4 BEERRER | DIES )

Fo Y2 BRI i MR AR R Ll I IR AR FR ST Ol 5 % & TePNHAR SRR 2 3 G2 LCas b, i,
DARAFVEC DO T — B LI A MEN RIS,

L7e 3o T, =7V A= 7 LRIERICPNHIC 53 72 Hlak 2 FF O R OB & TARAID B 5- S LD RY | AAK D22 2k
EFFA W HEE B DN DHT LN AHI DR HE TN RILFAEHA I ~T 7 0 U RIE | ERE ST,

OF [F:: Xdb ik 37eFnPn c¥:4

ALXN1210-aHUS-3113 B EALXN1210-aHUS-31 25 BR D& RS 77 VA~ T DaHUSIEF T 356
kD RSz, TV OIRIFRICET5IHE 5. BRAREGE (4 MREERER ) OIS R)

aHUSIE T AR E M e PR N i E AR TEPE TMA) | &8 28 ST 0, ke v i/ INEsU D M 4R B 7
(TTP) LB R PEAM KIGHEICIDHUS(STEC-HUS) Z B\ - R REIC LATMAIK R TMA ) &5
ICRERARHDOTMAIZZDOMOTMA L E SN TODY, B 2B Tl TMASERZA LTV DT LR
TEXHBELWEKEL . TTP, STEC-HUS KO I IETMAIZBRAN LT, ARAID A IPED RSN, 2 EPEICOU
THER LD ANLRODILTNRNZ EM D  ARFIOZNRE T2 513 I HURIER M R 5 iE S
B LR ESNT,



OLBVEEMHENEREI/OIT)OREFH IR ENTME A EEECLIEROEENRELIFEIC
fR%)

ALXN1210-MG-3063RERDFE R0 T T VAT D2 H RIMGREF T3 T8 0ME ROV 2D RS
7o TV IRHICRE T2 E 5. BRRAE (1) MEEEER | OHZ )

2HTIMGIE, IRFHTIMGE BRI R E R I Lo T [ SN D MR EE N 2 H IS, MG
K &L TOHECHURITIE, FLAChRIUEDIZD FLH R R A2 AR F r s o —8 (MuSK) Hik 72 L6 50
BITND, ARFOMG 2 EE F A TIIHLAChRFUR G EN85.1% & K% o FTMuSKHLIA B M:1X
2.7%. WA 12%E M S TN, B R EBR Tl FTAChRIUR I M CRIRPRLE FIATA R OB
R G, KRR IR K (BB R AT 0 A R UL FEAT aA RYE G E B A OIRIRIE 24 95838 T
BN RO BVED RS, BERRBROE R Z B E 2 77 VAT DIERE T E I ESYRT %
T4y NG IRIINLIE ST NI VRA~ T LAk EB 2 DD LN AFIONHE I RITTI/VX~ T L[H
U4 B 78 B0 96 A 8 0 (5008 7 7 U0 R AR R I U IR LR IR I LD TE R O B B R 8 e 45 &
(ZBR2) | ERR E SHT,

ORMBEEMRARIIM LEE (RERERRETEL)DERTHS
CHAMPION-NMOSDER D B b, 77 VA~ T DONMOSDIZ K95 ik kO s e RS-,
(TVAIRRICEET2IE 5. BRIRARE (4 MEERY AR DIEZ )

NMOSDIZ, D RAR R SRR M3 6 2 FE18 L T D ARD TR 72 AR AR R SR D RIEME B OO #R FE T,
MG OHFAQPAHUA DR HEIC B B LTV A ST WD, Mk ik BR TlE NMOSDIZKf 57 7 IR~ T DA
I ROV R DSIRENTZZ LG ARAFI D EE AT RV L AR R AT NI L H (AR K
ZEL) DRI T LR ESIZ,



2. MEXITHRICEHETIIERE

(ZhEEXE)

5.1 AFNL AHECODOBRA A PREL | MR AR COb- 9D A I T2LEZ 2 b D7D BiER
H 21X C D &2 I B 1 LD ISR A NE L9 <A D ATREME S D Z &5 ARAI DA #hitE K
UL 2ME TR LTz EC ORI ORI EBEICH AL @R R EBF LN TH2L F
To  ARFIB G U TR, BRAREAZ BT 58 55 2 B R ARFIE G-BliA 0D 7e < &b 238 Al
FECICREBER AT T2V F ol 3528 Fr/NE~ORFNF GAZERU T, MR, A7
N RN T DT T OBFR AR L REFEOY & ITENENDOUIFr OBfEE
et szd, [1.1,1.2,9.1.1,9.1.2,11.1.1, 11.1.2, 17.1.1-17.1.6 ]

(REMHEBANEYROEVRE)

5.2 AL, 7o — YA AN —IEFIT LD BIEMER A~ 7 o RIE L E 2 S B T
bk,

5.3 AFIHEGIZIVPNHARIMER 7 0 — RERELTWAT0  AFIZ L3 SIS EE A S N EA LAY
EUDBZENDRHDHIEND ARKFNOA HME R OVL 2 Z2 -+ ICH R LT BT ARFIR G080 @ 5 %
ONDOBEIEHTLHIE, [8.1 ]

(B EAM MY FREFEREIREE)

5.4 FAHIE B 25 R IR M 1k SR I AESE RS OB IS5k,

%) [ B PR M PR B E B (aHUS) 2R A AR 2023 ) (A AR B s - BA/ N 245 - A M iR
Fa AR BABEY )25 BITT52L,

5.5 RN AR MR NI E O BB VTR T D ARKN DA @itk K OV A XL LR (B AR BR S
720N,

(EEREEMBNE(REITOITOREFHF TR IR EMABRFILEECLDEROEENEEHLIE

&IZRS)

5.6 AFNL L7 BT FARGURBSEEOBE I T528,

5.7 AHNE AT BARNHIIZAT v A RFI LS D5 Ml HIA 453 1T R 2 LW IGEIT LRI R T8
FH~DOEGEZBETDHLE,

GIE a7 ) R EFHERE X MR LFEZ AT U CHAE IR O BN R #E 70 B 3E

B PHERCEIWERSEIZRD, 0% 7 a7 ) R F I REE AT IR LR O R A T 23 R 8 7e FR
(RABRERRARIN LEZT(RHEEHRAEEO)DEHRTH)
5.8 AANT AT R AT NI LIEE RAREHAZ )Y ORBIHERTH2L,

%) [ MRV IE AR BER B IE AR TA L2017 (AAM IR 2 25 BITTDHTL,
5.9 LTI T RV AFURGED B TR 5T,

(fiF#n)

(hEe@)

5.1 HHARCED R SUIKHUCT LY, BEIEIS B~ By B YME DS E7-42" , BB LR O FE AT 7275,
THYR~T B AT KO B S PRI RO FE AN, 000154 # 2 C RT3 A3 TEDY, Zhude Kk X
(TR ORI ABIE A DL TIRZ MR THZELHRIL TS 27U~ T DR ).
B8 T R e M OB % 1 M B L X BE B DY 22 Tl . =/ VR~ T D K7 BIEF E L TR el
BOTHEBREEZToTND,



FTTVA TN I VA< T LRl —DC5 EOTE NI/ E L NERE P =7V~ 7 LR U R Al AR
THHZEND, TIVRT LERRICBEE R R B OVAZ 2 H LT D, AFIOPNHEEIZ)H AR R
BRIZ 3\ T B IR A% 1 S YE 73 A 31 (B M8 11 J e 2 91 B IS8 1 Mk B RE 2451)) | 72, NMOSDERAE L2 5
Zlifh R FRIBRIZ F5\ T 2081 (B B 2 B M I 2 L4371 56 B 2% B M AL T P 1491)) 23t A ST s, aHUS FR B R OVAS
B TIMG R 928 R 3R Tl BE IS B Y E D & 1 2780 o7,

PNHEFE  aHUSEFH, 25 HMGHEE K IINMODBRE Z R REU TR RBRIIEEK H Y7 T R T
TEMSITIY, JRRIEL T, ARFI O #4555 da 238 f il £ TR R Tt 7207 F o afE 452800
72, aHUSERHE , 25 MG E K ONNMOD F 45t G & U7 il R 3UBR Tl AAI G- B AR 208 [ RiT £ Tl
BEMER BT F o $efiie 52T CORW BT AR G-BRAAIE DD 7 T A8 1% 2R [ 1% £ CTHUAEY
BaPiMcGT528E0T,

F72, aHUSIZR U T /NRITH B 5S4 073, S REDFE L TUVRY VNI T, IR BB A 7 v Y
DI 56t B YL R N TR D T REME AVRIB SN DT 201 34E T IR L S - it S BRI A~ 7Ly
PHEDEUIRIUCIE, SR A TR URBREO S 413, SR D 2 LA B 357 0I5 E LT,

(RAEMEEANTSOEVRE)
5.2 RANZLHIEHIL, PNHEME E 2 WSz B I L CR OB IRk 2 BiTRE L CRA T & THHZ
D IR RBRICBIABRF DM AN EL B E IR TEL,

5.3 57 VR T O IR VSISOV THERT AN TR HHZ DR E LT,
PNH B2 33D 1E 5 B 7o AR IR OIS VAV IZPNHR ML ER O 38 2 B (R 573, T 7 VR~ 7 1144
KARIEEZ LE T D00, 77 VAT IREICKOPNHAR ML ER Y o — N TR REME R H D, & D
72D, 7T VA~ T O G2 kUi, A OPNHARMLER S — KU IR O B B &2 52 1 S 2R s
BT DR REMED D D,

(GRS BRI 1% R & EJE 1R 2D

5.4 AANDRNRE TR RAT ML PR MM JRFFIESEGRIE ) TH D, A ORISR, TIR I P 1
PEREIEAE WG HE (aHUS) 2HR A R2023) (TWSe A 55 8 B 27 AF 58 e 4 B < CEEVS PR R BOR B JE 5
26) T i v ] 5 i 55 (B 3D P SR BE ) S SRR P SR IEAE R R (aHUS) B IR A N Y E Z B R) &
BB\ ARSI B L DaHUS B E I T B4 3 E LT,

5.5 “RMETMABE X TDAHN DA ik OV SR IFESI L TR ZEnE R E LT,

(S HRBEHRAE(RETOT VLK BWERER LML S EROEENER SIS

22))

5.6 425 HIMG HB 4 COMIE A BB Ol ARV AL B BINC 35 % AHIO 15 2 FACKRBLIA I D
F BRI L CHE I8 A A Lz, MG ELTO0 H EHUR DT S | HIMUSKHUAIC 1L T8 o W
AR BT VR Y, AT HRBLE AT 5720 FACKRBLAEA THBHFIC I 5952 L5
LA BRI C MR 2 UL,



5.7 LTI EI72 5t REF IR SN DICRE L,
L. RFNORNZ S 7 a7 Vo Rk (VIg) AL MR E AL EEZ 1T LI O D (RIRELUTE R O & #1
DN B
2. RFNOFNZIVIg X T MK EALFIE ORI T2 B EL7-b OO & HESCEIERZ OB RIZLVIVIg T
MR EAL IR IE DT T 23R 8 C ARANC LD M EOUAZZ BN E 2 TH  AFNZHRGTDHZENE N
EEZOLNDEBE

(RERERRARIIN LEZT(RHREEHXETEO)OBEHERTH)

5.8 AAIDNEEIIZ FIL AR R AV T L EE AR E MR E S0 OB T TH5, BE
DFHUZ BT R LSE - AP IR BRI AR TA L2017 (AR FR) 2 BB HT5
BAEREL,

5.9 FLAQPAFLIAIMEDONMOSD R OJFRBIZITAHIR DR G- UE S Tl BB TlTiig h ot
AQPAFRE RN FARAIRNIT AT L IR AE IS T AR A MME K4 5 2 & CHIH SRR T 3 7
JENELHES ZHIVTND, ZOLH 7R REAE BRA I & 2 e ST g IR BRI BT D B8 O/ A N L
R B EITRE LT,

. RERUVRAE
() BERUVAEDHESR

(REMREANEVOEVRIE. £ SR EEHENE(REIT DI XREFTREX (T MK R LEE
[CEBDERDEENEHLTIES IR RUHRBREEMRARINS LEZT RAREHRAZSL)DE
FF)
WL RN, 77 VA7 (s T2 ) S LT B EDOREEZBEL ., 117]12,400~3,000mg% B 4h
MR WIEHE -2 1412 117]3,000~3,600mg, PARESIA Z&121[H]3,000~3,600mg 2 miiif §E 32,
(GEREA MM REMEREIREE)
W T7 VA7 (BIn ) LT BEOKRELBEL ., 1E1600~3,000mgZ Biis &L L FE
P 523l 1%121[r1300~3,600mg, LARE4E X IE8#H = L2 1R1300~3,600mgZ A5 FHE 35,

(fiAEs0)

AHNX, TTVR~7 (5 1 FH 2 ) ELCT10mg/mLXIX100mg/mL% & A T AR T, A 7L TGS
%o BEGRET TR ERHRIN £ 5 AR BRA R (0.9% AL R AR SR AARSE /7)) THRRLUTHW S,
T R DOFEIRIR O FAKEIRFEIL, 10mg/mLALKI D5 A 1E5me/mL, 100mg/mLALH| D5 A1350mg/mLET D,
(VI Z2 4t (A EomEEZ)ICBET2EA 11 #H LodE oESHR)

20



(2) BERUVAEDEEZE - 1R
(REMHEBANEYREVRE)
o5 AR B BR (ALXN1210-PNH-30178 8% 2 ()ALXN1210-PNH-302550) (2B D AH#| 0 ik - &
VLA EBRE B AN XA ENPNH R 2 5t G U7 M8 A B R 5B (ALXN1210-HV-1023K Bk
ALXN1210-PNH-10378 8% &L OALXN1210-PNH-2015850) (2 3312 8 Ehhg, 3£ K OLDHIZB 9%
T —HERWEYIalb —Tar hh  AREIF G I Mg I EECS IR FEAY0.5ug /mL A IR T 5 L HE
RS- ARFIOHE - HEEZREL,
AR ER (ALXN1210-PNH-301738 5% & VA LXN1210-PNH-302758) Ok & A i Tl Hl o s
VA= THIELEDRRFES I, B RMIX IV~ T LR UCHR R B R E72RBEIX AL N2>
770 77, BB A M2 38 U C L i FH b B CH T2 FE A30. 5 g /mLA Tdh o7z, WM OFRERIZIBWTH, AA
NEFNCBTDH M ROV BT RERI O/ E A~ TRRIREICRIE S22 L7 K& 2 BITER
Yoy AWAYIE Y
LB X0 Ao - L, SRR (ALXN1210-PNH-301738 5% & NALXN1210-PNH-302745R)
ICHEL TRRE LT, (VI SR BhRelcRE42IEE 1. M EoHER, 3. BEMERE 2L — a0) g7
DIALHR)

(GERESAMM FREEREIRE)

aHUSEE Z %t G &8 AR BR O AL « A BIZPK/PDETMCE SO THY, &5 WA ELT
SERINOD R e R IR FLE G H N D BME 2 8 25 IO G H 3R FE A e Rr T H 2 LA BN E
LCWD, (R EIZEESSARFN DL AD L « HEIZPNHRER TR OLFEU T, aHUSE A IRV T
PNHEELFRIERIC, FeB-HIR 2R Z B LT Sl SE R ORI IICAHIRCO A AE 2528 0%, &5
%305y LAPNIZIIRE ., I H BB CH IR BE 2305 g /mLARNG T /2D ZE S RS2 Z 8 b PNHEZE L
FCHE - HEAHVAZLTEY Th D,

/NEaHUSEBE DR EIC S - FAEIX, Day USHIRIHEEZ BRI G- L. Z D%, Day 15K EH
LIBE T AR B 20kg L BB H 18I T & AR 20k g ATl D (3400 Z LI THERF ] B2 FE RN 5972,

ELT2, ALXN1210-aHUS-31238BR1Z 3\ VT Al AR BEE Al ATEHE (2 —R) O K B 5kg PL E40kg A D
PR FEAGINTIA B £ TG %58 T L% OAF OPK KOG T lEBEC5 I FE 12T, PK/PDO#)[H]
FRATZ IR LT R FE D & R E kgL 10kg AR DB OH)a H #4300mg>H600mgli 28 L7,

TIVR=TIRERE DS H/NEEBE BT AREICE SARAIO AL - HEICEY, 8, 522 SR
HIZRAAR B D ED #5514 30 5 LANIZHIE % . M6 H 2B CH IR BEA30.5ug/mLATH T /2D ZE DA
B TR STz, MR P B RIG R O/ NS, KON =YX~ TR R IE DB 5/ N BE 1T B
TIRBRESR G- T TORERIEIIB SN2 oT,

VLB AFIO M - R, 5 AR ER (ALXN1210-aHUS-311388% & OMALXN1210-aHUS-312345R)
ICHELCRRE LT, (TVIL 3R EIREICRI 35 E 1. T REOHER | DS )
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(EHREERBENEREIOTOREFTER AT MR FLEEZCLDIEROEEN RIS
BIZRS)

B RIMG B E % % 52 4955 MF R BR (ALXN1210-MG-3067868) 0 A4 &I, PNHEE 6 S L
L7 KRR 7 — 42 KON H RMGEF oI VA T DR G SN L EDT — A HDSWTRELZ,

PNH 8 # %5k G2 & U7= 45 FA 3 B (ALXN1210-PNH-30130 5k & OPALXN1210-PNH-3023050) 12 30
TAREICEESHE BT K0 IRIR IR 2 38 U C i TR b B CH I8 B 130, 5 g /m LA Th o7, i,
TRalb—arOfER 7 VAT OMIE RN 7 IR EO BAEBEIX175ug/mLE ThH I EDVRIIIZ,

WIS PNHEE DPOELNZARE 2L — 3 a PKT— 42 H L, &5 BMGEE OPKT a7 7V E
a2l —varLinel A FAMCHEE LI U TPNHEAZ LTIER U L BOMEAHEE S TH
722 L ALXNI210-MG-30634 B TR BRI S L - HRA R EL-, KRBROFEE AR AL S
T2 HAIMGEBE IZBIDAFIOA M LR M SFRD SV, PK/PDRENT OFE R, 724 b bl 1
SR BUCAFIFEO 2B TG PN 7R E SRR A CTh 5175ug/mLE THERFSIL, 222, fLiE
HOEBfECH IR FEH0.5ug/mLATRIZ /2D ZE D RS,

L EXO AFIO A - &, 5 IR BR (ALXN1210-MG-3067468) (CHEL TR E L7z, (VI 3R E)
REICRA2EE 1. M REOCHR OESHR)

(RABERRARIIN LIEE(RHEERRETEO)OERTH)

NMOSD% %} %2 & 9% 45 MAH A BR (CHAMPION-NMOSD#ER) DL « i &IE. PNHERE A X R LLT-T
TVA=T DERKREROT —2, KOINMOSDEF Z 3 Gt LTc = /YA~ T DR O T — 22 H-S0
TERMEROTHE, RN ORI E A BIEETHIORE LT, 77 VAT D% T 7 VA~
T OMLIE T R TR RIS E L B OB TH D175 ng/mLE B L TR SNz, 2. 77 VA~TD
WA 584 T IE R T G Il BEC B I B oD Bl s D 58 7K T (i3 H iz BECH IR EE230.5 1 g/mL
KI) BROHIN, OB RITT 7 VA~ 7 B 5 IR 2R TR L=,

LI EXD AFIOF S - R, 8 ISR (CHAMPION-NMOSDRRBR) ICHEL TRk E L=, (VI SE¥Eh
REICRA2IEE 1. M REOCHR OESR)
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4. FERUVAZICEETSEER

(REMEEATSOEVRE)
71 1EIST-DDOARNOFEEIX. TRESBITTHIL,

1Bl T DAFN O 55

*hE MEREE 2EBEUEDERSE
40kgld £ 60kgR i 2,400mg 3,000mg
60kgkl £100kg R i 2,700mg 3,300mg
100kgkl £ 3,000mg 3,600mg

7.2 FIIal4e 5200 % F T Mg L BRI K B EE 3R (LDH) IE PR M T LTWOZARW GBI AR O F 5
MDA ZIRE 028,

(GRS BRI 14 PR &5 SEJE 1% 2F)
7.3 1EHIZDDOAF OB 5B OB G- RFRIT TR ESBITTDHIL,
1B 72) DAFN O P58 o UM G-l

RE AEZR5E 2EBELBEDREE 2[E B LI D5 R
5kgld E10kgK i 600mg 300mg 48
10kgld £20kg ki 600mg 600mg 458
20kg A £ 30kgR i 900mg 2,100mg 88
30kgkl E40kg ki 1,200mg 2,700mg 83
40kgLl £60kgR i 2,400mg 3,000mg 83E
60kgLl E100kg i 2,700mg 3,300mg 8B
100kgA £ 3,000mg 3,600mg 88

(BB ERENEGREIOI)OREFIEERTIMREEEECISEROEENRE 5
EIZR3))
14 1HBHT-DORKNOFEEIT, FTRESEITTHIE,

LRI DAF DI 55

*hE MERE=E 2B B LIS D5 E
40kghl £ 60kg i 2,400mg 3,000mg
60kg Ll £100kgR 2,700mg 3,300mg
100kgkl £ 3,000mg 3,600mg

7.5 ARANO42 B T B IE S IEBE L ST R R TIT AT E AL OBE G TR 51518
W% ETITEROUGEN G LI, BeG-BlAE18 % £ TITIER OBEN RO B2V T VA
RATqoNeBREL AKI OG- IEERF528,
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(RAHRERRARINS LEE RHREHRZEST)OBFETIH
7.6 1EIHIZDDOARN O GEIT. TRESBITTHIL,

1EIBHTD DAK| D55
hE NEESE EELBEOBRSE
40kgkl E60kgK i 2,400mg 3,000mg
60kgkd E100kgR i 2,700mg 3,300mg
100kgkl £ 3,000mg 3,600mg

7.7 AF| oM EETIZLBROBENRDH LD, G- REEZ T2,
7.8 AHIZ —E WM& G- 1% 3R OB HOWTRETL IO E O 2GRSV EE T
PN [k RN o e R N

(Bheea@)
7.9 $3E 7 w7V R E IR AT LFREORIATIC I AR OME TR EME T 20T TR
BB AR ORI G ZBE T DL MG RITEEOREBLEHEIBLE D528, [10.2 B

®E BERDAFIRES AFDHFEHAE AEIDHEFTHAE
_ fEsnJyy
& AL R FE1TE
AR DWIRS D - % f;ﬁ;fm& KB WA
o ABSRALLA
2,400mg 1,200mg
40kgkl E60kgR i 600mg
3,000mg 1,500mg
2,700mg 1,500mg
60kgLl E100kg 3K i 600mg
3,300mg 1,800mg
3,000mg 1,500mg
100kgl £ 600mg
3,600mg 1,800mg

710 7 BRRS SRR L ORI TIZ &0 AF DA LD T T DR LN DD,

(fiFE3)

(REMEBANEYOEVRE)

71 ALXN1210-PNH-301385 & OPMALXN1210-PNH-3023 B8 1% (A RIS E R EEZHRELTBY (AHE
WD G- EA BRI T AT’ ELT,

TIYR= T DOARFI~GIIEZ L5 613 =7 VA= T D itk OG- DRI AR EIZEE S VAR
DB Rz G- U2 D218 M % (CHER B O 52 B L € ORISR E DR TR 592,

7.2 AFN DGR B BR T, A B 5B A5 20 R 1% Al AP HI AR OPNH I 3BV T & N ER Lo
FBECHALDHENME FL=Y, 2078 57 UR~7 #5845 2 B I LDHIE MO AR B
PR NBAA457e B F Tl ARANC LD IR NG N ChENEIDF ERINBETINERH LR E
L=,
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(GRs B R M % FREAEEIRED
7.3 ALXN1210-aHUS-311

e eA L1 VAV VALY gl

ALXN1210-aHUS-31 135

FEBR M OMALXN1I210-aHUS-312

BRI IBWT RE

LHESEUTOREGE KD

*RE EZEE 2BEIB LIRSS 2B B D5 RER
40kghl £ 60kgR i 2,400mg 3,000mg 858
60kgLl_£100kg R it 2,700mg 3,300mg 858
100kgkl £ 3,000mg 3,600mg 83
ALXN1210-aHUS-3127X 5
*RE MEREE 2EIRLIEDREE 2B B D SRR
5kgld £ 10kg i 600mg 300mg 438
10kgkl £ 20kgR i 600mg 600mg 458
20kgkl £ 30kg K i 900mg 2,100mg 83
30kgkA L40kgR 1,200mg 2,700mg 8B
40kgkL L 60kgR i 2,400mg 3,000mg 818
60kgkl £100kgkK i 2,700mg 3,300mg 858
100kghl £ 3,000mg 3,600mg 838

AR OB EAZERU T A EITE SR G B LR GRRE SR 5I0R EL,

(EBREEFRENEGREIOIT)AREFFTEEIXTMAESILEEICIDEROEENRHELIZEIC

R%))

7.4 ALXN1210-MG-306: 8 13 (K EICHE SZ R G B4R T L TR A EICE SRSB4 I T57-20
IZRR T LT,

7.5 ARFNORBE/RNRGE A BT AT D12 . 5-BH AR 18 1% £ TITER PR BEEBED FRD BN R 6 LTAA
ORI A2 RETAEEREEUTERIEL:, ISBAEV Y BRI, ALXN1210-MG-3063ER 2SN L7~ K
R4y DEE CHER LB 25RO T R 554,

(RARERRARNINS LEE RHBREHRZESD)OBFETIH

7.6 CHAMPION-NMOSD# BT (R EICHES &R 5B R EL TR K EICESLSEBREEEZ AT DT
OIZRELT-,

7.7 AKANDOMAF AR TICIBEE OB TNRH LI RELT,

7.8 AHIFG-FIE LU TR DBE ORI DSFROLIVT AAI DR BNRBOONLRNEEZ LN A1
KFN S DZEDIAT XXy e B B LT ETRG- UG o B LR E LT,
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(ZhEEXE)

7.9 LAF 2—RREU TR LR IE, XIEIVIgh ML 725127 7 VA~ 7 O i i B 2ME N 9757280,
TTVA~T O T 52T LT i &5 O EIT, ALXN1210-MG-30638 8k CTait B L=l fE % 5-0
FELFICTHD, LK G OAEOFKERILIILL TOEY TH D,

MEEALRIE COM RGO EIT, =7V~ 7 (5 1aHUSEE, 2 RMGHERE | LUNMOSDEF)
TOMFEG O E(EEOREDO /I SEHEL,

IVIgTOM TG DR BIL, =7V A~ T DOPK/PDIZ 4 5IVIgh D B4 oW Y % i, 57U
<7 DPKI 2l — T a Nl HESWGERIR LT,

ALXN1210-MG-3065RBR DT & MU LRI I (L AF a—a a2 T B F Il R ik G A F L 7L
A WTNOBETHTZ 7 VAT OMIGE N 7R D BEERE ChH175ug/mLEA THEFF S,

710 AH - 0T i SE A SV RS A i A 5T 55 A AR HUZ KO ARKI DO — 3 BRrES
NHZE ROHE BEBORE MAE NI TR CON G D ZED D ARKI DI I MK T L, A 2h 23855
THBENDHDLZEND  AREE T E LT, 1R RISV C, MIEAS 2 38T fEEORE A i O it 11
FDARFN O Fe 1 5- ORRERITI2 N,

26



5. ERERAUAE

AN OEG R AR CTITE Y 10me/mLEFI DSOS, Z DR FFED

PR (ALXN1210-PNH-201708 KO8

ALXN1210-PNH-302zk5#%) ke 21 B2 B8V T 100mg/mLEA ~D U1 2 B3 it &=,
) BERRT—%/\wHr—2
(RIEHRENES OEVRE)

STl & A
. o | REE- | HBRO | . RERE-AE-
SHERDE HEBRES st B84 HETHAY P Bk - 455 50
ZeM | B BARANERERBAI6H: | A& 400mgRIE800meg%E
BAAN | *ALXN1210- g BAEM | FER 400mgEERS 4 | BEFRARSES . XIEAH]
EYBYAE | HV-104" fERYE | AEEE 800mgHi %5 445 | 800mg% 28R CLIZ5E &2 AR
PK/PD |BRTHAEREHRS | 800mgRIEHRS 84l | HiZE
pap %:ﬁft SAELARRBERLA 1481
= ALXNIZIO= | o | Z;ﬁ AH|200mg 445l AH#|200mg, 400mg X (FT 5
I HV-101" il DA 400mg 6451 R ZEEEHIRNES
*E PK/PD | 75t xtig G5 45
SEA =g
ROBIE B
foe] i 2 .
tf& P2 N4 HEARER AR AF1400mg, 800mg XL TS5
ALXN1210-| ., AR | L A#1400mg 645 N L
W | RE | B1E +R%E. 28BCLIZ5EIFRARN
HV-102 SR TR 800mg 64l e
JINA AR _ - 33
PK/PD e TS5tk 4431
A [E
BREAR | o m AR 425
Btk (ark—M) (ark— 1) (ak—hr)
AL 14 ALXN1210- g AR 2{;:;t AEIRTH/RE 244 gifﬁf:;mij7t$é$
moh SG-101 ﬂﬁﬁﬁzgajfﬂﬁ TSERETRE o |
PK/PD s (ak—Fk2) " ) "
(:u;t-\ k2) AR 120 A#|400meZ B EIFARMN IS
EER
a/k—k1:Day 1.8[ZAKH|
400mg, Day 15(2600mg (O
R—kla), XlEDay 1.15(Z
ZeH WA EFIFKABDAL | 600mg(a7R—kb) . Day 29
__ | BEM | BHEHRER APNHEE 1341 RUZFNLUBEIEI00megZEqdw
ALXN1210- | =2F!
5@%%Ib*ﬁ PNH—10317‘1B> :E@F7J7 ﬁﬁ'li‘t 3'51&;_*& :|7k_|“1a 215'] *Q‘—:r'_'
PK/PD |#ERENAE#HE | 37/h—Mb 441 37R—M2: Day 11ZAH]600mg,
RERME ak—k2 74 Day 15/2900mg, Day 29% U
ZFNLUE(E1,800meZ gdwik 5
AR (EEEHE) 4R - 2485
B HIm RR2E
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=il

FERD

REREE - HE -

SHERDHE AERES st - RERTH1 SR Bk - 155 P8
aJFR—Fhk1:Day 1IZKFH
1,400mg, Day 15/21,000mg.
Day 29RUZh LU
1,000mgZgdwi 5
aJ/fk—Fk2:Day 1IZKH

THE: = s . | 2,000mg. Day 22(Z1,600mg.
nrE. | mal L | REESARGROR | i puzhuE
. E2iE S| APNHE #2641 : n
Ahgd, | BEME - 1,600mgZqbwi% 5
s ALXN1210-| — FER ark—k 64l . _
ﬂ%?ﬁﬂ*ﬁ 18,19) EEE~ ﬁﬁ“jjllét Py 371'\—|“3-Day 1'-$§“
PNH-201 PN REES a7k—bk2 64 _
ARA> .| PK/PD [ Th—k3 7] 1,600mg. Day 15(21,600mg.
BE. | RERE| Akt 75 Day 29RU % LUK E
HE 2,400mgZa8wik 5
aO/fR—bk4:Day 1IZKH|
3,000mg. Day 29RUZ N LAE
1£5,400mgZq12wik 5
AR 36/ (ak—k4
134058) . #2f A RER5E
THE: SHERO RN AEND10mg/mLEFI A S
HFH BUTHRDI0me/mL| o0 ml HHIADEE D
EHVE T U e e MEAERESN TN |, o D PR
[ING: s E2iiB:EE] ) ) R CHRE - ASICEFLL
ALXN1210-| A - B APNHZEE 2541 : = e
iz | TRl FER (PIBEARNEIR—M~3T
100mg/mLA® | PNH-201 . . |PK/PD a7k—M 6451 N -
G, AR, G B JExTER Th—t2  6H AREIZE D HEHAZEZq8w
BiE. - h—r3 6Bl 5 aFk—h4T5400me%E
RE “k—ka 7 aizwis)
AFH|: Day 1ITKEIZEDINT
RELE =.Day 15
BARERRAROR ij;g;ﬁ?;im;y%f
. APNHE 2464 (5% RTEE At
BA%Z SRR BAA33%)) : 55
E e ] ALXN1210- | A | SUFLIE 5 ' 12551 IH)RTT  BARE600mg
Z148 PNH-301"2" | = weM | FER %Day 1.8.15RU22(< #H%
255 E i (BAA1841) ~ A
EEXER THUZTT 1216 FE£900mgZDay 29RUFN
(BAAI55)) LU (Za2wik 5
SRR : 2658
MGHRE: xR2E
AH|: Day 1IZREITETT
IHVAITHRERDOR | REL-HEAEZ.Day 15K
3 PNHEZ195%1(5 N F N LU LR E%q8
e SRR ;\;,g)\u{:; (55 ;{Zh U (S E% 8w
EREE | ALXNI210-| B3 SUELE ' s -
- PNH-30222 X8 P -1 9745 IR T #FHHA=E900mg
111E - (BAAS5%41) ZDay 1RUENLIEIFq2w
EEXE s
IHYRIT 9845 &5
(BARANTH]) SAEEAR - 2658
MGHR: xR2E
R E] L 110 L 34 &l A iz
Bl Zett L upsmomgmmpmc | O 10me/mLAFINS
E 148 s E2iE S| N 100mg/mLAFI~DYEZD
ALXN1210- B - BWTEHFID10meg/mL | _, , R o N
waay | A FER n AR CRE - AECERELL
PNH-302 PK/PD HWHEZH/RSINTLVH - SN
100mg/mLA®D EEE JExtHR DN PNHEE 8] (DEBRANIAREIZEDGH
gz ’ = HAEEwILS)

MHARNE R RLLIZT VP73 B
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(GRS EA M 1% FRESIE AEIRRF)

Sl
o |EEE- | HEBO | REREE - -
HEOHE | BBRES T | T, | BB % gt ipmit
AE|EDay 1ITAEICEDL
- TRELI=#EIH=Z.Day 15
£) ﬂ'—E % ;*A-' N
——— ALXN1210- EZF{— St zx&&,ﬂ ﬁwﬂ ARBIOI2 | s
s | BU = FER U EDaHUSEESS n
Bt S I s (55 B4 A3) aBwifts
AEASTMEARS - 2638 R
MEHR: BE45E"
3 a N
pBEARSSE | krs0ay IHEHSL
BA%E SRR 2 (R KT A ﬁifﬁfﬁiﬁ%ﬁg
ER#E | ALXN1210-| e | FaR 214 e
254 AHUS-3122 =2 etk FER (BB a8w (R E20kgkl £)HLLIE
6E JExtR ooy | BRI 5
BEEHY) 106 FIEASTE AR - 26388
B et BGIARD  RR4 55
& 20224F-8 A BL{E I fiti
(B EFEBHENE)
Sl
e |EMEE- | HEBO | REREE - R -
REOW | HBRES T, | Th, | BRTI % vt pmit
(4 I LB
AH|:Day 1ITIKEIZED LY
TRELEHEAE . Day 15
RUZAUBEHEEEE
a8wits
75+ Day 1.Day 15KRU
MEREARART | AR RGeS
= 8 7K Shs : -
5 ACHR K I8 14 O R AR - 26,8/
LHEEEHME AEBERMGEE 1754
ERIEEE
EB#E | ALXNIZI0- Ei’& B SUS LI (55EENI: :;f_’f’“iff_goo -
E 4 MG-3067" | Ret |“BER A 8641 oy eeTEEmEE E
131 E S5 K B (B A6H) BT THREL.Day 197TRU
S5k 89/l LI IEAEICEDSVNTRE
AT LE-#EAEsEERTT

a8wit 5

754K :Day 183[Z(KE(C
EDVWTCRELIVWEBIHAED
AFZEBRTCH’REL. Day
197RUZN LTSRS
DAEFZFEIRT Tadwik s
i R2E (kT
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(REHBEERERARNINSLES)

Sl &
e |EEE-| HEBO | BBRE-ME-
Bmow | HRES T, | o, [RBRTY R [rapi gt
I z ZED
BT AR ART | DEDay TIEHEI-ESC
" s man | DEIAEZFERTTRE,
sy | TAGPATEBIETE | T e
_ CHAMPION- | B&% . e H12nARICHISRERIE | o .
ERR £ e - Ao | FER | < ITEDKHBREZETRET
- NMOSDiRER |&T o _ | DEEBIEIOBEN
% 48 . Ret | NEBTSER| o i <5,
(RFEE) 111E RHonfz18EU LD o emn o e
poiict - AY)—=U T #  xK6EE
NMOSDEE58%I(55 .
B2 A 9%1) FEREH 260~2.5%
ERESH: TR2E
NMO-1gGI5 £ TiB &
120 AMI2EIL EOE | EAH:EZEICIEL FH4E
EOU- A% SRR iijfﬁ&;?'ﬁ-téii ffiﬁ;?:ggm"%wm
ERER  NMO-301RER | | AMME |SyHLE | oo o e
—— (TS =X R ot | -5 OERGHIEULE  2BCLTERTTRS. )
gy 18 s | BEZAAMISREN | BRASAMBRUTS €A

FHoht=18 LU LD
NMOSDEE47HI (55
B2 A540)

BOBEUBIZFNEFNIE
UEROONDETEE,
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(2) BRI R

BEMEHER

1) BEHS R

- ALXN1210-HV-10458%""
HAEHE R A BB L, AFI400me (441) X IE800mg (4451) 2 HUETRRIRPY 5 5- L7 Z DRt 3 A
il IR SR SR AV A T AT 5 08, 400m g T 205 1 I UAE IS /R, T4, SRS
2% EG)  800meHE TSI (ARIRZ S HEAE , F6 0, SANATEZ. 5 Ko WL B9 T L, A CHLIE
(Grade 1) TV, A7400mg X 1X800mgHE[EIFH IR M5 513 H A A BEHERR AIC B8 TRAE B RAFT
BB LIRS,

- ALXN1210-HV-1015£E% " (3% B T—42)

S0 FE R A 1461126k L AF1200mg (441) . 400mg (661) X137 Z & A (4451]) % B [B] 3§ ARk PN ¢ 5-
L7, DR R, A EFELIL200mghE T341(75.0%) . 400mghE T4 (66.7%) . 77 R EET44]
(100%) H 5 ST IRBRIEE DR FELR DB E TERWA FEH LN, 200mghE TUHNZ I ER B
D A00mgHEC3BNTHETR V2GS AL TR, I NE SRR | S | TR R SRR e, bR R K
QT I=0 TN A7 =7 — BN, 77 2 ARNEE TN 51, 5 )0, Bk, AIZENRERYR b UE
Y MG MR TR T =0 TN AT =T — BN ALEE R ONE TSR BLL 72, 200mghE
OEFHEREHA (Grade 2) & FrE AFIBEL 2 CTEIE (Grade 1) Th o7z, T OMEIAR—NTH,
BRI I 2 20 EORBEITRDHen o7z, AFI200mg XIT400mgH [FIF RN 5 5-124ME A
R NI W CERMEDRE I THAHZ LRSI,
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2) REHREHAER

- ALXN1210-HV-1045%E& "
AANBERE R ASBIZ 5L, AAI800mgZ28 HZ LIZ5RIFHARIN £ G- Uiz, 2 Dk F AR & DK B 1%
DEE CTEXRWEERTRD, RONFILUZCFF 5], B G 15, Sk EE 253451, 8 e B 51412
FRF— 10 EE IEE ], Ve R —EER3B)) , 2 TRE (Grade 1) THY, AKI800mg S AE RN £
HAIXHARNEFERR BV TEFMERRAF TH LIRS,

- ALXN1210-HV-10258 88" (B& 85T —%)
SREL S FE R A 16451156 L, AF1400mg (6451) . 800mg (6451) X% 77 & AR (4451]) 228 H Z &2 5[l F R
N5 LT, 2 08 B, 216611 S E LB ES N, RRIKE DR BN G E CERVEEH
G21E, 400mg#E T3 (A~ LSRRV LU, A2 7V PR B 21) . 800mg#E CLBI1{4:
(BEYR) . 7" B AR BE O35 (B L A o 7L AR E R L T SR AR 21 R85 1) 6 B
77, 400mgRED T (Grade 2) ZBRE | AFIFEIZ A THRIE (Grade 1) ThH o7z, ARBREAR P WT 1D
AN BEGRETHLE MO EITR O LR -1,

B AFDOPNH, aHUS, 25 BIMG K IOINMOSDIZR U TR RSN TWAIE K OHAEIT T o mmy
THD,

6. iERUVHAZ
(RUEMTREANEIDEVRE. 2BV EEMHBNE(REI DI REFTEEX (S MEEL
BEICKDEROEENRELGIZ SR RURBBERRARIN LES (RBEEHERE
EZET)DBEHERTFH)
W R ANCIE, T 7 VA~ 7 (B s F ) E LT BB DOIRELZEEL, 11]2,400~3,000mgs
BAG L L A a5 5-238 12 1[113,000~3,600mg, PARESIE = &121[[]3,000~3,600mg4 S
[ e I
CGEREAM MY REEEIREE
W77 VA7 (B T z) LT UBFEOREZEZEL, 1RI600~3,000meZ BHAAH EEL .,
HIEl 523l %1Z1[R1300~3,600mg, LARE4A I S IE81 = EZ 1R300 ~3,600mgZ i3l §#E 775,

EhFaER

(REHEBANEYOEVRE)

- B A E S M ER
(D FHAFEEFIRABDPNHEEE R R ELTI-5HER : ALXN1210-PNH-3015488) '*"
AR B B AT D185% LA EOPNH T 246 614, ARAIRE (12561, HARN18H1) X TV R~ 7 #f
(121451, BARNIBNIZT A2 DEIUFIT L AFIBEH IR EIZIE SO TRIEL7ZAIEH & (Day 1) L ONHERF
A& (Day 15, ZNLARIZ8HT L) &, = /YR~ 7 FETE A E600mg (Day 1,8, 15, 22) KOHERF I &
900mg (Day 29, LABIF 2 L) %, 26 8 [E R AR % 5-L 7=,
ZORER ARFIFED BT ARFIOPIEE G54 T R Mg O BERECS N AIE DRI HES N
($25-1% 3053 AP U7 11 Hh B BEC 5 3 BE A30. 5 ug /m LA | 263 ) o> 42 ¢ 5- W A 8 U C R
FEVERD R LTz, — 7, =7V A~ 7 RETIE, 6 T EEECoIR FE0.5ug/mLA 23— B U CHER S L7
Moz,
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BIARE R R AROPNHEEICH DM B PR CORE—RKE IO 7 )L

(ug/mL) STVA<T IJUX<T
100 % % & . " —
% " P
™ 10 .
K © . o
E L I I L S S Al
? . X io * ¥ : o
. + i PR S S 11k
0.1 % - * - * *
* X % *
RSB 1A
0'01 l \Q *\k *\ T T T T T T T T T T T T T T T T T T T T T T T T T T T T T
2%%%%%%9%3%%3%%%%% 2232999393329 %9%%
Vel 75 ee ) 75 Sy >, c%\ % 7, ’e@;"?/}%}%}d’e 7@ 75 \3\3 < 5 S >, 633\ % 7, ,@@)/7,/%\1@9/0@
ST

Bugdhrora OFsa O#5#%

oo M B EECH IR BE 0.5 ng/mL, < ¢ ML CHIR BE I, * 1 AhALfE
FEOH IR O AR P IAE, L0 KOV 32 23U S L OV 1 43 (e A7 3, QNI B LU A0 R OV 3 I S5 (27035 1.5 X T 43
fliiitee

- EffHFRIE IR ER
(THYRITHERDOPNHEE IR ELI-EER : ALXN1210-PNH-302588) >
W E6H AL b/ VR~ T O P52 5 B R BN L2 E LT D185k BA EDOPNH B 19541 %, AHI B
761, H5HAARNSB)) XIZZ I VR~ T BE98H, 56 BARNTHNICT A DEIHT U AR AR EIC L
SWTHREL7=HE A E (Day 1) LOHERFH & (Day 15, Z NS L) &2, =/ U~ 7 BRI MER;
F900mg (Day 1,2V LARRIZ2IH L) 22638 R RN 5- L7,
ZOFER  ARFIBED 25T A OPIE B G4 T KA M OBERECE 1N 2T DFE 2T BHE S L (&
5-#:3053 APNIZHIE U7 if 38 H iz B CH I8 B 7305 g /mLAH) | 263 o> 4= 86 5- iR 4 3@ U CPHEE
RO LT=, — )7, =/~ 7 BECIE, MiEFC5# 0. 5ug/mLAT M 28— E U CHER SN2 o 72,

IHYRARTHBRBEPOPNHEE(CH(TAMEPEMCSEE—REIO77/L

(ug/mL) STURYT IYUR~YT
10+ : R
i o - '
gﬂg 1 * * * *
8 ———————————————————————————————————— r***0******effff:fifgff*——*—@———
B P R T
é‘%l % * p * % w o $ X " *oE . % p %
0.1 * % L ¥ . * % . ; % « . F % % o g %
* » * . * : :
Pl iﬁ ? E* % Ppi i *
?;*i J ol e o o
0.01 -0 8 le
T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T
QA A0 OO0, OOAA OO O OO A QDO O OO A
%}%0%,%9%9% %o\ﬁfﬁ&@!/@%}%}%}@ﬁ}%}%} %}%0%;%/\3%3}/ %’6%5’@%@%/%7%z%’7®”z%z
EAS AR R A I AACRC AANC AN AN I SSRGS
ERERHAR

Bughrorsa O#sa OH5%
oot E T EECH IR 0.5 g/mL, Ot CHIR T E, * A fE

FEDHRARO R TRT P SRAL, b33 O F Il 224 AVET DU 30 B OVES LU 43 (A 79, ONFIR SR 1 A3 B OV 30U 43 (2> 5 1.5 X DU 43 a7
WAz # T
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(FEBL BN A I 14 FREBAEAE 1R BE)

- B X RIE MR ER
(HDBIABEFIFABEN128E A L DaHUSEE Z R R ELT=5ER : ALXN1210-aHUS-3115888) ™
R ARBRE FIARTEHE D125 L EOaHUSEE 581 (5B B ARANIFNIZ  AFI A R EIZE-SWTHRELZ
WIE & (Day 1) L OWER & (Day 15, F U LARIXSHH T L) 22618 M # RN & 5 L1z,
ZOFER MIEFOBERECHIR FE 1T, 5 M K2 MU T, R0k, S22 >Rl S, 5
#3057 LAPNIZINE 14 | i H BB CH IR FE 230, 5ug/mLAT 225 Z & DSBS T, WA REAM S R & Ak
ot ] C L 37 Hh B B C I FE IS 221 X A S T o7z, AT AT AT I 2 FF B A N E A 3451 C Al | ke
HIEIHIZIE B AR A 2B C A 11E10.5ug /mLEA oD ifiLiE HlEBECH I BE DS B 22 S 7o 23, Iy e B C 5
FERE DT DI IS AT & TORAKDI9.5% 8 T, JEMIT0.5ug/mLAT M Th o7z, R TOHARNE
[ CL BRI 2 8 LT CIME P IFRECH IR FEA30.5ug/mLATH CTh o7z,

BIREEFIRARDaHUSEE ZH1THMFPHEBCORE— R TOT 7L
(ug/mL) DHRFRERAR o)

100—%
" 10
oK
[19)
O 14 o
- v e
b ¥ % I
% * ¥ *
) : ;
ﬁm %m AL = = =
i ! == dl =
0-017 T T T T T T T T T T T \*
O, O, O, O, O, O, O, O, O, O, O, O, O O 2o) 2o) po)
% 7‘9// }%9‘9//7% 6\% ;2 @%@%,@// ,‘91/ }‘9// }‘91/}‘9//, % % s % 5N
O A R R NERC R ON NN S, N %5
st
n 54 55 52 52 51 51 50 49 44 49 48 46 45 46 42 23 8

Budhrora OHSar Ox5#

oot S T EECH IR 0.5 g /mL, ¢ MG TP CHR T, S
FAO RO ARFRIT A A 0 R OV R U2 L2 A 3 A R OV LI 43 (e 7% 7, O I B35 LU 3 (i B OVEE 300 43 i A5 1.5 X I 43 i
HiPHA £,

- EfRHESE MR A BR
(18R BDaHUSEE R RELT-FHER : ALXN1210-aHUS-3125%E&) ™"
187 A DaHUSHEFE 20112, AFN AR EIZ DWW TR E LB & (Day 1) K OHEEFAH & (Day
15, FAVLAREIE IR EE20kg b b 8T & R EE20kg AT : 4 T L) A 26 IR AR N 2 5- L 7=,
ZDOFER 2R —M (R BRLEA ARG R OB E) B WL, iR OBEBECSIER I, 2N O% L
VBRI (B 5723045 LANICHIE L7 1T HR bz BECH IR B2 230, 5 ug/mLATH) | B 5-#fM 2 @ U CHsE
TERDSMERF ST, FER RN 2B D _R—AT A % ORIEE2 H A FRrE, 27C0.5ug/mLAT ThH o7z, fik
ot IR I, iy B CH IR EE 1L 42 C0.5ug/mLARN TH o7z, AR —R2 (= VX<=TIREEDH 5
BBV, M OERECHIR BEIE, 52272 fHE (530 INICHIE R R BE0.5ug/mLA
i) BFRD B, EF T TORNFE R CRe G- W2 @ U EER MR S,
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aR—M R ARBEE R R AR DaHUSBE (CH (TR ME iR CoR E—RETOI71)L

O FE20kg K
(ug/mL) AR A HHEEARE
100 8
w107
B
Y9}
O 1] "
Ej e e H el
k|| S, &
* * ==
0-017 T T T T T T T T T T T T T T T z T T
O%O%O%O%O%%p%p0‘91,0‘91/0‘91/0‘91/0‘91/0‘91/0‘9} 0‘91/ 0‘91/ 0‘91/ 5N
7B T B 0%, 0078, 5 DN %
BRI AR
n 1111101010101010 8 9 8 9 8 9 9 6 2
Busnrors O#Ss Of5#%
OFE20kg £
(ug/mL) HDERRHMm AR kAR
100
w10
1
o)
- e
i
0.1 .
=
PHEE piad g aei|| & =
o WL B =
0.017 T T T T T T T T T T T T T T T T T
Q0 QYA YA QYA D 4 4 4
%%%%%S@/>%%@%%%%%% 2 % %
ORI O R R RN %, N %5
B AR
n77777777888888 7 5 0

Bushrora OFsa O#5#%

oot fE T EECH B 0.5 g /mL, O ¢ IE TCHHEETEE, * A fE

FEO TR IAT O ACERUT P RAR, 135 K O T 32 23 U o3 (62 B OV 10U 43 (e 2 7 3, QNI S LU A3 2 R OV 3 DU S0 (27025 1.5 X DU 43

[liiike S
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aR—R2: THYXRTBERDHSaHUSEEIZH T M FRHEEHCHEE - ITOI7/)L
(ug/mL) {RE20kg i RE20kgl £

0.1+

0.051 Hlﬁlelﬁlgleﬁ i é!i
OL&

WERECSRE

0.01 1 o5 He

Eﬁﬁﬂﬂﬁ
n222222222222222 8 87 7 88 88 887 7 8 8 8

Budhrora OHsar Ox5#

- R EECH I 0.5 ug/mL ., O ¢ LG P CH ik EE A, % A AU
FOFRIBOACEBIL ARG, 35 S OV F T2 AV ZAVEE 30U 53 L L OV 10U 43 % 7 37, OMF ISR LU S 7 R OV 30U 3 A2 23 5 1.5 X DU 43 fir.
A £ T,

CARANDaHUSIZH U CTRGREN WA EN O & SO 5 A T0REICEITHEEIT T
FLOHWNTHD,

@mr&

6. FiERURAZE (KFY

CGEREAM MY REEEIREE
W TT VA7 (a2 LU TUBE OREZEEL ., 1EI600~3,000mgZ BiisHEEL
HIE 523 %12 1R1300~3,600mg, LARE4 I X I1E81 = E1Z 1R300 ~3,600mgZ i §#E 75,

. BENEREZAITHEEICEHITLHEERE (hFY

9.7 /MR

CERBAIM M FREAEFEIREE)

9.7.2 (R ESkg AT D/ N 1t R EUTA M OV AR L LT R SRBR I T IR LTV R0,

(2B EERBENEGREI/OTOREFTE AT MR FLEEZLDEROEEN RIS
&IZRS)
- B FEE AR R
(fHAEEFIR AR THAChRIABG DR A FEMGEEE M RELT-FER : ALXN1210-MG-306
HER)™
FHRBRE B ARTEHE CHUAChRIUAES MO R A 2 5 RIMG 1754512 AFIHE (8661, AARAN66) ik
T T RARREGIB, BHARNTHNIZT A2 LEHT U AR AR EICEE SV TREL72H) B & (Day 1)
&Uﬂ"'ﬁﬁfﬁ%@&y 15, FNLAEIT8IA T L) &, 7T v R BEIXDay 1} Day 15, L LARRIISIH T &1z,
6 M ERARN B 5- LT,
%@ﬁ'ﬂk% ARFNHED A5 AR O G-4& 7RI fLiE H OB BECH (R4 23 & ﬁﬁxo*/\r
PR S AL (B 57423045 AP E U7 My Bl CH I FE 230, 5 g /m LA | 263 [ o> £ 5 # [ % 18
CRREEA D R L 72,
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HABRERIR AR CTIAChRIVAISE D £ S RIMGEECHIT5H M E PR Co R E—BETOI 7ML
5K

(ug/mL) STYX<T
P # *
100 %%%%%% %%%
w107
2K
o
B b

0.1 : %i ! %
NERIEERS *

skt

Day 1 Week 2 Week 10 Week 18 Week 26 Day 1 Week 2 Week 10 Week 18 Week 26
EEHAR

O#E5a O#H5%

<o AR AEC 5 0.5 g /m L O ¢ L CHHR LI, % 1 ShaLfiE
FEOHRARO R FAIT P RAL, b0 B O F Il Z 0 E AVES 30U 3 (v B OVES LU 43 (2 79, ONFIR S LI S5 A R OV 3 IH 53 (2> 5 1.5 X U 43 47
iz &9,

(B ERRANINSLES (REREHEREEU)DBRETFH

- EfR R E MR
(FHATREFIRABRDNMOSDEEE R R L5452 : CHAMPION-NMOSDER) "
FARBRE A ARTEHE ONMOSD 581 (H A ANIF I ARANZAR I HASWTHE LT [B H & (Day
D R OMERFH 2 (Day 15018 Z O ICFRIRN e 5-L 7=,
ZOREFR GRBRIIR 2B, 77 VA~ 7 & 546 % O iE Tl BECH IR X, 4 E AL T o114
(Day 1#&5-1% DI Z B A MO BIE TH50.5 ug/mLAT 2R LT,

(ug/mL) 5| BAANER
1007%* &

ﬁ 10
e
ot bt b B g A R I
KRN EEE L EREN RS

U551 (904 M) k5% (605 LURN)
oo T EECH R 0.5 p g /mL (A N PERE) | i3 T lEEECH IR LTI, ok AMNVE

RO IR OACERUT P IRAE, b3 X OV F o322 V3 S (L OV 1 43 (i A7 3, QNI B LU A0 R OV 3 I 43 (27035 1.5 X PU 43
HAERT,
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(3) AERIGEFERHAER
- 5 1A A2 B SR ER (ALXN1210-PNH-1035488) " (B3 & : i35 T—4)
MBS A ARIRHR O APNHEE &5 G2 B A & L OHERF &L UTARKI O 70 b2 &% Bk
WG L, &R BRE 1T,
BHERERRAROPNHES L AR EREBIRARE L= OR S, BEME. RUA ML T
%
HBTHAY SIERER. FER MR ERNAEGIERHR
g BAIREFIRAED188 L _EOPNHEE 134

18U EDBER T &

 ERBREIO—YA AN —DRERICKYPNHERE EZ SN TS ES

RO GBI EH T TREL 2D DIl R R K CLDHE I EAULND 3fELL £
CRBERERRAIELNICHIEREVIFUEREBLTAY. TOREHELNHD

L)

FHMANEE

AW N =

CBEICHARBEERICKBEBEER TN HIEE

L RO —Z U B O I/NEEAY30,000/mm K RIKSFhERAE 3 B AN500/uL R iEDEE

CBEICERBEEZT I HLESE

CHEXARREEORE. FETHOBREREEDRE. ARERSHRIARTIOBLINICIEE

DEEREEEL-REEORELZEILIEE

CEREFELTCVD S ERD X SR E RO L

6. TURORIFUR(EEEMFENF. L FARTASR EFAIUKIERE Y TUAVIILER. B
BFANRNJDDOVTIAIRESNTEY. MDA —= U RT—E R ORAEN—ETHRNES

7. HIVER L 2 RIFXEHEOBE XIZCEFRVAILARKSE ARERSBRI4BLUADFEEN
DEEMHOMEME VML AERITEEEOREEDES

8. REREEIX S RAARTS0 A IR DEE R RER IS MUT-. RITFARMASEEE 2. 30BMHLLE

LEZABREOE BB OMEOHM(WLWTAMEVNA)ARBLTLVENESE

A W N =

ol

ERBRMEE

ark—MalZ2fl, 37k—MMbIZ44)] ak—R2(2761 & A AN T=,

aOR—MaTIX. BAREELELTAEAFI400mgZEDay 1.8(2.600mgZDay 15(Z #FHAEELTIOOmgE
Day 29 R U ENLIBE (F4B S LICFRIRMIR S LT,

2R—MbTIE BEAREELLTAHFI600mgZEDay 1.1512  HEFAELLTIOOMgZEDay 29K UIZ N LIEIE
HERAE GRS EITERRMIRE LT,

ak— k2Tl BABREELTAFI600mgZEDay 112.900mgZDay 1512, #1FAEELT1,800mgZDay 29
RUZFNLUEZ4B T EIZEIRNIE S LT =,

WEFhDaR— 3 S5 C24BROEBALMEHBHBEZRTL-&. &R2EMOBRGEIHMICET
L. FHRER—DAERVERSHRECTARIZHRGERETEHILET,

FEFFEIER R—RS5A5Day 169FE THOLDHDZEL

Bl R ETiT1E B B MEEOMRPIIRE/ NTA—FDEL . PNHERREER DL L
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PK/PD

R

Conax R U Crronen| A LB IZHEANL . 27K—M (900mg g4w) TlEDay 57.378—k2(1,800mg g4w) TlE
Day 85F TIZEEIKARITELT -,

AFNQOHEEAFBE (400mgX (F600me) IF 5% RV
RARHEFERFE (900mg X (31,800mg) IR 5 R DEMBNEE/NSA—4

PK Parameters

Dosing Period

Cohort 1a
400/900(N=2)

Cohort 1b
600/900(N=4)

Cohort 2
600/1,800(N=7)

a

Mean

Mean+=SD(%CV)

Mean=+SD(%CV)

First ID

114.0

203.5%10.3(5.1)

200.7%+53.3(26.6)

Crax(1g/mL)

Last MD 514.0 512.3%£65.0(12.7) 1,039.3+282.4(27.2)

First ID 73.3 80.5+6.5(8.1) 87.3+18.6(21.3)

Crougn (g/mL)

Last MD 243.5 204.0+56.6(27.7) 449.6+135.1(30.0)

a SD and CV are not applicable as N=2.

ID=induction dose; MD=maintenance dose

WHCSEENDR—RSAUMNLDELEOTHEIL. HFHEOARFRRBEEEDINSIBATIX. O
R—F1(900mg g4w) T—99.8% ., a7Kk—F2(1,800mg q4w) T—99.95% Tdpo1=, WBECH= BEED FHIfE (L.
ETORSTERATA—RT4UMN599% L EETLTLV =, cRBCAIMEE DR RIGICASREMSE
MNRHON Tz, 37K—12(1,800mg q4w) TIFBAEIBD2EIB D5 (Day 15)RITSEL4AE (20% 5%
BN ERSIN ORI EEFEAREBLCHEF SN,

Day 169 TOLDHEHEDA—RSAU MDD ELZE(IL, 378—M (900mg g4w) T—86.0% , a7Kk—h2
(1,800mg q4w) T—84.7% T o1=,

Day 169MLDHIEAULND1.5{5Z& FE>f=#ERF (&, 37"R—HF(900mg qdw) T6HIch54l, aR—bk2
(1,800mg q4w) Tl £l TH 7=,

LDHAEEEFHENRN THo-HBREDEET. WFhDOIR—rCLREETH-T=,

Tek

FHEORRERNBETCELEVETERIT . 2R—MT6HIF141(16.7%) (Bif1) . 7R—r2T7HIH
2151(28.6%) (BEFA R UDEARE) . A&/ S 1D ICHKE LT,

T—ANVM IJBRATC. REARERSFICRBEL-EECEEER HERXERRIE. 8541k
[CERBEERR RV EPIEORE EEMoT=,

EE AKIOPNHIZ G U TEA RSN WA HE L O EIX TR 0my Tdh s,

6. A RUAE (FFy)
(RUEERBANE/OEVRE. SBREEHBENE(REIOJXEFEFREAR T MK FE
BRICEDEROEENRHE LIS S IR RUVRGREURARINS LEETRHEERHL
EEL)DBERTH)
W AR, T 7 VA~ T B 2 ) LT BREOIREELEEL, 11]2,400~3,000mg%
BRAG L L, A [al4% 5238 $121[1]3,000~3,600mg, LA SIE = 2121[E]3,000~3,600m g4 /5.1

HET 2,
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- S THEFRE R ER (ALXNI210-PNH-2015E&) 190 (B &  is T —4)

TABRE A AR DR ANPNHEE 6 R, BB E KO EL DA TAAKIZ HARNES-L,
BT RBR AT o7, 2 kR BV TARAID10meg/mLELA - 5100mg/mL LA ~D U1 2 %
1To7,

HABEERIRABROPNHEZFEZNRELT. BUDAERVBREL DAV TR ERELILEEDEN
. REMRUVBRMEETETS

BT SR AR FER. AEFEHR
PO 3 THARBREHI R AR D 185K L EDPNHEE 264

18U EDBER T &

 ERBREIO—YA AN —DRERICKYPNHERE EZ SN TS ES

RO GBI EH T TREL 2D DIl R R K CLDHE I EAULND 3fELL £
CRBERERRAIELNICHIEREVIFUEREBLTAY. TOREHELNHD

CBEICHARBEERICKBEBEER TN HIEE

L RO —Z U B O I/NEEAY30,000/mm K RIKSFhERAE 3 B AN500/uL R iEDEE

CBEICERBEEZT I HLESE

CHEAEBRLEORE. RIEZOMERFHOBHEREEDREEETHEE

CEREFELTCVD S RGBSR E RO L

CIYRAORIFUR (FREMFEF .. L FIARTAAR EFIVKERE, Sk TUAV I ITER (K
BFARYDDONTOIARESNTEY. A DRV —Z S iT—EHEORAEN—ETHNEE

7. HIVER L 2 RIFEHEOBE XIZCEFRVAILARKSE ARERSBRI4BLUADFEE,

DEEHOMEME VML AERITEEEOBREEDES
8. REREEIX S RAARTS0 A IR DEE R RER IS MUT-. RITFARMASEEE 2. 30BMHLLE
LEZABREOE BB OEOHM(WLWTAMREVNA)ABBLTLVELESE

L)

FHMANEE

AW N =

o o AW N =

ERBRMEE

S RBEEIDDIR—MIERIZHAANT=,

aR—M(645]) - BAFHEELTAKI,400mgEDay 112,1,000mgZDay 1512, #FAEELTI,000me%
Day 29R U ZF N AT 4B EICEIRNIR S LT =,

arR—h2(641) : EARAEELTAHI2,000mgZDay 112.1,600mgZDay 22(Z ##FFAELLTI600me%
Day 43R UZFNLUMEIX6BEIEFIRMNIZS L=,

aR—k3(74) : EARAEELTAFI1,600mgZEDay 1.Day 152 HIFAEELT2,400mgEDay 29K U
FNLEESES EICEIRANIRE LT,

aR—MTH)  BABEEELTAFIZ,000mgEDay 112, #FHEELT5,400mgZDay 29 R UFN L%
HEEAE [F12:BEIZFRRMNRS LTz,

WFhoak—rE BEAMEH BN (QR—M~a/h—r3[E R E2538. aKk—MMIZRR2810)%
BTLZ. RESEMOBEHMICHBTL . EBHHEA—ORAERVESHRBTAFIZ#iGERET
5Tkl

BEHEICEVT. OR—M~a/R— 3 TR EICEI(HE (A E40kg A L60kgRFEDEE T
3,000mg. 60kgkl L 100kgk % D &% T3,300mg, 100kgkl LD EE T3,600mg) DB EZEIZEEL
2o T D% A E DK (37/R—M :Day 1037, 37Kk—k2: Day 1023, 37Rk—F3: Day 981, 37Kk—k4: Day
953) [ZARFID10mg/mLEFI M 5100meg/mLEF UV B R - IBZDRIETRE-AEICERER
Mot=.

FEFM@HIER R—Z5A v hHDay 253F THOLDHDZE L

Bl &1 1E B BB ED MK FHRE/ATA—2DEIL  PNHERRAEIK D EL
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PK/PD

HFHOARFREEBEEZDCuoulFEIR—FETREBETHIZDIZH LT Crnld AENTWVIFE
EELT0 Corouen D FEHIE(%CV) (&, T7R—FT218.6(47.2) ug/mL, IR—F2T156.6 (49.0) ug/mL. 3
7R—h3T163.4(39.6) ug/mL, A7R—F4T260.4(41.7) ftg/mLo Crroa D FHIE (% CV) [E, 27K— M T556.4
(35.2) ug/mL.A7R—b2T571.7(10.6) g/mL, A7K—F3T790.0(8.2) ug/mL. A7R—F47T1,340.4(28.7)
Heg/ml,

FEHZHINE (5 PEEEEC52 & . cRBCAM) IEaR— M THEBIL TV, # B0 AFI R KIS R
DS TERTIE BEBHCSEENDA—RSAUNLNDEIL R (FY{E) (£, 237R—MT—99.68%., a7K—k2
T—99.32%, 37K—F3T—99.06% ., A7R—F4T—99.57% T&H o1z, cRBCIAMD N—RZ A U M is K F| D
VERERTHEAETOEEREIVThOIR—FTEH80%E B I TELHEEE (20% K iH) MRS h
=M. B RBEESEHDONS TR TIL, 37/h— M T—98.45%, a7Rk—hF2T—84.20% . O7h— 3 T—77.14%,
O/h—h4T—93.50%THY. B2 HAMBEEILETOREL DAV TREHMZELT—ELTHESN
Hhot=,

JEZ/—+
HEBZOMETAFOMEFFSTREDFHERVFHRERFREETHY. HAVEZITLLE
MENEDERIEALNEI ST (T—2(Ep7185HR),

RS

Btk

LDHEMEDR—RF A hibDay 253F THEILEIL, I7R—M(1,000mg qd4w) T—72.9% , 27R—F2
(1,600mg q6w) T—77.8%, 37k—k3(2,400mg q8w) T—85.0%., J7Kk—k4(5,400mg q12w) T—87.6%T
o1z, Day 253DLDHEMNULNDISEUTITETLZKEBRE DB &(E. 37/k—HM (1,000mg qd4w) BT
37R—hk2(1,600mg q6w) T100% ., a7k—k3(2,400mg q8w) T71.4% (5/745), a7k—F4(5,400mg ql12w)
T85.7%(6/7651) TH 1=,

U A S
LDH¥EEIZ10me/mLEF] A S100mg/mLEFI~NDEYNEZ CLPBELGEZEILAH5NT . 100meg/mL
HE S FICELDHEDETIEHHKEL W (T—2(Ep695 ),

Tek

IR ETHEEEROEBECRBERICRROERIEH 5N EA T,
FEENDARERNEBETELGVEETERORREIL . 2/R—MT33.3%(2/64)) (BEH. BL. &K
EMEmAREFEARSE) . 27R—H2T33.3% (2/64)) (B8 . |AIE. HAARE. 3F PR AE) . 27R— 3T
42.9%(3/7%1) (EH. BB EEE EAMMIER. MR XEMEKRME. KERE). IR—H4T28.6%
(2/74)) (EBFE241) TH 7=,

FEFEHAMPIC T RERLICEHEZROBREXGMNof-. 2K THIITNGDOEELRH
EEZARBEL (AT RERRAE, . HIERERE L BEFEPRIRERVEMNE 5], R
BRERCLERSHHEEH]. BBRR B OH), IR R B4R ILE R UBEK BB KRB 16)).

P&EZ/\—k

BESCHELA-TEAED FEIRZE(L10mg/mLEFIT507.8/100 A%, 100mg/mL %[ T400.0/100 A £
ThHo1=(ZFDHDT—4Ep69S ),

EE  AKIOPNHIZH U TA RSN TV A E L O EIZ TR om) Ttdh s,

6. FIERUAE (B
(REMREAEYVOEVRE. £ SR EEHBENE(REI QDU REFFTE AN T MAE SR
BEICKDEROEENEH LB SR RURBBERRARIN LES (RBBEEHER
ZEV)DBEHRTFIH
W AT, T 7 VA~ GEG FHZ) LT BREDOIRELEEL, 1[7]2,400~3,000mg%
BAA R L, FIEI 5231412 1[]3,000~3,600mg, LAKESTH = L2 1[7]3,000~3,600mg4 i

HET 2,
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(4) HREERI A ER
1) AR BR

- EFR £ E S MR ER (ALXN1210-PNH-3015£E8) 2"
THIRBLEAIRIBE DR APNHEBE & 5 BRI VA~ T o 5 IR L9257 2 A B Rl PR R

21T o77,

=LY

HAEEFIRABRDEAPNHEZZRRIT. AFOEHEICDONVTIVIXIIITH T SIS HER
HIERS)

BT

BHERAR. VA LIE B R REMBHER

PIE 3

WIAPRERIRABEDI18F LI EDPNHEE 2464
(AFBE1250], THVXTTE12161 5B B AR NI AF B 1861, TH) X< T E#1541)

FHBANEE

18U LD B MR L&

 ERBREIO—YA AN —IZKYPNHEREEZ SN TS ES

CRY) ==V RiI3H ARRIZ PNHEEBIR R FAERE1 DU LB LTV BE

L ROY—ZU T DLDHIEMNULND 1.5 ETHo1-BE

CRRERSHEAEUAR TSR CHIEXE VIO FUEEELTCVSESE

. ERATRE A R R R E R U R AT RE A M/ S —hF— B DB MR E L. AR B ABR P RUA
BREORKIFE %8 AR, FIREEM T 5-OITARERAEEITRELIZH AT U RIZHEHLK
TIEGELENIEELT

o o AW N =

EXAZT) e %2

CBEICHAREERICLBEBEER T HIEE
LR —Z U O I/NMREAY30,000/mm K RITIFRERAER $AS500/uL KR EDEE
CBEICEHBEEZT I HIES
AP BEDORENAOkg R FEDEE
CHEXRELEORE. RRFHOBREKLEORE. ARERSHBRIN4IBLUADESE
M OEEHOME . YMNILAE R FEFEOBREDEIOHIEE
ARREBRERAAFIIRLINIZISCL LD REMERO-EE
7. HIVRRE D FERSN - BE
8. AR IR SRIARTICH DERRAER IS MUz RITAEMAARE (T 30BMB LT LELAR
EDEFBHBDSEDHM(WVThHREVA) NRBLTOVENES
9. HIREFELCLAS ERLCLS . XILIBEF DL HE
10. R9—=2 5 X (EDay 1DFIRIREDHER N BHEDO LS

g AW N =

(=2}

HERAE

SGERDORY)—=2 7 RO % S FE AR IR S AT A DpRBCEI M 1 =y b 3K A0, 1~14,
RIF15L EIRURDY—=2 5 B D LDHE(ULND1.56E L L3 &R, RIFULND3ELL ) [C & D=,
BBEEZBANEL . AFIBRIZTVYRXITHEIT 1D TIUA LB T LT, BE1E LR I8 FE
DEWEEFEEHAANTESEEDLREIX20%E0LT2,

AREIFEE AEICEDVTRELI-AEIAE (Day ) RUHEHAE (Day 15. 2 LUEIE8ETL)%E. T
DA TEITEARE600mg(Day 1.8,15.22) RUHE A E900mg(Day 29. F M LUEIX2:BT L) %, 26
BRERRNES L,

26RO EEFMARBRT &, A IAFRGEHLL T TVIXITEHEAFIREITOYEZTE
FIVIBHELT. RREHBEL- B EPRERR2EMEL -, ARG (I HIFHEE (Day 183.Fh
LUBEIZSET L)% AFIUEE LW E A E (Day 183) RUMIFHE (Day 197. ZN LR (X8ET L) %54
RARS LTz,

AEFEDOREE:

A=

#[E A E (mg)

HFFAE (me)

40kgd £ 60kgk

2,400

3,000

60kgkl L 100kgsk i

2,700

3,300

100kgkl £

3,000

3,600




FEFHIER

Day 183%E T M [E]8#5E L # . Day 29h HDay 183F TOHLDHIEELER H

< i 0 [ 56% D 7E % >

Day 183(Week 26) ECORBREAM D MIMA T ELIREEMIFL AREREZ(CRELZAMRS
AVICELCTHMELBELEN ST HBREDEIE,

ANEJOEUENIg/ALUT CTHIMZHELTIEEDBIEOCEREESIGE. XITHEOERDOEE
IS HBTAEST OE BN Te/dLU T D5 A IZpRBCEMEE LT,

<LDHIE®ILDEZ>
Day 29/ 5Day 183F TEBLTLDHIEAULND1ELLT

R RHER

RN—RSAhbDay 183FETOHOLDHELE R—XSA U MibDay 183F TOFACIT-Fatigue# 8 XaA7NE
{b.Day 183FETHDILAVRIL—AMFEREEDE|E. Day 183FTHOANETOELREILERE

<TLAYRIIL—BNDESE>
SAEDCLDHEAULND . 5ERFEICIETLI=#IZ LDHEMNULND2{ELL EIZ E R LI-REETIE RN
BMOER T EBIEM DU EFH-CRIBITEEL LA ERSA-IGA

<ANEJOEVRECDEED>
Day 183(Week 26) E THIMAET AT OEVENR—RSAUH52g/dLU LD ETHARHONE
WsE

R

AR RERIEFASELz, TEFAEE CTHLIHMEIBHEREDIREHMELZDI5%CI
%, BAl{ENewcombe SR ZFAVWTEH L. BREHBEX. BAESh=6 2D S IL—THTO
HEZOMEMESEERALYTMantel-Haenszel weightiAICKYE LTz, EEFF MM FICHEHHEDL
ROLNEI O OARRBERLLBEERGHIEATL BMEELBEELTEH L. CO
HREPIcthDEHRTHIELEEZIT OV T FEFETOT—4ERANCHME ## %MLz, F-.
LDHEEILEREOBHITIE. —BILEEAREXOFELZRAVNVTA YL EZDI5S%NCIZEH LT,
Day 29/h\5Day 183(2638)ETHOLDHEREILZRBEREL ARDIEELZH . MME(BAIEFLA
JVIZESATTVALER) . RUR—RSAULDHIEGERZE ) ZHATHELTED T,

Day 1833 TO#iI B8 ZE L ZE DM ZE (RFIFE-—THVIXITH#H) DI5%CIND FRHMN—20%% EEY,
ESICAFIBTOLDHEE L ER RO TV TEICHTE4 VX EDI5%CIN TEA0.39%2 L@
BEICELHENRSNDZEELT,
FHBEIRFHIEEDIELHEDEREH (T LOHEL R TIEHMZEDI5%CIN LR H20%% FE -1
154 . FACIT-Fatigue# 8 A7 N LEAL TIX B ZE D 9I5%CIND FRM—5% LA -=15 A . TL1IRXIL—
AMFEREBFOEN G TIEEBZENDISCIN LRA20%ZE TR S-IGEANETOEVRELERET
IXEERE 2= D95%CIN TR A—20%% LR >1=B&E LT,

R WERE

Hit246BINARRERICHAAN SN  STVXITRIETIIAITDEEEZIT =, TD 53524451 E
EEHAMER T L=, TR TH 026 E T EFFMEAAME T T L of= (EER D H| b7 4K ERE 1<
FRRBHED . REIBED1HIEIRE, A5 2436 AR RO MG IR CFITLI=.

BT RIC R BRZ R LR E D& 133.3% (24351508451) THY . AF|#E f5T5 T3H (ERF D
. SR E DM ASE 1B ARV BER TR (FEER 20 (FhiRFE. SR MBUERE). LT 14
(RS AE )  EE B OD#I B - 24811 Tdh o=,
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LS

Atk

FEFHil
Day 183F T M [B]:8#:ZF fk F (L. AFIFE73.6%., TV XY T F£66.1% T, BRI Z1£6.8%(95%Cl :
—4.66%~18.14%) T&H 1=,
Ffz.Day 29 5Day 183FE TOFELDHIEEILZERE L. AFKIF53.6%. TV X T E49.4% . AFl
BOIVRATTEICHTHFEEBA VX EIE1.187(95%Cl : 0.796~1.769) TH 7=,
Day 183%F TO ¥ [El% E R R DM ZEDIS%CINTRIZ—20%% LAY, N DAFIE TOLDHIE
BILEREOIVIAITEHICHTE4 VA LEDI5%CIDTRIL0.39%F EE->TLNSZEND, RFID
IHYRXRTITRT BRI RIASNT=,

B REFE
LDHDA—RZ1U oD ELE
LDHDAR—RSA M i5Day 183F THEILRD RN FTIYEIL, RFIFF—76.84% . TH)X<T
B£—76.02% ., FERIZE(3—0.83%(95%Cl: —5.21%~3.56%) ThHo1=-(HERDT+LANTOYFDE
Tl BEEZEFTIVXRTEH-—RFETRT),

TLAOAN—BMHERBEDE S
Day 183F TICTLAVRIL—BMAFHELI-BEDEE L. AFIF4.0%(5/12561) . TH )X T
F£10.79% (13/121451) . BRI 2 (£—6.7%(95%C1 : —14.21% ~0.18%) THo=(FERDT+LANTOY
FORITIE ERZEFTVIXITH-—FRFFECTRT) . VI THTROONZT LAV RIL—
BMISHEDSBETH£0.5ug/mLEB A DLERECSRED LR EF>TUL A AFIBE TIX0.51g/mL
EHEALLEMCSEED LENBOONEF (TSI,

ANETREVRELERE
Day 183FETOANE/ AELREILER (L, AFIEE68.0% ., TV XTI E64.5%. BEFHIZE(1£2.9%
(95%CI: —8.80%~14.64%) TdHo71=,

FACIT-Fatiguef& a7 NDZE 1L (B E1HR)
FACIT-Fatigue#8 RA7NDR—R5 A/ HibDay 183X THOLEILD RPN ZFEFHIIAFIEE7.07. T4
YA TE6.40, BRI 2(X0.67(95%CI: —1.21~2.55) THo1=,

T EETME B R ORI REFMIEE O EHT-FAS

TA(%) A 1 i ® |
T T T T T T T T 1
—20 —15 —10 -5 0 5 10 15 20
LDH-N(OR) A 1 } O |
T T T T 1
0 0.5 1 1.5 2
LDH-PCHG (%) * A T
FACIT-Fatigue# 2237 DZEAL A
BTH(%)* A @
HGB-S (%) A [ ® |
T T T T T T T 1
—20 —15 —10 -5 0 5 10 15 20
Favors eculizumab Favors ravulizumab

E)AFTELHT—C0 @EAHEEE R T, BB TA=8 M [EE. LDH-N=LDHIE#{t.OR=7# v Xtk LDH-
PCHG=LDHZ LR BTH=J LAY R IL—AM HGB-S=~ESOEVREL
*LDH-PCHGRUBTHO#MZ L. TVURXT T H KK TR,

TR E T (Day 365 T)

Day 3653 T ¥ M B8 3 A H (&, AFIHEBEEE66.4% . RFI VB EE57.9% T, BRI E(37.8%(95%
Cl:—4.26%~19.69%) T&Ho1=,

Day 29/Mi5Day 365F TOFHELDHIEE L ERK L, AFIHE G EE53.0%  AFIVI B 547.7% A Fl
BEORF BRI HAEA VX LIX1.239(95%C1: 0.839~1.829) THho1=,
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BAAEE
Day 1833 TO# I [E:8%5E L B K UDay 29h HDay 183FE THHELDHEEILERETIE. BAA
KAV EEFERESKELREIIETURIEEH LN oz, (8 M [E]8E (BERZ) :30.0% (95%Cl
—4.56%~59.60%), LDHIE &1k (v X 1) 0.719(95%Cl : 0.158~3.267)]
LDHDAR—RSA/ U hbDay 183FTHEILERTIX. BAANERANALEMEREKELDIIETURIE
BoOoNIEh D=, [FEHEIE - —0.68%(95%Cl: —5.65%~4.28%)]
BARAEMTlEDay 183FETITTI LAV RIL—AMBRIFBOHLNEI ST,
BAAEHIZHT5HDay 183FTONEYOE L REILERFEDEHRZ(318.9%(95%C1: —16.05% ~
50.40%) TH o1z,
FACIT-Fatigue# & ROA7NDR—RS A hbDay 183FTHEATIX. BAAERAMNEEMERECE
BAIETURIFBDSNIEM o=, [BEREIZE 1 2.93(95%CI: —1.14~7.00)]

MBI ET(Day 365F T)IZHLNT, Day 365F TO M A8 3% f B K U Day 29/ 5Day 365%F
TORBEDHERELERETE. BRAAEAN2EMERESKELLZIET VR IRDLNELD
1=, [ 00 [558% (BER 2 )18.9% (95%CI : —16.05% ~50.40%) . LDHIE &1k (A X tk)0.807(95%Cl :
0.186~3.506)]

BlER(RAREGRNEECELVEETER)DKEE(E . AKIF40.8%(51/125%41) . V)X T #
fER 41.3%(50/121451) T, EBIEAILEER THoT=,

BEGATEREAFBE TR GESEIRMARE. LT NRESE. F2. I/MRBADE. B/ EZETR
£ RE Bk E/FEFEHE. £ S MRE BETREAN DFHE L. EWFELZ1E). T
PRI TETRI(FEE20] AL IR /HERGARIE I8/ VAL AME ERGE RRE RRE MERIRE. SR %/
PR BRI A KBRS AR . RAEM R AR RENE ) ISROHENT-, 26:8 M O EE T HHARM
P RERUVEEBERICESESPIAFIE AFBHERVIIIXITELLIZROLNGE,N ST,

BEHEETG2ET—2hYbATIBET)

Zetk B (ARBEFRNEE CESHRVEETRR)DHREET AFIMHTEE44.0%(55/1254])  AFIUI & 5
19.3%(23/119451) T, F % EIERAIZERE THoT=.
BEEVHEEREAFMGHCI3M(BEFREA MR, BEBAIL =7, FEEAR MR AE . FZA. A
LR GERSARMARIE /BRMAEME S 300/ 2 BRE BELX O RE. FRES . FEFEHEN
16D  AFIVVB B CHEI(BIARERAE. B2 BN/ EEEORER RE fhd /B iE . B4
FEMAM, FRERE FEFEHE/FTENER., MRk AmBKRDAE. BHRERMBERRE. iR
BRI IZROHLNT=,

RTIEAFBGEETIEEOONT  AF B 24| [fMIRE(EETMBIRPICHRIBL. S5
ISR, MEMECRBHON = AEBRICKDREFIEHIEAFBEETIEROLNT AF
DEH 2B (iREIC ST B ERBUEER (CRHONT-,

- ERFEE MR (ALXN1210-PNH-30254 B8 ) **”

TIVR= T IRFEFR DO APNHEEZ R R, 2R~ T a5 BRI E457 2 MU IEE R R B
1Tofc £z, MR RISV T AN B 8B 3 B AAID10mg/mL AL 5100mg /m LELF~
DY Z %1757,

BEHAULTIVIXTITDHREEZT. BRMICRELTVSHRAPNHEEEX LRI AEFIOHFHE

R [ZDNTIHYR YT SRR LHERITETS

HEBRTHI BHERHAR.SUF LML FER, REARAR

BEHAULEIVVXTIDREEZ(TEERMICRELTLNS18m% L EDPNHEE 195/

X% (RFIBEOHI. TH)XTTEE8HI. SHERNIEEHFIFESH]. TV TE7HI)

18U EDBEMER T &

. Day 1HI61 AU L. TOVRITDEEEZ T TV EE

ARG B OLDHIEMNULND 1 5EU T THo-BE

 EREIO—HYA AN —[ZKYPNHEEEZ SN TN ESE

ARERERRINBEUAX IR S RREICHIEXR VIV F oA EELTLAES

OERATRE A TSR R A RO RATRE G R M/ S— b —E B OB M BB E L. ARBARPRUEA
BEOREERS5 %81 AR TIREEE T 5-OARERABEZICRELLAIF VRIZH DK
TIEELENIEELT

FHMANEE

@D o AW N =
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TR EE

. Day 18167 AREICLDHIEAULND2MEE B X - en DD EE
. Day 1RI6 AMICEEMEZTR(MAVE) LN RHONT-BE
L ADY—Z U T B O M/NMREAHY30,000/mm K, XITIFRER#E R A500/ L RBEDEE
CBEICEHBEERZIT-IENHIEE
L RY)—ZU T DR EL 40k RFEDEE
CHEXARRLEEORE. RRTHOBEHK R LEO DT ARERSHBINM4BLUNOES T
MOEEHOMEME. VNI AERIIEFEOBRLENETOHIES
ARG SEIARTTELURIZIS CU LD RMERO-EE

8. HIVRE A HERINT-BE

9. AR S RARATICH ORI ERICS ML -, RIS RMAAEE 2T 30AMBLIL HEL AR

EOHHHADEDOHM (LT REVA)ARBLTLVENES

10. BEIRE FELTULAD, FEIRLTUL S, RIFBEF O
1. RY)—=U B X (IDay 1DFIRBEDHEREAGHED LM

@D oA W N =

~

HERATE

GEMORY)—=U 7 B O %, Wi E CAERE RS FIRET ER OpRBCEMED F ) [CEIEH
BREZBAIMEL. RFINOUEH (RFBH) XLV THGH(TVIXITEH) T 1D TIUS
LEIfFIFLT=,

AFIEEDDay 11&. TVYRATTREHEED2BHREL . KFIFH L ABICESVWTRELIZYEIAE
(Day NRUHFHAE (Day 15 ZNUBIESEIL)E. TV)X I T H#IE5 IS HmEMHIFHAE00me (2B
&) % 26 AMERIRARS LT,

26 OEEFMARB T & AR IAFREHLLCCTVIXITHEHEAFIESITOYEZTE
FINBEHLLT RBERGEL . BEHAM TR SOMRECEL . AFIMEEE (L HIFAE (Day 183,
TNURRESET L) AFIUIE# LW E A E (Day 183) RUHHFAE (Day 197. 2N LIEILSEAT L)
ZEIRMIRS L=,

FEFORSE:

rE

#[E A& (me)

HFAZE (mg)

40kgkl L 60kgR i

2,400

3,000

60kgLl L 100kg K i

2,700

3,300

100kgkl £

3,000

3,600

MEHRICEVT. BAANEBESHI TERFID10mg/mLEF A D100me/mLEF| [CHIYEZ = DEZD
RIRCHRZE - A=ICEER TG, o1,

FEFHERE

R—Z5(MbDay 183ETHLDHDEL 3

FREIREFMER

Day 183F CODI LAV RIL—BMAEREBEDE G A—RF/> M HDay 183FE TOFACIT-Fatiguefa X
a7 MZEb ., Day 183F TO M E%EEZER K, Day 183F TOANES/ OEVREILERE

<TLAYRIL—BMDFESE>
SAEB(CLDHIEAULND I 5ERHEITE T L =% 12 LDHEMNULND2ELL EIZ L R L-IREETINE N
BIMODEIR XITHIEI DU EHFICRBRIIEELLIENFERSNEE

<Hin [E B D EE >

AN—RFAM5Day 183(Week 26) FTORBHAM P . MMN T EIREEHIFL AREBIEEIC
BELEAMRSAVICELTHROELBELLEN S HKEREDEIE,

ANEJOEUEMNIg/AdLUT CHIMZNHELTIEEDBIEOCEREESIGE . RITHELERDOEE
IZADDHETAESTOEAENTe/dLU T DS A 1ZpRBCE MZEEMLT=,

ANEJOEVRECDESE >
Day 183(Week 26) X THIMAE T ANES AEUENR—RSAU M B2e/dLU EDETARHLNE
WEE

46




R

BB RERIEFASELz, FEFMIER THHIRN—RFA M bDay 183FTOLDHDZEILZE
FCREDRETIVICKSREATEETEMMRMZRWT AR KR RUXIRLESHOXEER
EATIVANEROEENREL. F- EREBDOEENRTHIN—RTAVDLDHIELERFUH
LEITEFTHHpRBCEHIMFE (Day 1&UFTI2H AN DpRBCEHIMD B E) # X ESLLTRTLT =,
AFBHETHVATITHDLDHOEILEDELZDOMAI95%CIZEH LT,

Day 183FE COLDHDZEAL EDEHIZE (RFIFH-—THV)XITEH)DI5%CIN LR HM15%FTEZZE SIS
ELHEMNRESNEIEELTZ,

FHEIREIMEEDES D ZERBEMRIL. TR —AMKIBEEDENS TIEERZEDI5%CID
LRM20%% FE o115 A . FACIT-Fatigue 8 27 DZE LTI BRI ZE DI5%CIN TR A—3% L[E->
=35 & M EEER R TILHERZEDISWCIND T RMN—20%% LRI >1IGE ATV OEL REILER
ETIXEHMZEDIS%CIN TRA—20%% LA >1=H&EELT,

WERE

BEITHIAARRERICHAANSN AIBBFINSTIVRIITRIEIVIRRIDEHEEEZ(T-. ZD55
19151 E B MR E T T Lz, ARIBE CTIE BN EERE IS IEERE O, T EFTFEEAMET
TLIEM STz, THOVAITETIX HEEICLIRERE. A EO R, RUIENRE 16 IZKY. 341
NEBEF MM ET T LA oz, TEFFHEEARMZ ST T L8 BR E 191151 0 £ 51 AN A5 BR O #2465t £ R
IZ#1TLT=,

MR I 2B AR ER Z b LT, AFIME G EE 1O (RIERE)  AFI U1 3 <1l (ERT O HI B T
Hot=,

LEES

A

FEFl
LDHDOAR—RSA > ibDay 183FETHOELEDOR/N_EFHIBEIL. AKIEF—0.82%. TV X< TE#
8.39% . FERIE(E—9.21%(95%C1: —18.84% ~0.42%) T, 95%CID LEMN15%F FEIY ., KF| DT
DRI TR ZHICHERLELSENRIASNTEROTAHLAN OV ORI Tl BHE
[FTHYRTTEH—AFIBHTRT),

Il 5T
TLAORN—BMHERBEDE S
Day 183F TICTLAVRIL—BIMN KR LI-BEDEESIX. THVVRXITEH T5.1%(5/98f) TH
Y. RBBETIEROONEN >z TR —BONRBEL-BEDOEEDOHMEX.—5.1%
(95%CI:—18.99%~8.89%) TH >R D IALANTOVL ORI TIL  BEEILTIIRTT
B—AFIBRTER), IVVXITHTROONET LA R —EM 0S5 44 [EF+ 5372 C500
EE (HEBECSREN0.5ug/mLE E) EREEL SIS LBEL TV,

4 1fn [m] 8% 2 pk 38
Day 183 T I [E]8F E R H 1% AFIFE87.6% . THYXT T EE82.7%., BERIZ1£5.5% (95%Cl
—4.27%~15.68%) THo1-,

ANETOEVREZERE
Day 183FE CTOANES/ OELREILZERFEIL AFIFT76.3%. TR T TE75.5% . BRI Z(X1.4%
(95%CI: —10.41%~13.31%) THo1-,

FACIT-Fatigue#8 A7 DL (B EIER)
FACIT-Fatiguef8 a7 DR—RS A hHDay 183FETHEILDR/PN_FFH (T AHKIEE2.01,. 5
YR T#0.54, BERIE(31.47(95%Cl: —0.21~3.15) TH 1=,
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LS

FEFHER RV RIRHHIER-FAS

LDH-PCHG (%) * A f L 4 1
BTH(%)* A f L 4 f
FACIT-Fatigueft X237 DZEA1t A O
TA(%) A [ ® 1
HGB-S (%) A [ ® |
T T T T T T T 1
—20 —15 —10 -5 0 5 10 15 20
Favors eculizumab Favors ravulizumab

E)AFELEHT—DU @AM EEERY BBS)LDH-PCHG=LDHZE LR BTH=TJL A9 R JL—AI.
TA=HIM[E#, HGB-S=AES/ OV REL
* LDH-PCHGRUBTHOEM =X, TVIXITH—AFIBHTKRT,

AT AR E T (Day 365FE T)

LDHDR—RSA > hbDay 365F THOEILEDR/N R FHE (L. AFIHE#EEE8.87%. AFII B
6.14%  BERSZ1£2.73% (95%CI : —6.22%~11.68%) T&H 1=,

Ao
BAANEH
LDHOR—RSA > hbDay 183ETHEETIE. BANEANEERERES(ELLSIETUR(E
BoOohiEhof-, [BERIE  —7.42%(95%CI: —21.85%~7.01%)]
BARAEFTlEDay 183FETIZTT LAV RIIL—AMBRIFBOHLN G oI,
Day 183FE COHMMEMERETIE. BRAAEANEEFLREKERLGIIETUREROLNE
Mof=, [BEREIE £ 22.9%(95%Cl: —36.23%~71.64%)]
Day 183FTOANE/AELVREILERETIE. BAAEANEEREAREELLIIETURIERD
SNEED DT, [FERIE : 31.4%(95%C1: —29.06% ~77.74%)]
FACIT-Fatiguef8 RaA7NR—RS5/ M ibDay 183F THLEILTIE.BAANEMAMNEEFEREKE
HAIETURIFRBHONIEA o, [BEHIZE 1 4.45(95%C1: —5.97~14.87)]
IR HARIET(Day 365F T)IZBLVT.LDHOR—RS /M bDay 365FTHEILETIX. BAAE
ANEEMEREERLGLIIETUVRERBDONGEI oz, [BERMZE —1.06%(95%CI1:—15.05% ~
12.93%)]
Y&z /\—k
10mg/mLEFIMD100mg/mLEFIANDYNEZ B ELDHED FHEDHB TR ELTHY. 100mg/mLE
KI5 BICEHLDHEDE T IE KL TV (T—2(Zp705H),
EERA(ERBEFRNBEETELRVEETER)DRIREL AFIE24.7% (24/9761) . VN X< T#14.3%
(14/98%1) T, X BIMERILEER TH 1=,
BELUEEEREIAFNHEHTHI(TRERE SR/ TADA/FRTE AVTILIUHY KGR HNE
). TH) X< T BT (R B3I, A M2 REBET X BB BRENZIF)ICROLN L.
AEBRICKDEEHILFIEAEELISEDONEN O,
. A FETGLET 2V TAET)
e id

ElER(RRBEFRERNEECELVETER) ORBEL AFIHE53£33.0%(32/974) . AFI S5
18.9%(18/95%1) T, £ EIVEAIZEERE TH 1=,

EELHESRIIAFIBGEE OB (FE26]RER, BER. MK SOR. KEX. EEER. 1>
TILIUHHZIGD  AFICI BB TH(Am/BELE. BE. BB EE. AL, FEE. 120

IUHERZIPNICROON R AEERICKDIERERIEFITEELLIZROONLEMN T,
YEZ/\—k
100mg/mLEFI~DENEZE&IZ. TEAEA 8HIH5(62.5%) THRILI=(ZD DT —2ILp705 ),
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- ElPR RS ARG ER (ALXN1210-aHUS-3115888) >
I RBHAE ALRTARE D128 L EOaHUSEBA %t BT I B R BRI SR A AT 7.

=]y

FEAM
RAAEFREBROBARVFDLFEDHUSEEEHRIC, /MR E. B R UVEHEREZE
BETHBAENEETMAZINFI T 2= DARFI DA LTSS

BIREH

QXK DR EMERUVARMHEHERTD

OAXFIDEMMEE EMOEMMEFHEIER IZL>TFHMT S
O KF|DPK/PDYMZEMERT S
OFFDRPBERDLTEERVEMNEETTETS

HEBRT Y

SRR, FER. FER R

PO

FHARBAERRARDEFDF (125 L1855 R RUR A (185% L) DaHUS B & 584
GI=1=F INEXL)

FRBEANEE

1. FE@A2R LI E AAE D 40kl ED B %X
2. UTOBEKRBREEIZEICTMADIETVREE 255
a. A7) —Z U S HIRRXIZ RS —= 2 B O RART28 B LA O If/M R $1A3150,000/ 1 LK
b. RV ==V J AR RE RV —=2 5 HAFIRAART28 H LN D LDH{EAULND1.55LL ET, X
PY—=U TG RIERY)—=2 BRI RT28 B LN D ANES AE U ENN EE R TR
CTf=LLNELTF
c. A8 LLE) TIZRY)—= U 7 B DIMEIL 7 FZAEMNULNE £ BV E (12K ~185%
KB TERPY—=V T HOMBILT F=UA BN EEEH D15/ \—E 2(LEL E(2HEE
BECLYBMNALELEELERELR)
. BRIEROHIBEEDSIL.UTOVTANCZLTIES
a. BIEDERIBERENZaHUSDEREEAHIBALTULND
b. aHUSEEE B AHIBALTE LT . TMADFTRACNICC ZORRY > #4901 LR %) X IEmTORI (S
AYLR INAYLRE)IZLSPRENTEEIORE - AZEER(PHXITFEEE)DZRIAUL
BT ATMANEREN D
4. DEZRICTMAZRBEL-EZE DS NEHIAEBATHT T ATMAN KR IN L EE
5. ARELE OBIEAISEUNX LRBEFICHRIBEXRE DI F U EBLTL D EE, AT 5 FAHET
2EMLRNICHERE I IF U ER LG A 7O F RN L2EMN R BT2ETEYLHR
EMBEEFHESTIEDOEL, ABIBRSHBAICRIERE T I/FUEERBLTWVEN 2B E
X DOF % ERITIETRUERLTIO2EMU LITRAEMEEFHRSTIL0ELE
6. 18HMEKBENIGZE L AV TILIUHELE (Hib) 7 FURUMRBRE I IF U ERBLTLDEE
7 MR RE R A M B E R IR AT Ae A L/ A— b — A VNS B EE T AREORSHHPRY
RREE%OSHARMIL ARERTEZIRULBITICETIH(E VRIZHS
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1. REEMEXITEBRREDADAMTS13RIESE GRS Y% Rim) N HERINTINSESE

2. EEEFBRERBRN IS E SR EAREERE CHB N ERINI-STEC-HUSEH ITHILN
¥BLTWSEE

3. BEEI—LAFBNBHEOEE . EFMEREVMNIABRLENERESNTOSRITREETHD
B2E

4. R ==V BRBATITELURNO MR IEEREG L ERETIRMENEEZIHINTESY. L
MBEDEREEZITTLVENES

5. aHUSDIEHELZMICE EE 5250, XRIXaHUSDEBEE DI F(245 &SRB F1E ERR AV HI by
TEHEHMENDORBEDEHEHMERRENHIBEXIZOR VD HIEE

6. IIRP R (LIZE P DEE

7. D Bl NG BN ISR O EEA HDESE

8. ERIEEDHIEEDIL FBHEMNS4BRKLUNIZ, Banff4 5820131 kD2 HIAREEHE(AMR)

TRV .
ELRARE I N T T
9. BREERDLENEEDSL. aHUSUN D EREBENHDESE
10. EFIBEHUSHEFESh TS EE
1. BEDTMAIZHLT, R —=V S BRBTICMIE s M iE T 228 QLI LRI TS EE
12. BEHIDNSEUCRBELEGFORIEBICEEST HHUSHEE
13. BB KRBT AL (ESKD) ICH TEBHAERBEALLTCOEHMEEREER]IEZITTNDS
B2E
14. RFAARE mTORI(VAY LR IAAYLRE) CNIYARKRY Y A0 LRE)EED D RE
MEFO®‘EEEZITTNLEE
15. REREFEL SRR (Day DATS0ORLIARIZZDARBEDEBHDOSEICHLTIHBMR(WTILE
WA IS DN AAEAERIZS LD, RIKASH DREBEMEEEZIT-EE
16. THOVXIITRIEZ DD FEAREEFIOBREENHLEE
BREIEBBORY)—=V RO % AR EREICTR OV TRELVEIAE (Day NRVHIETHE
(Day 15, F N LIBR(Z8E L) 26 BRI 5 IRMIR S LT=,
26 B MEFT MR TR KB E R E4SERBEL.
E 2 4 = =2
B & #E AE (mg) HEFAE (mg)
40kgLl L 60kgH i 2,400 3,000
60kgLl _E100kgsR i 2,700 3,300
100kgkl £ 3,000 3,600
Day 183F COTMAEEEM
<TMAZRZEHDEE>
FEFMIEE M/MRBOESEE. LDHEDEFEILEVMEFEIL 7 FoUAEDR—RSAUND25% L EDETEIE

TUARET S4B (288U LDRMRZESH T C2EBIELIREE(RUZORICAEL-EL DN
. ZDEAE) T TMARERND R TORELFH -THEET D,

BRI

TMASE® 230 R E TOHRE

TMAZLEOREFRIHERE

BHOEE
eGFRDAIEERUA—RZ/ M HDEIL
CKDRFT—Y

MEZFR/STA—Z([/NMREL LDHE. ATV REVE) DBIEERUR—RSAIU oD ELE
ANETAEANEDR—RSA2 M i520g/LLL EDBEM
QOLDR—RZA U M5MDZEIL(EQ-5D-3L, FACIT-Fatigue)
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AR RERIXFASEL -, T EFLMIEE THSDay 183ETHDTMATELEMNIZDONTIL, £
MELTAFIREH P TTIMAZ LR -EIE DR EE RV 95%CIZEH LT, 95%CIHEEHE#HIE
ZBEALIZAIRELE LA KYR O, BIRGHAEB O TMATE 2 ZMERFE TOHAMICDOLTIE,
Kaplan-Meier R FEE S MERE/ERRL . A& THEI95%CIZ RL Iz, TMASER =D IR B A HERS .
ANETAEVEDR—RFA2 1 520g/LLL EOEMIE . & AR A TERL-EZHRVZTOEEEM
8195%CIEEHITR LTz BT DB (& B ETM R R TENEZ T T FIEEZ T TUWE > T=HlE K&
UENEDEIEE R, B EZ(TTO=HIHO B S (L. E{8195%ClE RLT-. CKDRAT—URID BEH
DEE(EMAI95%CIE R LTz, eGFR. MiEZFH/NTA—Z (M/MRER, LDHE.ANES OE{E).QOLIZD
WTIE RIEEAEICKDEEDRETIL(IMMRM) 2 REEDBEEATIUALHRE SFEDREDA—R
FAVEOEEEFENREHESLLCEEL ST R TOELAEATENNE S EREALT =,

WERE

58I ARHERICHAAN SN  AFI DX EEZ (T, TD 53526 EIX 5 % ITHERE P IEL (WEIZ
BRICEBERBETSESRBGELSROONT 26 75 DA FTFE AR RIS AF 0T EHIERY
HERZIEL - (EER DB - 1. EREERE R BEEN DDA  145]. 5L : 25| . TEAE : 3f5) . 49
BINFHFF MR T L AR IS ITL .

49BIDSETMATEE R ZEZR LI 2fI RIS ICE T2 R FIRSATISHEREPIE L= (EE O H
B 16l BENSOBRLE 16, T—2h v JE DR R THBIARBR# EH THY. Mt AR Tl
ARBREPIELI(BENSOBLL : 541, ERRDHIBT : 26, EXLEBREEABEN D&M : 141).

RS

Atk

FEFHE
Day 183FE CHOTMARE RN EERLI-BEDE|E(EX.53.6%(95%Cl: 39.6%~67.5%) (30/564)
TH-ot=,

AF1% 5451 (56451)

Day 183ETHDTMAREEMEERLI-BHBREDEE 53.69%[39.6~67.5]
[95%CI] (30451)

TMASEE R DEREH

M/MRENERIELI-HEBREDEIS 83.9%[73.4~94.4]
[95%CI] (47451)

LDHIEAEEELI-HEBREDIS 76.8%[64.8~88.7]
[95%CI] (43451)

MEILT7FZUAENR—RSAN525% L, EIETFL-HEREDE S 58.9%[45.2~72.7]
[95%CI] (3341)

Bl R 5T
TMAZEZNERFETO LM
T—AhYrA DA T TMAREEDERF CTOHMPRE (F/ME. RXE)(&.868 (7.
4018) TH 1=,

TMAE2 B DREFRIHET
26: B D W EAFF AR P ICTMAT L E 3 ZZERL=3041IF LT, Day 141D EREFFETICRE
EWICES, TMAZR LR ERFECOHMPREDNSHLUE L. TE2EMEERLLEZD
B EIE—ELTLM:,
—HBOBEETIX.TMAREEMEREZ. ZTVO LT MEBEOELEEHLTLRL RN —H
IZRooNt=,

MERZHNTA—ADREERVIR—RFAONoDELE
M/MRED Tl (SD) (LIRS BtA R FELLRABMUIz R—R 5/ B (D 118.52(86.400) X 10°/L A
5Day 8[2(£240.34(160.646) x 10°/LIZHEANL . Z D %4 HASTM LA D £ TO K hehsT227x10°/L
RBIHiFshr=,
LDH®D B (SD) [ER—RS5 1B ()702.38(557.959) U/ L i5Day 812(£554.31(603.954)U/LIZ,
Day 2912(3293.27(156.999) U/LIZRE AL . Z D % ¥ HA ST (f £ R 0 £ TO KB BF T250U/ LRI
HEFInhT-,
AESTOEY D FHE(SD) [FR—R5A B 0)86.26(14.866)g/Lh DDay 1512(391.24(15.397)g/L
IZ.Day 5712(&113.82(17.086)g/LIZHENNL . Z D # #) EAZT il #A R D KB b5 TldDay 57% B 2 51E
THFINT=,
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LR

ANEJTOENEDR—RSA2H520g/LEL EDEM
PEAETE AR RIZ.71.4% (40/56651) AAES OEANEDR—RSA 2 M i520g/LLL EDIEMNEE R
L=,

B OERE
N—RTA VBT HSRRFTS AR, 2941 (51.8%) BN BEMEZ (T THEY. T—2 AV THD
Fr s T, 2941118451 (62.19%) A EX BR P IZEFT Z L LT ULV = A EIR ERISAURNITENE 21T T
WA 122761055 20451(35.7%) (BT AL DR EEHIFFL . 76 L8 RFAIRRISEMZRBL
fzo SHBTHIHR6HI TIE R B AER R TERNBETH O,

eGFROBAIEBERUR—RFA/U LD ELL
eGFRD FEIR—RS AU BED15.86mL/min/1.73m* /5, Day 15121£30.63mL/min/1.73m?,
Day 85[Z(348.20mL/min/1.73m’, Day 1831Z(£51.83mL/min/1.73m* &M A DNT=, B IERED
HBBIZHNTIX AR—RSA U BEED14.81mL/min/1.73m*Hi5, Day 1512(£23.29mL/min/1.73m?,
Day 85(21%28.29mL/min/1.73m”, Day 183[Z(&29.00mL/min/1.73m*&EMAH S t=,

CKDART—Y
BEHEORIBDIEIN—RFAVBFIZCKDRT—UAR LS TH oz N—AF/(/ U R UDay 183D T—4
NESNI=4THID S5, 3251(68.1%) [CELTCKDAT —UMR—RSA VLY E T LI, TMASE S
EMEERL30HIR 196l TIX . TMATEL R EREO M T MAR . CKDRT—CDET
LT,

FACIT-Fatiguef8 A7 DR—RSAU M6 DELE (SEIER)
F—ANELNI=44HDR—RS5 A2 M ibDay 183F TOFACIT-Fatigue# A7 D FEHZE{L & (SD)
1£.19.15(16.212) T#H o=,

EQ-5D-3LRAATDR—RSA UL DELE(SEFER)
F—ANBLNT-46HDA—R5( > MibDay 183FE THEQ-5D-3LRAAT7DEHZEILE(X.0.22T
Hot=,

BB ETG2ET—2A Y TAET)

MG RICABIATMATE L EHZERL . T—2hYMNT JRETHOTMAZEENEERL-ES
DENEE.60.7%(95%Cl : 47.0% ~74.4%) (34/565]) T#H 1=, M/NMREDIEEL(£85.7%(48/56
f5) . LDH{EDIE &1L (£83.9% (47/56f) TERINT=, MFEIL T F=UENR—RT12 M525%
UEETLIZBEDEIEL62.5% (35/5641) . MiKFHIEEILLI-EEDEIEL80.4% (45/5641) T
Hot=o

TMAZEZNERFE ORGP REDSCHLURIE. TE2EHEERLEZEZFOBEE—ELTL
= —EDEETIX. TMASLENERER. . ZDHOLTMBEEOREEZFH-LTLVEVHIRIA—K
MIZERH LT,

/MR D FHE(SD) [EDay 183T237.96(73.528) X 10°/L, Day 407T241.56(67.523) X 10°/LTH
Y. T—2hyb 7O EET205x107/LEL LICHiEShT=,

LDH®MD F+JfE(SD) (%, Day 183T194.46(58.099)U/L, Day 407T192.86(67.536)U/LTHY. T—2H
7B OBSAET2150/LKF SN,

AESAEL O EHE(SD) X, Day 183T120.27(12.946)g/L, Day 407T125.21(15.557)g/LTHY.
T—AAvrA TR OB RETI20e/LBICHIFSNT=,

F—EAVrA 7RETORGHBICEVT SHINNESTOEANEDR—RSA2 M i520g/LEL ED1E
n#EZERLZ,

Day 4070 eGFR®MFH4{E(£50.30mL/min/1.73m* T Y. B HERE D 5641 T1£29.33mL/min/1.73m?
THol=,

R—RFA4RUDay 407DT—2MF5N 142D 552941(69.0%) IZFH LV T.CKDRAT—U HIR—
AZAVEYIET L=,

FACIT-Fatiguef& R a7 (L ## #5445 (Day 351, Day 575.Day 743)[2ELT R—RSAUMDRIATD
EFENEHONT,EQ-5D-3LRAT [ER—RXFA U MibDay 351FE THDFHEILE(L0.25TH 7=,
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LR

BAAEE
BAAEFEFIOLT NE26 BRI O FHBEAB IS TMATE L ZHEER LGN o1,
20| ClEMRFHIE BIE A RO SN T=, 145l (X Day 990 F=bsE TICLDHIEDE H1L % &ML Day 113
DERRREFE TIZM/MMRBDEREEZR L=, 15llXDay 570 FkKEFE CICLDHEDEFELZERL.
Day 8D EK[REFE TIZI/MREDEELEZR LTz, 1HI[EIEFHEEE DLV T hbER LGN T2,
M/ REED FH{E(SD) (Z IR ERARHBFELAIEMU Iz, RA—R5 /2B (1D74.50(58.509) X 10°/LAD
Day 8[Z1£106.33(81.292) X 10°/LIZ. Day 113[Z1£164.00(36.373) x 10°/LIZ# ML . ZF D% D HAZE
i £ARE D K[ HF TldDay 113% B A AE THIFSN Tz, LDHO FH{E(SD) [FRN—RS AU BFD476.33
(70.951)U/Lh5Day 29121£392.00(42.143) U/LIZIE T L. Z 0 # 0 4D #A 54 #A R O Sk 5z 5 Tl Day
29% T EIBETHBFINZ ATTAEL DO FHE(SD) (FR—R54/ U EFD93.17(40.621)g/LA SDay
113 CI&115.00(12.288) g/LIHEML . T D £ D FDEA ST M #A R O K2 BF TldDay 113% B 2 HIETHEF
hi=,
325 N W ER T EA R P ITAE Y HE UV EDA—RT AU M 520g/LLL EDEMEZERLT-,
R4V BEX (T 5RAEI5 B URNIZ3FI R 1FINEREZITTEY ., R EBHRAERATLER
NBETH = MEIRERISAURNICEREZ T T A28V T hd 5 HREICERE
BBl R EBMRAERR CENIBETH .
eGFRIZDULVTIL, Day 183F TELIEABNIEHA 1=,
CKDRT—UIZ2WTIE IPINFThER—RSAUBEIZRT—U5THY MBS E#IR . RT7—5
DEETHoI=,
FACIT-FatiguefAXaAT7IZDWVT. 3D R—RZA MibDay 183F THFEHEILZE(SD)IX.6.67
(5.508) T&h 1=, Day 183, 3451 245l CFACIT-Fatiguef8 Ra7M3m LI LD LR EEHT=,
EQ-5D-3LRAIATNDR—R5A > MidDay 183FE TH FHZE{L 2 (SD)(F0.05(0.103) TdHo1=,

BEHRETG2RT—42hv A 7EET)IZBVT. BRAEAOWTHETMATE L EMEERL
b ofz, M/MRED FY{EEDay 463%(E . T—42hybAT7BETOMGHAMIZH VT, Day 113
(164.00x10°/L) LA ED{ETHEIFS NI,
LDHDFEET—42hvbA 7B ETOHGEHMICH LT Day 29(392.00U/L) & FEIHETHIFS
nt-.

ANETOEVOEHEFT—2H YA TBETORGHMIZEH VT Day 3510112.67g/LLLLDIE
NSz, T—3hv M JEBE TCOMRGHMICEVTAETOEVEOR—RS4 UM i520g/L
U EDtEmEER LIz E& L Eh o1,
eGFRIZDWTIE  AR—RFA U MG D TS (Day 743) £ TEILIFABNEM STz,
CKDRT—UIE3FILNVT Y AR—RS A Uh Sk T HA R O iR 42 5F @B (14511&Day 463, 245l (£Day
143 EFTRT—IU5DFEETHo1=,

FACIT-Fatiguef RO 7 & G HARICE L TT—aM BN 2 TOEE TR U LD ERER DT,
EQ-5D-3LRAOATDR—RS A >N ZEALE(EDay 351T0.04, Day 575K S Day 743T-0.01TH 7=,

BEEHEETG2ET 2NV TRFET G HB DO HRE74.07:8)

BIEFAFIRE1$34.5% (20/58%) TH 1=, EHEIEMAILEER R U B HiAAE5.2% (£3/58f) . 1)/
BREAE. BDBL. TSV F I/ NSURTIS—EEM, - ILAS VNSO R TS5 —E M, iR
BE. RUEBR BN 3.4% (&26)) THof-=.

BELHETERTIHIHK. SMEMNEIF. BMAEMSED vy, FREKE, JEHE R M RS EER
B EMBEnENE2HLE)ZROD N =, M FHE LR 2B AN M5 (BRI AETE S 39 9 2451 . KB
Bk d0 42 AE 115, BEE N H MG (SERHS NI A AFIEOBEEZL LIS, i HB TR DI T
[EZEBOLNEN Tz BEBRICKDFEFILFIEIF(BCREERMEE M., F5E M5 m/NMRR A
SRR EENHIAR D ISROS N SB1 (G /MR D HEEBHR) (E AT EORRBEFRE
BETELI ST,

¥MedDRADE ARZETITIEERAM M REEEIRZFE TH D,
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- ElPR RS ARG ER (ALXN1210-aHUS-3125488) %
185 ATt DaHUSHEE 2 X BT FFEMERIRRBRA T o7,

FEAM

FRBAEFIRGED/NDNEDaHUSESE (QR—M)ER]RIC M/MRRAE. Bl RV EHERESTEE

BETHBAENEETMAZINFI T 2= DARFI DA LTSS

a6 BEIXREH
FHAEERRABRDESE QAR—M)ETHVIARTABREDHZEE (QR—R2)IZH VT,
OAFINDREMRUVBEMEEFEDRTS
OAFIDEMMZEMDAE ST MIBEICL>TEFES S
O AHIDPK/PDEEHERT D
OAFKIDEHMFSHOREURVENEETETS
REBTH1Y LR HE. IF TR, JER BRI ER
18 RMDINEDaHUSEE
Pk WIKEEFIRAE@B—M) 215 (SBEEARANZIH) . T2V X THBRESHY (ak—R2) 1104155
BHARA(E441)
1. EE M8 R THREN kgl £
a. JR—M  HAREERIR ABDES
b. a7R—b2: 12 L E18m R iE (B AN O AREIEEER) X IZ18HKE(BADABRERE
) T RYY—= VT RIIC0AMU LTV T ABEEZIT TV EE
COR—MT UTOETAZEL. TMADIETUAN RSN EE
a. AV ==V IR RIE R Y —=2 5 BsARI28 A AR D IM/M R 2 H1150,000/ 1 LK i
b. RU)—=U R RIZ RV —=2 7 FARI28 A LN D LDHIBEA H S F S R U MBI D ULND
15BLU ET RV TR R LRV —=V J FRFI28ALUNDOANES AE U EA H
EWMRUHEMIZHIFTALLNLT
c. MFBEILTFUENRI—=V T BOEHIZHITEEEEDIT/NA—E 2L E(BHET
BEEOLOICBEMNDEREEIMBILTF_UEICHIHET EKELE)
. OR—R2 T, aHUSDE IR N H o= B E (TMARIERDLDHOULNZ LRIS LR . JLT7F=UfE
DULNZ EES L. /MREOLLNE TRIZE T RERE TRESN TV EEZED)
L OR—R2T RY—Z U T BIZUTORTHKEL. RELELTMAREBEIZEYIVYRITITH T
DREHEDEKRMIET VANTREIN-EE
a. LDHAYULN®D1.54% K i
FHAANELE b. /MR EAHY150,000/u LEL E

c. Schwartz# E K Z AL V=eGFRM30mL/min/1.73m’Z £ B> TL V=

CBEBHEEFEDSIL UTOVNVTAMRAELEE

a. MADBEBIELIFICaHUSDEEEE N H S

b. aHUSDEREBE MBS M IZASTULVEWLA, CNIC YA RRY L, A0 L RE) X IEmTORI(2 A
LR INAYLRE)ICKDRENMFIREORZE - AEZEE(FHXITHES) RIAL LR
FTEHTMALFERSINT-

CDBRICTMAZREELI=BEDSE . NERIBZEATHM T ATMAN RSN EF
CEREREORISAISELURNIIRRFFICHERRE DV F o2 EELTWSEE . ARIIRSRAHET

2EMLURNICHERE I IF U ER LG A 7T EENS2EMINRBT52ETEYLH
EMEEFHIRETELDOEL - AFIRSHBAICHBERAEVVFUOEERELTWV N 15E
X TOFUEERTIECRUVERELOL2EMU LIEREMEEFHRS5THE0DELZ. TS
FUBEBEZTONGVER L. £RS5HMRURRESESHARIE. NEMEOFHIEEEZ
FEFnIEESENIEEL

AVILIVFELE (Hb) T FURVIMRERE IV F o 2ERBLTNSEE
ERAT R R M B A R UIEIRATRE R T/ S —hF— A WD B EE X AREOREHM ARV

REREEEDH AR ABRERHEEIRUEBECBTEH 1T U RITHES
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1. REEMEXITHZREDADAMTS13RIESAE GRS Yo Rim) DN HERIN TS ESE

2. EEEFBRERBRN IS E SR EAREERE CHB N ERINI-STEC-HUSEH ITHILM
$¥BLTWSEE

3. BIEV—LRAHBMNGHEDEE EMREFREVMNIABRENERINTNIESE

4 BEXABEHEBICEELTAY. REETHO-EE

5. A==V BRBATITELURON R IEEREG L ERETIRMENEEZIHINTEY. &
MEBEDEREEZITTNVENES

6. aHUSDIEHELZM DR BERER D, X(TaHUSD KR BEE DU FI27175 LB R F T ERRA HI By
TEHEHMENDORBEDEHEMBERRENHIBEXIZOR VD HIEE

7 BEREAEIL UMz IR RSB I D EE

8. . Bl /NS BN RIS OB EREAH D EE

9. BRIEEDHIEEDSL . BIEMND4BEELIAIZ, Banff4)$52013[2 &5 2 HiIAREIE4E (AMR)
DEHIHET LM EREEENRDON-EH

10. BBEERDLZNEEDSL. aHUSUN D EREBENHDESE

AZYE-E: .
EERAEE | smmEHUSA R RS AT BB
12. A R—MT R —= V7 BIRRTNIC MR MFEMT 28R LI EZIT TS ESE
13. BEHIDANSIUCRBELEGFDORIEBICEETHHUSHEE
14. BB KRBT AL (ESKD) ITH TEBHAERBEEALLTCOEHMNEEREER]IEZITTNDS
BE
15. RAFAAR . mTORI(VAY LR IAAYLRE) CNIYARKRY Y AO0 LRE)EED D RE
MEFO®‘EEEZITTNEIEE
16. AEREIRSHARATICHDOERRRERRIZS MUz, RIS RN EAREEZ(T. 0B IEZTDABEED
EREEOSEICHLTIHBMR(WITIHARNA)ABBLTLVENES
17. AR—MT AL DFABEEFI DR ERENH - EE
18. Ah—R2T. IVURITLUSN DHARER DR EBAH - EE
19. O/h—R2 T RYY—=2 J BIRRTIOH LIRIZRIS M DTMAREEEEN B H SNz (LDHASULND
1.565LL £ | /R EEAHY150,000/ 1 LK X [ Schwartz i E X Z# L V=eGFRA30mL/min/1.73m* L
™EE
Ao —= Bl (afk—MIEHRRTEB. aRc—F2EHEK28B/M) D& . AFEZAEEICEDVTREL
f=#)EIFA=E (Day 1) RUHIFAE (Day 15RUZNLURE(EIAE20kgl EDEBEEILSBET L, 20kg R FHD
BEFGBETE) EFIRNEE L,
26 B DM MR TR RBERR4SERBEKEL,
*KE #EAE(mg) HEFAZE (me) HIFREDHEE
5kgll b 10ke ki 600% 300 qdw
10kgkl E20kg sk i 600 600 qdw
Ei’(gﬁjj_if 20ngjJ:30kg5k;ﬁ 900 2,100 q8w
30kgkl E40kgsk it 1,200 2,700 a8w
40kgLl L 60kgFK i 2,400 3,000 q8w
60kgLl _E100kg kit 2,700 3,300 a8w
100kgkl £ 3,000 3,600 a8w
MERWICEHEL-HEAZ1E300mgTHoI=M BHITRE SN TUL=#E/NEPK/PDAZHT (Skghl £
A0kg R D BEAMFINDay NETEREER T LIZRICZIT o) ITHULVT Skgd L10kg RBDAEEH T
[£600mg VB GEHEIREE THAETE SN Ak - AEEZEEL,
Day 183F TOTMAEEEM (AR—MDH)
<TMASELRHDEE>
FEF@EIEE MR/ TA—2 (/MR EULDHIE) DEFBERVMBEIL T FZUEDA—RSA M i525%LL

ERETEIETURET D, 4B/ (28 LI L DREFRESH (T T2EBIELREE(RUZORIZH
ELEAHNIL. ZOERAE) T TMAREZNOE TORELE-TIHERLET D,
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B RETHHIE B

TMASE2RMERETOHM (TR—MDH)

TMAZR L RZ O RFFIHER (QFR—MDH)

BITOHE

eGFROAIEBERUAN—RS/U LD EIL

CKDART—Y

MRFH STA—S (I/NREL LDHE ANESAEVE) DRIEERUR—RZ/U oD ELE
ANETOEMEDAR—RSA M i520g/LEL EDEM (@QR—MDH)

FACIT-Fatiguef8 RA7DAR—RXF7A1U ML DEILE R U ELEDEE)

BB RERIEFASELTz, T EFFHEBIEE QR—MDH) THSHDay 183FETODTMATELEZIC
DVVTIK . AFDEREZZ(T=BBICEBITETMAREEZNHOENEEHH LIz ChiZKFDIREEZ
[TH-BEICBITATMAZEZHHIOEIEDHEHERU9I5%CIZEH L TEMLT=,95%ClIEClopper—
PearsoniE & ANz IEREASFERFRICE DLV,

AR—MOBIRFBEEICEVWT. TMAZRE RN ERF TOHMITDOWLTIE, @mEI95%CIZHE T
Kaplan-Meier RIEE M A MR EERLTI-. TMARE Z O R EEHIHER RX—X5/0H5MD20g/LLL
LOANESTOEVEDEMIE. FH95%CIZHFRRLTERSBAICE TR EHEHETDEIEZERLT

R % BEFRIICEMLT,
JR—HM . aR—R2OEIREHEEBICE VT BT DEE X . EBATENEZ T TVSIEELZITT
WEWBEDOHHEZDEIEERLIZ. BHEZIT TV -EEDEEDMAI95%CI%ERLT-, CKDR
T—UEAR—ZAFAVDCKDRT—IE LB LTET. B A EORFARETNLDE EE BN
BRI AT —U N EIEIZENLDEIE DM AI95%CIE R LT-, eGFR, Mi&FH/ S5 A—2 (/MR
M LDHE ANEYAEUE).QOLIZDWTIE RRDEEATIVALHRRUVBFEREDA—RTA
VENEEEGMREERAEELLTREAEICLIEEADREETILIMMRM) ZAWVTREL. & S M B
ATRABEEDASENTOTEBERTESLSIZL,
JR—M 21 RREBRICHAANSN . RFI DR EE 2T, ZD563GEMERIF2E BN 5%
IZERBRZE ik LTz (A& S HIB A 7RI AN D EA ST EA R £ 48 T L L R S AR ISR 1T L= 1B IKTEAE(H
—— mEY)—ERUEBM) O=H MMM ETE T LA ol T—2h v b 7B DB S T164IA G R
: ZHEEL ABIASRERZ UL LT= (EER D) o
JR—R2 10 RKER CHAANSN AR DIREEZ (T 105l £ F AW FHEAAMET T L=,
T—AhIrA TEDOEETIOR BN REBRE#EHELT-,
FEFHOR—MDOH)
Day 183FE TOTMATE L EMEEMLIZBEHDEIG(X.77.8%(95%Cl: 52.4% ~93.6%) (14/18%) T
Hot=,
AF 3% 5450 (18451)
Day 183FE TOTMAEE RN FERLI-HEBREDEE 77.8%[52.4~93.6]
[95%CI] (14451)
TMATE L E=OEAREY
M/MRENEBEL-EHEEOSE 94.4%][72.7~99.9]
HaR [95%Cl] 741)
LDHEAEEELI-HEBREDIES 88.99[65.3~98.6]
95%CI 16
P, [95%CI] (1641)
MEILT7 F—UENR—RSA N 525% L EIETL-HEREDE S 83.3%[58.6~96.4]
[95%CI] (15451)
1BlEAFI2E %5 %IHhiE
Bl R Sl
TMASE2E=MEREFTOHM (QR—MDH)
TMASEZ E N ERMFE CORRMPRIE(H/ME. ZX{E)IX.308(158.3518) THof=,
TMAE2ZDOREFMHER (QR—MD#H)
TMASE L ZHEZEMLI-146](XDay 183FETREEDDEFIKAI RSN TMATLENZE
FERLEER. —BMICIDO/NSA—FTEYN/ EBLEHF TSR >EEINEDONA. £<
DEETROEREICEE. £/ EELOHENEDHLNT,
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LR

MBEFZHNTA—EDBIEERVAR—RFIUNODELLE

ark— /MR ER D FHE(SD) (L AR—RS5 A VB 1060.39(32.613) X 10°/Lhvi5Day 812(£285.40
(147.860) x 10°/L. Day 22(Z(3273.76(101.404) X 10°/L &7z Day 183FE T304 x 10°/ LB # #F
Sht=, LDHDFEE(SD) (X . AR—RS5A B 02,223.47(1,321.118)U/LH SDay 81Z1%1,064.83
(597.947)U/L, Day 2912(%326.94(121.606)U/LE%RY, Day 183F T3U/LEKFIZHFSnT=-. ~
ESAEL O TEHE(SD) (X AR—RS5AUBDT74.42(17.387)g/LSDay 15[21586.93(16.589)g/L .
Day 57[21%113.06(16.634)g/L &% Y, Day 183% TDay 57D HME LY S EIH ST,

a7R—bh2  FNEA I EA R b, f/MR K. LDHIE ANEV OEVBEIEREL T,

AETOEVEDA—RSA4 M i520g/LEL EDEM(@R—MDH)
AR 2. 88.9% (16/1865) AAES OEANEDR—RS/ 2 M i520g/LLL EDIEMNEE R
L=,

B OEE
OR—M  R=RSAUBFICENERZIT T 66D 5544l(E . Day 36F TIZHEMZEHIEL ., 264
MDay 193F TITEMERIE LTz, FifzSBENERBLIZBE LUV M ST,
AR—PF2: R=RSAVBICBENEZ T TV BB XS 0T BESHREICEREMBLEZEELL
Hhot=,

eGFROBAIEBERUARN—RFTA/U LD ELL
O7R—H : eGFROD FYE (SD) [(ERN—RS A VB 26.4(21.17)mL/min/1.73m* A >, Day 1831Z(%
108.5(56.87)mL/min/1.73m*&EMAH S t=,
a/R—b2: M EAEHE £ . e GFRIFREL TL V=,

CKDRT—Y

R—M  BEOKED 1761145 [(EN—RF 4 U BFIZCKDAT—P4X [F5TH o7 [CKDRT—
£5:35.3%(6451)1, 131D 551145 (84.6%) [CH LN TCKDAT —U MA—RSA U KYETL . 3(E5
AT =T MIEART — 2 3l F2 AT — D AFlFI RT—O AL LTz M A Sl #A R h ICCKDRT—
OHBIELIZEBEIEAON G ST,

JR—b2: R=RSA VD CKDRT— U (E AT —2 15861 RT—2 20845 AT —U3ahM 1l T
Bt M AARE DR T B E T MIIECKDRAT VI N HEN T 20 TIRTF—C D ELL,
1 CIRT—C DEILDH DN,

FACIT-Fatigue#8 A7 DR—RSA U DN EILE (B EIER)
IR—M U EDBFMFIZHE LT HEFHERR P R—RF10 Hh 50D /MNRFACIT-Fatiguefi
A7 DFYZEILE(SD)(£16.78(14.704) TH 1=,
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R | HEDRA (1855 E 84751 (B A A5
- 5 ( %L o |
S NMO-IgG& D (187% LL E)NMOSDEE 474 (B 5451)
x 1188k
;jﬁ 2. 2015 DEEIV YR BEE L TNMOSDEZ Y
A | RHIE 3. NAQP4HIARS 1%
g 4. BERAABICHREIEVEKEHIROBFRADBHON-EE
% 5. EDSSRIF7ILTF
1. 18 L L
x 2. 2006 MESWTE A [ZLYUNMOL M, XIF2007E DM %Y LUNMOSDEZ BT
& i 3. M RHLAQPAI TS
A 7’;th¥ 4 BEOER RBREBAEEOTEICLD) M. RYY—=VF I 120 ARIC2EU L, X%, RS
4 == T HI0245 AMIZSEL EBRABHEN. MO EDSEIREHIBIERIY—Z 2 f
# 120 ALANIZERSOHON-EE
5. EDSSRI7TLUT
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1. UEIR TR EFABBERI COABRERITTLDES
— 2. RO ==V RI3HAURIZYYF IR IR SN EE
3 3. R9)—Z U RI3H AURIZI R o rOvE RS Sh-8E
I 4. 29—V MISEBURICRES NIV KEF TR EEZIT-8E
= | ROU—= RIS BN YRR T ERE SN B
% . 2. 29—V R ALURICIR R YU OV ERESh - B
7; | O RO —Z UG HIGARMUAICRES 0D A BT R EE ST 85
4. RERSMEFCRORTOARERELCVDIGE. RV —=V YV KIRFIDIBEN L=V VBT
20mg/BEBAH(RIFHELE)IHE
ARERIE. AV ——U S H(RRECERM) . T ERESH  ERESHTHERINT:,
STYRITIEBBEDKREIZE DT Day 1IZHEIAE. Day 15LFIXSECLICHBFEREN S HER
FEENtf EF L AR BELT NMOSDEEEMRELEZIVI AT T DK & (ECU-NMO-301
HE)ICB TS REDORERELLETHIIENERITRESN Tz, KRR TIXTEEAR Y. ECU-
NMO-3015RERE Rk DA AN EE FHRAR. A AZE GEEEN AL RBREO—FHEN
FRESh,
* FEREREIRIIMEERICKVHIESNI-REBDERIN261IROLN R BLUTET
DEEN26GEDERETE T XTEHPLELEBFERAOVWTAMEBNAETELZ. L. 2TDE
EMNSOEDERER T RITEBPIELBAETICIMIFMEERICKYHEShE-REBHE
F D2 ZRDONEN =G EIZIE . ZTOBATEEREHERTIEEEL:,
*¥2 THYRITENEB TS RBEDR—RSAUHEDEDTREEEEEL. L EICKRCTERRDT
(propensity score) LN =ANMEDBEREMRFTEITIEELT =,
REIZEDHRELDAVEUTIZRT, WTFhi AFEEHIL,
fRE" RE
40kgLl _F60kg i 2,400mg
AERAE WEAZE 60kg LA £ 100kgK i 2,700mg
100kgbl £ 3,000mg
40kgbl _E60kg i 3,000mg
tHEAE 60kgLL £ 100kg K i 3,300mg
100kgkl k£ 3,600mg
*3BEL AV FRBEINEEDREREREDAEICE I ERBIAEZAELTHOIRSE
ERBTLHEOH.BECOREFIZFORERBEADENDTHD RBRENERARICHANINDIS
B EADORERRHEOARELERTS,
BE.RY)—Z U Bz EiGlEE QL FIRTOAR  FHFA T 3072 /—ILEEETIFIL.
ARRLFH =R UIORRYURVBEIOY LR DHORAT7ZIRE) BNiThn T =154, HERBA
HBEGEAMEELL NMOSDDBEXITEEEZINRBELIIGEEDOAISTORECL AV DEREEF
Bliz. F - BB BRELGEE ATONREREL VD EICHRL T RERBRBREERETHI LR
UMERBEEECRES DTV ETEEAIVIE) 2755 A HRIBLUEMOHHTSTIAIITN
WRTBREETIEFTREELT=,
* RFRTIE—E D H N A IEINMOSD D # Ik (F757 0N
FEFMIEE MM EELICLYHESN-YWEDHEBRTERETOLIM

FREIRMER

MIFHHREESICKVHESN-HBRPBEXROERBEHE(ARR)
HAIDR—RSA VW DERRMICEEREL
EQ-5DDR—RSAU oD ELE
EDSSOR—RSA VMo DERKRMICEEREL
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AOMEOEHEITHRERLFull Analysis Set(FAS)&LT=, TEFHAER THAMMHIFFMEERICEL
YHESNHEOHRPBREETOHAMIOXRF B LN TS tRBELEDLLE TR, log-rankiR 5E (7
BIEEKEN EFEALESHERTFELIZCoxlbHlNY —FETFTILIZEYNF —FLERTYRVIE
TEEHNLE TRIFHEZEERICKYHESNHBRIBERINBOONGEMNOHEIEFirthiZ T/
=R JRIET. TOT7/VEEIS%EERE (CDEHTE TS Leli=. F - BT MR =T R
TFHBEERICIYHESN-EBRIBREINBOONGA-BEEESDHEEEEZTDI5%CIEH
HL. BB DOKaplan-MeierBifR & RLUI=. B E  AFIBH LN TS AR B L OFE AR O HEHER 57
O AFFHIVERHEORVNE TS REDEZFITOVT. AFIFTOEMIAFE DO LRFETEF
AR EL ENUBROBRITERFICEOLTNLELT,

FTEFMHIER RV B RMHIEE ML AR EFIECEEHEREL - RHRIEELIDS6DIERT
TV ZHICERETEVEEIRE (0> 0.05) N RO N5 E(TERY DR B T EHFHI(C

E TR &L,

Rifi ik OB RFEEE ORI EFIECARERS £5)
STfIEE JIE L
FEFMER | MAFEZRERICKVHESN-MEORBRTERFETOLAM 1
MR ERICKVEHIESN A EPERKDARR 2
HAIDR—RSA U Mo DERRIIZEERE(L 3
BIREHEIEE | EQ-5DODA—ZS4> | EQ-5D index A7 DR—RFIU MDD ELE 4
oDELE EQ-5D VASROAFDR—RSAUMSDELE 5
EDSSDAR—RFA UMb DERRIIICERLEL 6
B&EE : ARR=ZER B F 3  EDSS=Expanded Disability Status Scale ; EQ-5D=European Quality of Life
Health 5—dimension questionnaire ; HAI=Hauser Ambulation Index ; VAS=Visual Analogue Scale.
AHBRTIES8HI(BARANIB) . IZS5TYRI T O E SN T2, 5805156151 (96.6%) (A A N8 A EE
WERE E#8ETTL.260(3.4%) (BANBD A EERSHE I Lz FLEERIEIZTNTNEESTERUVE
B FIBT (HAN) TH-T=,
FEFFE
FERSH(T—2NyF T8 20225 38158) DA EHAR O R{E(X73.58(11.0~117.7:8) TH
Y A PICHIEMEERICIVHESNHBRIOBREAF B TERDONEM O,
FEFBEECTHAMMFHEZERICKYHESN-MEBRETCOHMICE VT . ARFFETIE
NETSERBELBRLTHERLGENRHSN(p<0.0001:log-ranki& ) BRIV DETEE
98.6% TdH 1= (/\H'—FE:[95%CI] : 0.014[0.000, 0.103])*"*2,
*1 Coxtefl/ N\ —RETILIZE D EFirth; A THRAEL
*2 TOJ7AILEEEEER
R FMEESHEICKDNEDOFREPHERETOHAB DKaplan—-MeierBi# —FAS
1.0 =
HR |y 100% 100% 100%
0.8 1 LR
B @ Ty,
S 06 "’"""14;4-4--4--4---___“
5 | — S3 g% so T
047 emmee AT KB 51.9%
4 | /=KL (95%CI) :0.014(0.000, 0.103)
02+ (CoxtEfINY —RETFIVCEDEFinthiA TR 70771 VA EEFERT)
1 p<0.0001 (log-rankiRE)
OO L T T T T T T T T T T T
0 12 24 36 48 60 72 84 96 108 117 (B)
EBEOBEN BRI
AHKIBF 58 57 57 57 57 47 33 17 8 2
NETSEAREE 47 38 30 24 21 16 13 10 9 6

SEERETAM AR o s fil (§EE) © AHIB¥73.50(11.00, 117.71)38. 4HE875tKE¥36.00(1.86, 117.71):8

E MR T T AR BEZECU-NMO-301 R BR TSN - T — 4% AL - M FHEZE SR ¥ E CTHEATESR
AROLNGM T BE FHBRYP MR THFTETMPAMEL = AF B LVEBR ARSI RN TS
TARBEDOBEE TR AFFHTOBIHFEO ERETEEMEMEL =,
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LR

B REFE
M FHAER B RICKYHIESN K ER P ERDARR
FEBEH(T—4hYrATR 20225 38158) I2H 5 ML FFHER ERICKYHIE SN IR ER
hESDARRI(95%CI) [ZAFIZLT0.000(NA, 0.044) THY  ERTCLLEMBELTRELEERER
D0.25(1F/ANEE) ELLRTHETFERIICE BITIE M 572 (p<0.0001 : IEFEREERIRTE),

HAIDR—RSA U o DEERMICEZLEL
FERSH(T—2hybA TR 2022838158) I2F 112 LR BT AHIEE (5841) T241(3.4%).
SER TS AREE (474]) T11151(23.4%) IZERD O T= RFIBEON R TS REICHTIEBIEDTY
XL (95%CI)[£0.155(0.031, 0.771) THY . AFIFE TOBBEDRIEHEIEZNICHEEICREFTHoI-
(p=0.0228 : ARFAHDOACATAVIEIRBETIL),
BAANER Tl AFIEEOHD . AT EREGH) DLTNITEH HAIDR—RS A2 H S DR
IZEBERETEBOSNLEI ST,

EQ-5DDA—RSAUMBHDEILE
*EQ-5D index RAT7DR—RSA UMb DELE
FERSE(T—4DybF TR 2022F38158) 2615, TEQ-5D index AAT7DR—RZ1 U5
DL E (DR {E (FEE) L, AF|EE (585]) T0.000(—0.33, 0.50), 4B TS5t 7REE (47451) T0.000
(—0.67,0.41) THY. BB CTHIAFMNLREBEZILROHLN M 572 (p=0.0567: ANCOVA),
BARATIX.TEQ-5D indexRATDA—RSA LN EALE | RE (FEE) (L, AF|EOF) T
0.000(—0.10, 0.14) . 5} &8 S tz7R 2% (54§) T0.000(—0.20, 0.29) TH>7=.

*EQ-5D VASRAT7DR—RSAUMoNELE
FERSH(T—2hybA T8 :2022538158) (28115 .TEQ-5D VASROATDR—RSA Ui
NZEALE 1D R{E(FRE) (L, AFIE (58451) TO.5(—45, 40), 4V ER TS5t R EE (474) T0.0(—28, 40)
THol=.
BARATIL.TEQ-5D VASROATDAR—RSAUMoNDZELE 1D T RAE(FEE) (X, KFIEEOH) T
—1.0(=11, 10) S+ TSR 8 (5451) ©10.0(0, 40) THoT=,

EDSSDAR—RSA VMo DEGRMIZEELEL
FERESHM(T—2HVbA TR 2022F38158) 128575 . [EDSSOR—RSA U ML DERRMIZE
B BAL & ARFKIEE (58451) T6451(10.3%) . MR TSR EE (4745]) T11451(23.4%) IZFRH SN =,
BAAEFTIE. [EDSSOR—RFAU NS DEGFRIIICEEZBAL (& AFIFH 9F) T1HIZEDHS
N AT T EAREGH) TIEERHSN AN T,

AEIFESHE58HIGEARANFZMRNTHY. CNhoZREMBITHEERLL T FERSHRVER
BEH(T—42hy T8 120228 7R158) ICB1T5R £ FHEL =,

BERDOFRIRE(L AKIFE44.8%(26/5861) THof=. ELBIEA(FEIRE5%L L) IXTAIESIRIG
6.9% (4451) . 5E85.2% (345) TH o=, BAANERIZH T EIERD HIWZ(L55.6% (5/94)) THY. %
DRERIE)ERBUR D 22.2% (241) . Bt 2. ERBERE FRAS. BRI £11.1% 04D TH-
Tz
EERHEEZORERIL, AFIF#19.0% (11/5841) THoTz. T D AR IS FEIE A E TER A, B HE
FEIAR 2%, B IS A B P BRI SE A2, B RAETERB 4T, EMMEHE. LR HIE/ N ER RHREH A
BR BRSE.MERE.EEFIRLEAE £1.7%04) TH-T-,
BERIEICESHEAESREAFBHCTIH(REI R BEREEME XAT/FAT+EFREE)T
Hot=,

ARBRICBV T AABTHEESRICKLRT IR DL GEM T,
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2) L& MHRER
- #BHVE TbAB 5K BR (ALXN1210-PNH-10358 BR) R U

#EHVE THREER (ALXN1210-PNH-20158BR) (D k#1851
ALXN1210-PNH-1037# 5% & OALXN1210-PNH-201788k Tld, 221 A 72438 [ L ON618 AR
REAERFIRI AL T LT t%. SR 2RI ORI ATL  HERFEIRI L Rl — O & OV - [ B ARl
TRk 5 CEDIEE LT, EE AR 258 T U= 239G ke R R 1 L AR B G- 2kt LT=,
Z DGR AT8 AR AR L72 o7 151 2 B AT AR AT 6 538 B 35U T RN LDHMHI S HE£7
EN AT O L AEHE AR A HI I TRY, 100 IS EDE THIMENFi i T D 2LV RENT-,
L ARVEREHT R 39BN IUNT, Mk D FEF R T 07 7 A /W34 R D 3 ZREAm I o A S
NTCVWDEEFRE T 77— BL TV BERE CHIELIAEFRBBHE (/BE - PILE
HIR IR IC LRI AIIR R L72(0~64H 1530.0, >6~12%H :1189.4, >124H 1 154.5), fx b #8112
ROLNIA EHEGIT, R L O LR E R Th Tz, BRGS0 H ERFROEIEE ORI
ORI HT,
T =5y 7 HETIHEITRDO LN oo, BERA FEHRITIGNISHRELL | HERH
ERLORBRITRFORBEINIROON o, ECOEELAEFLIIMEL, 24,77
YR~ 7 $eb-7% fikfoe LTz o N5 % TR Sk G S04 5 2% 1A 1P SO RE 23 3BT 8 BAL 72, 1451 (ALXN1210-
PNH-201505%) T2 YL A3 Day 5TIZHR A S, oD 2451 ~C Rl 5% B 14 A i i S 0 M 2 1 J
Gein i iDay 222(ALXN1210-PNH-201505#%) 1 ZDay 615(ALXN1210-PNH-10373 ) IZ A S
A 3BNFTNT B EIE L 77 VA~ T 5 Ak LT,

(5) B  FRAERIER
HEREL

(6) JAFAIfE A
1) ARG E (— R EARERE. e ARG R, ARELLERRE).
BERFTRT —IN—ARE. WERTRERABRORNE
R RE Ao P AR R A
FAFMER I~ me VIR BB AR R EUT AR DO M MO MR 92,
FE BRI R IR R R 2o R LU CUARHI D 22 MOV 2 it 972,
by R B A B D E R (S 7 e 7 ) R B R A ST MR A IR IS LD IR D7 B 05 )
IR B ZIRD) 2 R ELT AR DO e O M 7%,
BIARRRAT BER AR T LR EH (R R 2 & 0 OB R T2 RELUTAHO L2 RO
IEE R %,

) EBEBHLELTERTFTEDARREERLIAE - HBROBE
M. BB 2HE 5. AGRRAELONRIE - L EORIREE (D) ARSI OHEEZZ ML,
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(7) =Dt

10mg/mLEFIMNSEEERFI100mg/mLEF]) ~DUIEZDIRET

1) F THE A2 SRR (ALXN1210-PNH-2015XB8) D #% 4k AR B (TR E0 8 2/ S— 151920
BE BT
AF)D10mg/mLIL ) 2 5 33TV il A PNH S 26512 % 8212, 100mg/m LA AN B0 R 2 7= &%
DHENEL L M2 A RFT LT ARBRO MR I [ T, 2R —M~3D 196K E I K-S HES
ST L, AR —MDTHIH35,400megZ 1 25 LB 5-ZFU T3, i — M ~3D 18l L= — M D 71
DA FH254173100mg/mLELHNTEIVEE 2 7=, 100mg/mLELF ~D U2 DR CTHIEE « F&RICAH 1L
R oT,
ZORE R A NIEOFHAREH T ALDHIEDO R HER (2 BILC, 10mg/mLELHH>5100me /mLEL
~OYEZNZIDBAE 72 BT 51, 100me/m LA 5-1 O LDHAEOAR T IdFrfse LTV,

100mg/mLEFI~DUIEZRTEDOLDHED H (FH{E£SD)
aR—k~3
(u/L)
500 - 10mg/mLB4H| 100mg/mL &L

400 +

3001 T

LDH{&
1 4

T 234

200 4 1

—e—
o
}7

100

5k—h4
(U/L)
400 ~ 10mg/mL B4 100mg/mLEs]

300 +

** w
S ! 1 i

LDH{&

100 -
,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,, 53
0 L T T T T
—167 -83 1 85 (A
BIESHAR
n 7 7 7 7

ARG R B TR, SR IIEHE(E_ ERRE/R T, Day 113100mg/mLEFEINDYIEZE FERS) %R T,

100mg/mLBLE| ~D YR Z %12  TEAEDS 254514 13451 (52.0%) THELL - MEFEE CIHELI-TEAED
FEHER T 10me/mLELA]T507.8/100 A4, 100mg/mLELH|T400.0/ 100 N4 T o7, I IS
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SIVIZTEAE TR BRHE Y A KOIRBRIE L DK R BR DG E TERWERHIiSNIzb DIFen o7z,
YR Z #4212 Grade 3O TEAEDAH (16.0%) 1258 BLL 7273, Grade 4LL_EDOTEAERITZBIL 72 o7z, 1T
AR IO F - IEL LIZF W E ST TEABITRBLL 72072, 100mg/mLELA| ~D Y 2 12
b <HESIZTEAEIXBEIR 341 (12.0%) T, 21 LA ECHESNIE DM O TEAEIZIE . 4F -HEk
B, KOS EE T o7,

2) Bl ££F 55 AR5 BR (ALXN1210-PNH-302545%) DM S HARS (S B (5818 2/ S— k220
AFN10mg/mLILAZ e 5-SFU T HARND R A PNHEE 8614 %1 5412, 100mg/mLELAI B0 ER 2 7=
LEDF WL L BN E ZRET LT, 100mg/mLEAI ~D YRR 2 DniiE CHIVE - HRICE T II220 o7,
ZORER A INEOFAME H T HLDHEO R HER X, 10meg/mLAELK] 2> 5100mg/mLELH|~D
IR BB L ELTEHY, 100mg/mLELAIF 5 RFICH LDHAEDOAR N I3k L Cu iz,
100mg/mLEFINDY)EZFIHRDLDHBED HEF (FIIE+SD)

(u/L)

500 - 10mg/mLELK 100mg/mLEL]

400 +

300 +

20 | | | ™

LDH{&

B HAR

ARSI A AEETRR (120U/L) |, safIS BB LRR (246U/L) 79 - LDHfEIZDay —111.Day —55.Day 1. XU'Day 56 Cld#%5 il
7EL.Day 70TIEFERFAIEL 720

100mg/mLBA|~DYIEEZ %I TEAEDSHI 1541 (62.5%) THRILLT-, IR 2 %12 141 (B YGe) 23 TR BR
WS EANCEDIEFR IR E DR R EE NG E TERWERHMES N/ TEAEZ L7, U1 2 #2112 Grade
SOTEAENIBNZFEBLL 7273, Grade 424 EOTEAEIXIEHLL 72072, BT I IRER I OF G-k H L
IZHWNZESTZTEAEITRBIL 22 o7z, EERA EF 41T 10mg/mLEHAI T34 (37.5%) . 100mg/mL
BT (12.5%) IZFEBIL 72, 100mg/mLEL A ~DUIE 2 %2 1226 LA TR BILIZTEAEIL F5UE R
YL (2B)) DT, JEYe, EHEAK, B9, KOVAIM N Z - E 1B DIZ580 b,

R AHIOPNHIZK U TKRESIVTO D IIE RO EIZ TR0 Th 2,

6. FERURAZE (HFY
(REMERBANEYVOEVRE. 2SR EEMRBNE(REI AT REFHTEER T MK S
BUEICKDERDEENEE GG SR RURBREERRARIN LEET(RBEEHL
EZET)DBEHETFH
W R ANCIE, T 7 VA~ 7 (B 2 ) LT BREDOIRELEEL, 11]2,400~3,000mg%
BRAA L #IEIH 5231 121[H]3,000~3,600mg, LAKESTE Z L1 1[5]3,000~3,600mg /i
T2,
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VI. ZE3hEIE(CEY 9 AIEH

1. EEPHICEAEH I LEMRIILEWEE
PUai R (C5) & /7 m—F L HiR S|
— x4 VR~ (B s TR R )

EE: BEEOHLEEMOMEE  DRFL FORMNLELZRTDL,

2. BB
(1) fFEMEL - fE R
TR A2 — I U BE M ACS

___________________________

L LUFARR : HHARER 1 P—————
| msmE | RS e
! P ERA
RES RS pasen
m ek DT
CotrME CorimR P
SEMEAEMBL :
4—‘@) i
_________________ Y g Cb | [ C5o e S C50-9(TCC. MAC)
i - 47 :
| mEAOMmBEE 2 —
| C3(H20) Fv 7 —/N— | C8 C9
(oo SR oo, S S cabeion 3
CoEmmR CoErmER
— T
BEF+DEAF
[ AT | BRI

CD59IH A AR —FDCIOEMEMEAT B IS BRRIEDCEL-9(TCC.MAC) DILEEELICREEL . MF2AEEEET 5, LELDC4b2a,
C4b2a3b. C3bBb R U C30Bb3bid. BxREMEEH T 5,

HEHR T —F

VEREFE SR AR B E R TH DAL A A CHIT 5D H A2 &< COITE BAITHE & 952812
FoTCha(RIEMT T 74 ThF ) kDX CHb[C5b-9(TCC,MAC) DI A Bt T DY 7 = N ~DH
AT T D, Ei2, CHTRFRIITHE A THI LI LY R RIRITEMEIAE MRS ML B OV i it i
ICRILUTHEBL T2 — 7 CURAEM OF 7Y = AL B AR D BR BT IR 7 AR TS L O 1) 14
A IR LD, RIS M b D2 e — L SRR 72 PNH B L OaHUS B (2 B CAH &
FTHIBFRMIT, ZOMER I EE SV TIRY, PNHEH K ORaHUSBE O AN EME M4 IR TLIZ A
FIDOEGAZIoTHIHIEN D, o, REHRMGTIL, B CHUK (HTAChRIUK) H310#R 7 42 5 H DAChR%Z
AL AF A A —ROIEMEAL K OMACD TR L0 AF RN AEME D> T A% W O @R AR i s
BEREEA R IT, SHICNMOSDEE B W TRRMIEMTEDOT Aha A~ FE U e <Ml
FEVERZMHIT 2,

AANE, pH6.0 TILCE DD fREE K Ve RFeRnE DfE G 038(L I D IO FFRAYIZERFH STV D, £ D
FERE VA= 2B OYH = N — LD T T AL COE G RO MRBEMEET 5, 2 D7
O TR = Y — A0 BFeRnIZ LD M 227 S— R MY P A7V S E DOFESE AR K D%
KRB I DE REn 5,

1A



o bRk S|
STVX=T

g P pHiERBCEDH
o/

YA
St é FoRNE AT LAUH 1 2L DFEE

HAh—S X W
Q — = FENNTEMDOEMENRE

7 YR

J
STVARTDEEE AT RDHEF

(2) EhEEM TR ERARIE
1) ERCSIZR T ZERFMEEPHDZHR (in vitro)
EhCHIZxt §57 7 VA~ T D& B E FEIXSPRIC IV FIAT L 7=,
ZOFER T T VAT DCHx T DK, (FREEEH) IZ =7V~ T7 LI LT, & =227 3—hA hOIE
HpH THHpHT. AT BWTHILTRE B/ A h— 2B O = R Y — LD PEBR 85 F T HpH6.01C
BUWTHIB6E Th o7,

STYRXRITRUVIVIRAITDFEHERCSIZH THK,

pH SIYRX<T IHOYRIT
8.0 213 x 107"° 1.47 x 107"
7.4 491 x 107" 2.93 x 107"
Ko (M) 7.0 911 x 107" 715 x 107"
6.5 219 x 107° 2.06 x 107°
6.0 218 x 107° 6.06 x 107"°
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2) FeRnl =3t § 20 EpHDFNER™ (i vitro)
ERFCRNZKT 3577 VA~ 7 O 6 BOSE EEIESPRIZEV M L 72,
T T VAT O 3IEPE H I (CH3) I H2{E D7 2/ R O #2 (M4281 K TUIN434S) 1%, FeRnlZxf
THREEEMEMEL , FeRnIZID M U R Y — 2D I 2 = RA M DHUR DV A7)V 2% 5 6
DIZOIZEANZ Tz, ZHVBFCHEHIR DT R /R E I X0, 77 VA~ T DFcRZx 32 8L AP 1L, pH6.0
IZBWTZ VA7 L U TRILOf5E R LT, — 5 . pHTATIEF 7 VAR 7 K7V AT 4T
FeRnlZxt 2R BRAHE B M2 RS o7,

SITNVAIITRUVIH)AITDFcRnIZH T REEENARTAIR

STURTT T7URTT

pH7.4

pH6.0

FcRn [nM]
- 31 63 ---125 ---250 500 — 1000 — 2000

Ko (M) Chi2
2.75*107° 0.119

Kp (M) Chi2
2.63* 1077 0.193

ZNHDORER T RDHCE KO FeCRn~DFE G T T2 ZNHDZE(ND /A h— 2% O Y] —
YRV — LD MHACER B THUAR - CEOEGIRD AL, RO = NV —LinbFcRnZ Lz L=
IR=PAIASUAZ VS D GRS B O 7 AFER 52 L LD USRI AEPETH R DS B AR5
ZENTRIS,
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3) ERLS DENIFEDCEED T E RISHE (in vitro)
Ty BTV CED T T VA T i G AR L E SR OB FED CEE T T A~
TEDREFE RO EE TRILT,
TIVR= T LR ERCEOMGTR AL L DO AMEO T /5% H (K879, K882, R885 K NWIIT) BT T VX
~ T EOREEICEE THHIEDRALINNI /25T bR O R FH10FE K OFEE R IEM LB 13FED
CH5X /DT BEEH I LD, [FE SN B2 458 5 DHH WILTO1TERB DR F R 7))
DERCHIZHE A TH DI EAVRENTZTEROT I/ BRITE IS OB FEDOC5 T 'YV),
RIZNTFEAON T N7 7o B AZEHR LT B s T/ R e FCHZ AR (WILTSE FAK) & VT
in vitroft & BBk K OVE M AERE L 7o, Z DR R, 77 VA~ 7 138 B T-HHR 2. C5 WILTSAHAK
(A BRI A RSP WILTSEE AR Z & doin vitro S ROV M ZPRELZ2h o1, S5, T 7 VR~
TV BRSO B AR K OGRS B LB SO M3 & VT A R FE MR Y I ek U C, SRER
IR EVERE R o, L= o T T T VR T DRI OBIFED CE~DFEA X, T T VR
~ 7 DOIERER T DM, PK/PDOFHMIZIZAF 53 Th DI DRI,

4)NOD-scid¥IRETILE ALV -EMENEE/ AR (R IR)

NOD-scid ¥V AILBIBEINZCHERBLTNDHZE 72BN ERCH LN MEFTRIZ X 32 I B %
BIATERNWZ DD, TT VR~ T MR IV T OHF AN 5 KOS i D3 15220 B D
FHZ A=, ERCEDE T Y FEBUZ LA FURIAENEHE KRB DT T AR DIDIZ v T AIZDay 0~
35GRABRK T H) D ERCh & FH#%5-L71=, Day 0ICT7 7 VR~ XTI/ R~ T 100ugh ~ 7 AT H
FIEFARNEE G-, 77 VAT FONT VA<= 7 OMLiE i E bW Zex vivo MIFER LG M2 3R L 72,
CHSIEMEAE FICBWT, 77 VR~ T KRR~ 7O T 2 25.37+1.02 H K O27.65+
2.28HC, ARk DI BYRE T 07 7 AV &R LT, — 5 COMFEAE FCIX 77 YR~ 7 (IDay 28F THURIT
TEMEH A ENELE AL TRE T Day 35F Cr/UR~ 7 L& 3 (%L, FIER Lz CEHd : 77 VA~
13.40+2.18H, =2V X~73.93+0.54H), M HUAIZDay 3F TCHATEMEDWEMIGEEAIZIZTE2ICIH
L7z, Day 14TIX, mVUR~ T I EERZ RS oT-DICH L, 77 VA~ 71383 % DI EE 7~
L. Day 28F T4y BHTE (F150%) ZHEFFL 7=,

ERCSDFAETRUVIEFE T TOITTIVAIITRUVIVYRAIITDMEFRE L E (%)
(%)

100 A
s
=
Y
B
#+
e
g i
o 10 ]
or 1
®
I8 - T7UXXT
% --- Z7UX=T
a —=— IVUX<T+ERCS

—— STYXTT+ERCS
1 T T T T T T 1
0 5 10 15 20 25 30 35 (H)

HrE
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S7VAITRIETHIRRTDFE A T RUVEFEE TOERCSNHEECRBCAM
(%)

100 ~
80
60 |
B
g
@
40
—e— tiCs
= I7UX<T+ERCS
20 —&— S5TUXTT+HERCS
O T T T 1

0 5 10 15 20 25 30 35 (H)
HARE

5)5TYRT T DFcTITHA—HEBEDFHE (in vitro)
T T VA=T NI IVA T OMECLlg L O Fey ZHER[Fey R(s) I ~DfE & Z BEHEICHIEL, 77
VAT DET 78— EEDH BAFIM LT, ZDfER . 77 VA~713,Clq,FeyR I, FeyRIIb/c,
FeyRMMak O'Fey RMIbIZxt 355 G M2 /R ST Foy RIallxt LTI RPUA THH1gGLTA VA
7 e arba— i (h5GL.1-1gGL) KV3EFHV G a R LT, 77 VA 71X AEEF R ThHY, =7 =
DR =53 FAZK TDREGDIINZED D in vivo TR AEME ML 5 (CDC) M ONHUA K A7 Al i 15
FH(ADCO) & #HHTHAREMEIF eV EB 2 BT,

(3) YEFA R ERFRE - $FHon AF
IR ER B W T OB E FIATEHR OPNH B E K= 7 X~ 7 R OPNHEH I
AR E B H LIz & WT b Pl a4 TR ECIZfiE FoOBEECHHS, A D sE 2ICFESh (&5
#3043 LAPNICHIE U7z 138 2 B CH iR FE 2305 ug/m LA ) | 2618 [ o> 4 # 5 WA U CRREER 2
Figi LTz, xHFRAOIC, =/ VR~ 7 B e B L7 & &, 0.5 g/ m LA 0O W B CHIMIE H 8 B 23— B U CHERFS
7RI oT=,
(TV.IRIRICBE95IHA 5. BRREGRE  (2) BRI HERER | DIHS )
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VI. EWEIRE(CEE 9 HIEH

1. MAEEDHR
() sAELEE Mg E

I ROV AR B33 B (ALXNI210-HV-102308 '™  ALXN1210-PNH-1033 B '™ KOt
ALXN1210-PNH-20138%"""") 0 F — 2% FV = LDH X - 1B CH BB D IEAT IZ FeS & | B IR A E
AENALDHK G (EFAE XTSIV ME £ CLDHIE FEME T 92 2 L& E ) NS SN A I TE il
HECHIR FE DR A 0.5ug/mLEL (R FEVE, /8 YA L HIE D f KA K OVFE R A RBRE L FAB 5
%), WEBfECH IR FE-PRAEHTIC IS X IME 77 VA~ 7 I B ORE (175ug/mL) AR E Sz,

F7- B MR G 3 7= T35 (ALXN1210-HV-1013488 " ALXN1210-HV-1025882" . ALXN1210-
HV-104352"Y  ALXN1210-PNH-103382'"'® ALXN1210-PNH-201348%">"” | ALXN1210-PNH-301
B R OALXNI210-PNH-30258 522 %) DR 2L — 3 a0 PK-PD I K MRATIZ 31 C I KR
95% B GFHNDHT T VA~ T YR IEX146ug/mL T 7=,

F IR TR OMEPLOHRELMFPERCHRELDER

(U/L) ! !
| |
500 GL | 468

,,,,,,,,,,,,,,,,,,,,,,,,, T ot

I I
o o
N 0 °© 1 o 351
b 0020 % O o™
T e |
o

3 204 0 S o 284
o cg&%@ @ © |
o &0 e |
I I
I I
| |
I I
0 | |

T T T T T T T
0.1 0.5 1.0 20 30 4.0 5.0(ug/mL)

WEBHCEIEE

234 = LDH ULN.351 = 1.5 X LDH ULN. 468 = 2 X LDH ULN

MFRSTVRATTRELMFE PR CoRELDERF

] f
%‘ %##%%%?%%?%%

T T T T T T T T T T T T T T T T T
0 25 50 75 100 125 150 175 200 225 250 275 300 325 350 375 400 (ug/mL)
STUTTRE
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(2) BRIRSABR CRERIN- P RE

DREERAZSRELIERER

- 5 THERER (ALXN1210-HV-1045388) Y (AR 5 R U RERE)
A A At e il N\ 16614 56 5212, AR F1400mg (4451) X 1E800mg (441)) 2 Hilml § IR N $5¢ 5-. X1EZ800mgZ
28 H Z L5 EIERARN £ 5 (861]) LIz L DI g H 77 VA~ 7R ORI E L& X, Ky @y <Z
A—=R o RITRT,
FTVA<T7400mg XIX800mgZ B [al F AR N 5 G- L 7o & & R AR TE I U 8 EIX 2 2 27.6
A& O32.2H T, CLEOV T 2R —NCHEIL TV, 77 VA~ 7 Ol X H B e F UL
77
F72,. 77 VA= 7800mga 418 Z LI KB F RN 5-LT2E | Chaxs Corougn K OAUC I E & 5-Z 21T
BB IMNEZ/RL, 50 H 5% OCLYE-AEIZ0.004L/h V. I 134,91 KA AR T 4 1= Js 511
PIfiE1E34.4H T, AUC, FHEFRELD -2 fEIE2. 1, Coran DB FELRER D - BN T 1.7 T o7, Day 5TET
ZPKSE FRRBIZBE LT,

BARANRRBERE (ST XT I B AFIRNIZS (400mg, 800mg)
XIFRIEEHRAZE (800mg gdw) LI=&E= DM EFT R EHFE

(ug/mL)
601 w5
4003 % k — 57UXT7 400mg
300 % % % — S71)X<7 800mg
200 & % % % k % % % STUZ%T 800mg RiEES
w R H
¢ i
™ Y
D 100§ % %
X
o
2 %
I
T
Ho
g 20- )
T T T T T T T T T T T
0 29 57 8 113 141 169 197 225 253 298 (B)

STV AR TEEIRHARNIR S R DEYEE/ \SA—4

400mg(n=4) 800mg(n=4)
timax(h) R i (£ ) 0.9(0.6~1.1) 1.7(1.3~4.0)
Crex (Hg/mL) F{ELSD(%CV) 174.8+25.3(14.5) 397.8+255(6.4)
AUC«(ug-h/mL)  FH{E+SD(%CV) 102,361.6+22,918.2(22.4) 261,313.2+16,016.7(6.1)
ti2(day) EH{E+SD(%CV) 27.6+6.4(23.4) 32.2+1.4(4.3)
CL(L/h) FH{E+SD(%CV) 0.00410.0012(28.5) 0.003120.0002(6.4)
Va(L) F{ELSD(%CV) 3.7+0.3(8.2) 3.4+0.3(8.0)
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STV T REFIRA RS FOEYFRE/ S5A—4F

#E51EB (h=8) %556 B (h=8)
tmax (h) rh g il () 1.8(1.27~24.0) 1.5(1.22~4.03)
Cinax (1g/mL) T9{E+LSD(%CV) 341.9+69.9(20.4) 565.6+76.7(13.6)
Crouen (g/mL) Fi9fE+SD(%CV) 93.619.7(21.0) 220+46(20.9)
AUC. (ug-h/mL)  FH{Ex=SD(%CV) 100,221.719,179.8(19.1) 204,166.1£31,097.2(15.2)
t1,2(day) E{E+SD(%CV) ND 34.4+4.9(14.3)
CL(L/h) T9{E+LSD(%CV) ND 0.004+0.0006(16.2)
Voo (L) F{ELSD(%CV) ND 4.9+0.4(7.8)

ND : RilE

2)PNHEZEZXIRELI-ERER
- 5 TR 2 #F & 5ER (ALXN1210-PNH-20154BR) D i 2ART (2 85 1+ 5808 Z s S— K102

BE NBEAT—H)

Mk AR B W 77 UR~ 7 D10meg/mLELAI2>5100mg/mL AN G0 ER 2 72 4 E A PNHEE 25
Bzt G LU TR Z DRI DT 7 VA< 7 DIEYENREIZ DU TIRGET LTz AR Ok e HIF Tl =
R—M~3D19FI MR EIZ IS HEASEZ & 2R — MO TH735,400mgZ 1238 Z L 12 5-S Tz
3 AR —~3D18H LR — MO THI D5 FH2541753100mg /mLELANZEIV IS 2 72, 100mg/mLEL A~
DYV Z ORI THIE - HEICE TITR2 0 o7, WA Z ORi1#% T 7 VA7 O 7 7 R
DB S O A R AR FE ThHY, R U 2 A LW EhRE D 22 ST A b oTz,

10mg/mLEFI R U100me/mLEFIIRERD ST VX TMERNSTRE

(ug/mL) IR—M~3(8BTEHE) IR—N(12BZEHE)
400 - * *
T
# 300 4
2K
-E— %
T
= 1
200 + -
% *
*
T T T T
10mg/mLESHl 100mg/mL&4%| 10mg/mL &4 100mg/mL &4

* A hE

10mg/mLEFI DERAEIE S B R U1 00me/mLEFIDH B S E D MBS 7REERT . FOPRIBOKFIRIEHRIE,
LHROTIRIEZAZNEISUH MR OFE1 P UERT VT IEE 1O R PEIMA LS5 SXUAPEFRERT
100mg/mLEEI S E DTN TR EE A CEhh 7226107 —2%BRH U7z
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STVXRTMBEFRISTREDLRIFEE (QR—M~3:N=18)

BEE" 05 MEt= Crrovgn (Ug/mL)
N 10
Day -111 10mg/mL & H
th B [ ] 294.5[110~394]
N 11
Day -55 10mg/mL &4 Fl
th o i [ & ] 282.0[121~365]
N 16
Day 1 10mg/mL&H
th B [ ] 286.0[200~405]
N 15
Day 57 100mg/mL &
Hh R fE [ E ] 267.0[113~420]
N 14
Day 113 100mg/mL &L Hl|
A fE (R ] 261.5[116~367]

*100mg/mLALH| D G Al $5- A& 21 (Day DELIZIE B, 2 TOH L TIERE-HION 7RI ER LT,

STVXRTMBERISTREDLRIFEE (QR—MN=T)

BEE" B MEt= Crrovgh (Mg/mL)
N 7
Day -167 10mg/mL &4 Hl
B [ EE] 238.0[157~326]
N 5
Day -83 10mg/mL&LH|
oh o i [ & ] 292.0[199~316]
N 6
Day 1 10mg/mL &4 H
B [ EE] 291.5[208~350]
N 7
Day 85 100mg/mL & F
oh o i [ & ] 282.0[212~334]

*100mg/mLE A OYIE G- H A FLHE (Day 1) EL7ZHIEH, R TOVL T AIK G HION 7RI,

TR AHIOPNHIZK U TOKRESIVTO D IIE RO EIZ TR O@) Th 2,

6. FiERUHAZE (EFY
(REMERBANEYVOEVRE. 2SR EEMRBENE(REI AT REFHTEERITME S
BUEICKDERDEENEEGTIGZEIRI) RURBREERRARIN LEET(RBEEHL
ZED)DBEHERTH
W R ANCIE, T 7 VA~ 7 (B 2 ) LT BRE DOIREELEEL, 11]2,400~3,000mg%
BRAEHELL  AE %5212 111]3,000~3,600mg, ARSI LIZ1[5]3,000~3,600mg? i
T2,
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- BRI E M5 ER (ALXN1210-PNH-3015888) """ (3% : NEIA RV BAAT—4)

DA PR E AT OPNHEF 125627 7 VA~ 7 AR BEICFE-S<HE - H & @ H &+
LA O HER ) TG LI O RM BRI OV THRFTLZ,

W1E] B O BEG- #3045 LN OJIE T, 77 VR~ 7 O T BE ASIE PRI 00 18 i IR e e B 2 B L
REICIESSHBIC IR OMER B O# 512 L0268 M OIEF MM A @ LUCHERf Sz, 2 AARANE

[ &4 B OPKIEFE Sl TPV,

b DA ERIFKABDPNHEBE CE(TEHITIARITRUVIVIAITDIMEFREHT

(ug/mL)
2,000 A1
FHELSD

1,500 4
i
8K
# 1,000 4
H
g

500 - . .
Fd bt g
T T T

T T
1 8 1522 29 43 57 71

169 183 (H)

85 99 113 127 141 155
EER
STUXTT 125 120125123125 124 125 125 124 124 124 124 125 125 123 125
I7UX<7 121 119120120120 118 120 118 117 118 118 119 119 119 118 119
STYXTITDMmERS TR E
40kgkl £ 60kgK i 60kgLL E100kg 3K i 100kgll £
Day 15 424116 (41451) 378146 (7945) 334493 (545)
&
& Day 183 548168 (4145l) 439139 (77451) 392+144(6451)
Day 351 573+175(37451) 462186 (76451) 407162(7451)
=} Day 15 431123(641) 38799 (1245)) -
&
% Day 183 669=211(5%31) 475+143(13451) -
Day 351 734153 (4451) 511168 (14451) -
S fif AR 2 (150
a) AFI| P G EL RO T 7 VR~ 7 DML i
STYXITHERERESEZDOEYENFE/NTA—42
245 {AE40~<60kg | AE60~<100kg {AE =100kg
(n=125) (n=41) (n=79) (n=5)
FEfE+SD 771.44165.89 846.7+174.34 740.3+146.62 645.0+181.25
Crmax
CV% 21.51 20.59 19.80 28.10
(ug/mL)
rh ol [ & B 761[403~1,310] 846[470~1,160] 736[414~1,310] 656[403~905]
TH4{E+SD 391.21%+136.774 424.15+116.191 377.8+146.30 333.6+93.26
Ctrou
troueh CV% 34.96 27.39 38.73 27.96
(ug/mL)
R B [ ] 358[199~1,500] 412[199~775] 351[257~1,500] 308[252~482]
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REDSITIVAITHIFRAERERDEYFHE/SA—4
215 {AE40~<60kg | AE60~<100kg {AE=100kg
(n=124) (n=41) (n=77) (n=6)
FE{E+SD 1,378.5+275.94 1,528.8+279.47 1,292.9+242.83 1,450.0+219.00
Cmax
CV% 20.02 18.28 18.78 15.10
(ug/mL)
rh o {8 [ %6 FE ] 1,365[780~2,100] | 1,520[909~2,100] | 1,280[780~1,790] |1,365[1,260~1,790]
EH{E+SD 472.7+157.94 548.3+167.99 438.8+139.25 391.8+143.75
Ctrou
froueh CV% 33.41 30.64 31.74 36.69
(ug/mL)
o il [ B ] 463.5[135~1,000] | 538[257~1,000] 433[135~790] 353.5[250~579]

ERRETOITIVAITOENENE/ NS

A—BDERAERELEHED L

25E (n=125) BAAER(=18)
Crnax FH9fELSD 1,378+275 1.440+310
(ug/mL) o g [ 5 ] 1,360[780~2,100] 1,280[1,120~2,100]
Curoush FHELSD 4754159 5204181
(pig/mL) o R fi [ ] 465[135~1,000] 482[322~1,000]
AUC, FH9fELSD 1,008,792237,274 1123,611-£285.583
(g - h/mlL) TR {E[#EE] 981,000[511,000~1,830,000] 1,047,000[817,000~1,830,000]

E P R & M5 B& (ALXN1210-PNH-302

HERF L) TR G- LTc L DY BRI OV TRRET LTz,
WA &R DO $ 573053 LN ORIE T, [BHIZT 7 VA~ T O HLIE TR SRR O E F IR BE IR S

BEL AR EITHO8IHE]

RNEF L ERMOPKIEZE &ALV,

HB)"U (35 SHEARVBRAT—S)
TIYR~T P OPNHIEFITHICT 7 VA~ 7 % (R TIC IS « Bt (IR B+ 83

(Z1Eo

C1E| DR RO 512 L0265 O TR R M 2 w8 LU Ci RS-, £7-. A

IHVRARTEBBEROPNHEE(CHTESTVARITRVIHVVAIIOMEREEH#HTS

(ug/mL)
2,000 A

1,500 -

1,000 4

g

500 1

F91E+SD

—
8 15 22 29

STUX<T 97 95 95 95 96
IJYX<T 98 98 97 96 96

BIEH

96 96 95 93 94
97 96 97 97 96

81

T
127 141 155 169

183 (A)

96 96 95 95 95
95 95 95 94 94




STYXIITDMmERSTEE

40kgbl £ 60kgR it 60kgLl E100kgK i 100kgkl £
Day 15 448+151(2641) 395+108(63451) 34450(741)
% Day 183 561=135(27451) 484+143(60451) 424109 (8451)
Day 351 584+146(274jl) 513164 (5841) 458+134(943)
A Day 15 561 33386 (3) 421
f Day 183 854" 369+132(4451) -
Day 351 789" 429+101(35) 564"
IR A AR 7 (B0
a) AN G ERTDT 7 VR~ 7 i o
b) LI DR 7 i [
STVXRTHEAERGEDEYEE/N\TA—4
£ {AE40~<60kg | {AZE60~<100kg {KE=100kg
n 95 26 62 7
G FH{E+SD 842.9+203.47 903.2+150.42 823.12216.00 794.7£239.70
(ug/mL) CV% 2414 16.65 26.24 30.16
R B [#E B 811[511~1,750] 893[656~1,450] | 779.5[536~1,750] | 802[511~1,240]
n 96 26 63 7
Coouen FH{E+SD 405.4+121.24 448.2+151.41 394.5+108.28 344.3+50.29
(ug/mL) CV% 29.91 3378 27.45 14.61
R B [#E B 384[197~1,040] | 440.5[219~1,040] 373[197~896] 352[294~421]
REOTTIVXITHFAERSROEYERE/ \TA—4
=X {AE40~<60kg | {AZE60~<100kg {KE=100kg
n 95 27 60 8
Conne Fi4{E+SD 1,386.3268.42 1,561.1£261.30 1,349.74233.00 1,071.1£115.87
(ug/mL) CV% 19.36 16.74 17.26 10.82
R B [#EEE ] 1,400[902~2,320] |1,520[1,040~2,320] | 1,370[902~1,850] | 1,040[924~1,240]
n 95 27 60 8
Crouen F4{E+SD 500.8+143.17 560.7%135.18 484.1%143.05 423.5+108.74
(ug/mL) CV% 28.59 24.11 29.55 25.68
R B [#E B 508[232~854] 542[340~854] 472.5[240~853] | 472.5[232~520]

EERETOZTITIVATITDENEE/NFA—FDBRAANEHLLEFEDLLE

25 M (h=095)

BARAER (n=5)

Crnex FH9fELSD 1,386268 12264225
(ug/mL) o {8 [§E ] 1,400[902~2,320] 1,250[902~1,490]
Crroush FHELSD 501143 466245
(pig/mL) b B [ 508[232~854] 460[240~854]
AUC, Fi9fE+SD 1,047,579+208,164 1.052,000+384,797
(ugh/mL) TR fE [EEE) 1,040,000[601,000~1,690,000] 947,000[722,000~1,690,000]
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Fiz ARRBROME A IR I IV T AR N B 84512 10mg/m LI A7 5100mg/mLELFNZEIN R %
R R 2B G- LT L E DI BN REIZ DUV TR T L 72, 100mg/m LA~ D B 2 DRI T -
FRICE T 132 o7z, WAL Z DR #% T 7 VA~ T DILIE T 7 i FE O S R O Je A1 X [
FEEETHY, BAIER 2 A LD W EBRED 22 BT A DN 2D 5T,

10mg/mLELFI R U100meg/mLEFIIZ SN ST IXITMBERNSTEE
(ug/mL)
1,000 +

800 -
i

%
2
nﬁ; 600

o

400 4

200 +

T T
10mg/mLELH| 100mg/mL&LH|
n 8 8
O FEHE xHnfE
10mg/mLELE| DR ILIE 5 % K U100mg/mLEFINAEIR S E DO MEFNS 7B EER

T o FDKFARIFPRIE, LIHRUTIHIEZNZESEA MR UET1EH M ERT o O
1AM R UEIMAIAS 1. EXE A EEERT,

STURTTMAPSTREDTBHE B

Cirouen (g/mL)
10mg/mL &5l 100mg/mL &l
N 8 8
FH{E+SD 502.9+184.2 498.0+214.3
PR B [FEE] 424.5[322~868] 401.0[318~928]
CV% 36.6 43.0

3)aHUSEEZ R R ELT-AER

- ERFEE MR (ALXN1210-aHUS-311588) (3% : A EARUBAAT—%)
OB E FIARIRE D125 LA EOaHUSBES8HNCT 7 VA~ T 2 (R BIZES<HE - HE @A
81 EIOMERF i) TG LI E DM BRI OV TR LIZ, 55861056 FAS)356
i, PK/PD AT AL 235561 Tdh -7z,
REIC IS STICIF OHER A B2 B 5 LI- L& T 7 VA< 7 O P R G i < ik e
VSR U7, AT A 200 ) & Ao 400 ) C TR L 375 v 3 B L S22 R A D e o T,
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D FAEEFIRABEDaHUSEFIZH1THTTVXITOMEDEEHT

(ug/mL)
2,000 A
1,500
1
Ay
# 1,000
#o
g
500
F{ELESD
LI I N N O B B B B | T T T
11529 4 5T 71 85 %9 113127 141 155 169 183 k3] 5B W (B)
H=HRE
n BHORN 00U E UG ) i 8
STNVAITHEIR SR DEMBE/SA—42
0~ <100k
=6 KB40~ <60kg | TROO~<IOOkE | s o0k
(Crrax :N=52, - (Crnax :N=35, (n=5)
n=— n=—
Ctrough : n=55) Ctrough : n=38)
EHfE+SD 754.3+265.3 788.0+163.1 747.3+296.6 722.4+266.9
Crnax
CV% 35.2 20.7 39.7 36.9
(ug/mL)
o B [ B 698[174~1,830] 744[500~1,070] 669[174~1,830] 548[502~1,040]
FE#fE+LSD 313.2+106.2 342.5+104.3 311.4+108.6 256.4+80.7
Croug
froueh CV% 33.9 30.4 34.9 315
(ug/mL)
o o [ B 301[62~729] 335.5[187~522] 299[62~729] 275[167~371]
REDSITIVAITHIFRAEREZRDEYFHE/TA—4
245 {AE40~<60kg | AE60~<100kg {RE=100kg
(n=46) (n=18) (n=26) (n=2)
F9fE+SD 1,458.4+256.2 1,540.6+218.5 1,406.8+278.5 1,390.0=NA
Conax CV% 17.6 14.2 19.8 NA
(ug/mL)
1,465 1,490 1,470 1,390
i [ 6 ' ' ' '
PR ] [586~1,980] [1,150~1,980] [586~1,890] [1,350~1,430]
SE{E£SD 506.9+215.5 564.8+227.4 469.5+210.8 472.0+=NA
Ciroug
" CV% 425 40.3 449 NA
(ug/mL)
b B [ EE] 506.5[87~1,100] 550[87~1,100] 479[91~853] 472[451~493]
NA 1470
- B FE MHRER(ALXN1210-aHUS-3125888) Y (B A EA RUBAAT—4)
18%&?&%%%%%31% LT T VAR T HAREIZHESHHE - HEWIRIH &+ 481213 (K E20kg

A5 T8I 1A (K FE20kg LA ) DO#ERIH B ] TG LIz L OB BIREIZ OV TRETLTZ,
2M%J@%ﬁ%ﬁﬂ%%ﬂﬁﬁ‘/ﬁf&@d\ﬁEE%L%::n%~H ZHRARA I, DB 184512 FAS L OPK /PD IR AT %f G2
NG DT, £ 108D =7 VR~ T IR D 5/ N B ok — 2T A L, 1061 2512 FAS
S OPK/PD Mt SR & DT,
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Th—h  RARERRABOEE (S5  NEARVBAAT—S)
P BN S MRS A4 1RSSBS R 5, 57" R~ O ol B 1 IR B Bl L
7= ARTEX 439320k AT O HE (412 1E]) £ 20ke L o0 (S 1) CIR B I TR Cho7-,

TEE  AANOaHUSIZRH UTOKRBSNTODE RO & R EDO T e 308 IO RIET
LBV TH D,

6. FIERUAE (B

(FESL B R M4 FREBIESE IR EE)
T 7TV~ (Bia iz ) EUT BB OREZEREL ., 1[11600~3,000meZ PAs HEEL
WElE 5238121171300 ~3,600mg, LARE4ME 181 Z21211A1300~3,600m g 5 ffHE T2,

9. HENEREZHIDIEEFICEHTHEE (Y

9.7 NRZE

(FEEL RN A I 14 FREBFEFEIREE)

9.7.2 (K HBkg AT D/ N et G UT- A 90k ROV M EAFR S L U7 R R AR BRI X FE LTV e,

AR EFIRABEDHUSEZIZHITHFT VAT ITDMEPREHTR

(ug/mL)
2,500 -
2,000 -
i t ‘ (]
5 1,500 - l - . . !
f \ I AN I N e N |
H \ I \ \ \\\\\ \\\\\\\\\\\ :
g 1,000 F P e LN . AN T U ]
\\\ A ‘ . BT . ~—s ~§
5004 |
F9EESD
LI N N N N O B B B B | T T T
f15 20 43 57 71 8 99 13127 141 155 169 183 %t 575 o (R)
HREE
AE<20kg(n) M1 N0N001010898989 9 b 2
fAE=20kg(n) 7717777788688 °%8 7 5 0
STNVAITHERE R DEMBE/NTA—42
AE<L20kg(4BIC1[EIERE) AE=20kg(8:BIC1EIIRS)
(Crax : N=9. Ctrougn : n=10) (Crmax : N=6 Crrougn : N=T7)
FH{E+£SD 646.7+235.94 718.3+261.14
Crmax
CV% 36.5 36.4
(ug/mL)
o B [ B 569[270~1,020] 629[534~1,220]
TE1fE+SD 240.5+118.19 227.3+96.27
Crrougn
CV% 49.1 42.4
(ug/mL)
o o i [ B 233[58~432] 213[142~435]
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REDTTIVARTHFAERSROEYHE/SA—4

RE<20kg(4:BIC1EIRS) {RE=20kg(8BICIEIEE)
(n=8) (n=8)
EHELSD 1,443.3+517.50 1,838.8+270.42
Crmax
CV% 35.9 14.7
(ug/mL)
h ol [ & E ] 1,395[760~2,240] 1,890[1,490~2,280]
TH4{E+SD 667.6+294.85 532.1+162.73
Crrough
CV% 442 30.6
(ug/mL)
o B [ B 678[193~1,090] 505[280~790]

B <20kglEDay 155 K # =20kglEDay 12712 etk O HER B4 5 L=,

ak—R2: IO RAITEBEREOHIEE
REICEESSHBEEZFR G USSR R E20kg AT OB (4IZ1R]) L20kg P _Eo> B (SHE 1 1[A]) DB
FEILER)E ThoT-,

IVYRRTEBEREDHHaHUSEEICHITHTTIAITOMEFREHR

(ug/mL)
2,500 A

2,000 4

1,500

MR

1,000 4

500 +

F191E+£SD

T T T T 71
1 15 29 43 57 71 85 9

9 113 127 141 155 169 18 351 (A)
R HARS
hE<20kgin) 2 2 2 2 2 2 2 2 2 2 2 2 2
AE=20kg(n) 8 8 7 7 8 8 8 8 7 7 8 8 8

STVXITHERE R DEMERE/NSA—4

{AE<20kg(4BIZ1EIZRS) {RE=20kg(8:BIZ1EIRE)
(n=2) (n=8)
TH{E+SD 1,027.0(ND”) 881.9+184.32
Crmax
CV% ND? 20.9
(ug/mL)
o B [ B 1,027[734~1,320] 904.5[550~1,100]
14 {E+SD 464.5(ND”) 440.84+92.37
Crroug
" CV% ND® 21.0
(ug/mL)
o i [ B 464.5[374~555] 460[315~587]

a)n=20D7= KM E
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REDTTIVARTHFAERSROEYHE/ N SA—4

{AE <20kg(4:BIZ1[E1HRS) AE=20kg(8:AIC1EIIZE)
(n=2) (n=8)
E#{E+SD 1,550.0+311.13 1,706.3+309.10
Crmax
CV% 20.1 18.1
(ug/mL) ?
R B [ ] 1,550[1,330~1,770] 1,770[1,220~2,060]
EHfE+SD 709.5+166.17 479.5+96.78
Cirougn
CV% 23.4 20.2
(ug/mL)
o o B [ B 709.5[592~827] 456.5[380~639]

{RHE<20kglIDay 155, & # =20kgiTDay 127IT i Z DM &L R G- L=,

s PKRUBREE/N\FA—RHTHHEENFE DT

LZE Bl (NRVE R OVNRVEZER) 23l L7 fE 5 77 VA< 7 OPKEFEZ fiER T2 2 ) mIc s
W EARET N AW E CEIZDIIRMIC IS TEB TOBMITZ T Th ol EORER . BfE/ N TGA—X
xR Lo TE BN TABMIO B N A LU TR 2L — 2 al PREEEE T /VITHEAA
AUHIT o ARFLA (BMD SR DY A X (R E) IZL->TEE M EBNIFH TR THY Z b7 7V~ 7
DPKOFe 2 JD IR LTS R EICEESSHE - EEZ WD 282 LT PKICK 52 D
AT LM IESNZZ 80D BMUSKE 32 H S B IR L0 (R EICESSHEIZEST 7Y

R T DEGNEL T BN,

@mh

TEE AR DOaHUSIZH U TOKRBEN TV D IE L O FrEDTY 5 A 708 E TR

LBV TH D,

6. FiERUAZ (HkHY)

(FE B8RRI 4 PREBIAESEIREE)
T 7 VAT (Bia iz ) EUT BB OREZEFEL ., 1[11600~3,000meZ PAs HEEL
Mal 521 1%1Z1R1300~3,600mg, LAREA S X IE81H Z 1211300 ~3,600mgZ il §1E 75,

9. BHENDEREZAIIEFICEHTHERE (Y

9.7 NRZE

(FEEL RN A I 14 PREBFEFEIREE)

9.7.2 (R ESkg AT DO/ N EZ 3 REUTA M RO A R L U B AR ERBR I T IR TV R0,
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) EERMGEEETRELI-HER

EI P 3£ ] 2 AR 3K BR (ALXN1210-MG-306 58 88) " (B & : AEARUVBEAAT —4)
FAAR PR A AR CHLAChRIUAR G DR 2 5 TIMG R 8661 (H AR N6 B IZAFI AR HIZHES
<YL - A& @R A &+ 8 LRI oM R &) TG LI L0y EhhE nmf*ﬁ%ﬁbf:o
WIE B O E G- %3053 AN OHIE T, 77 VA~ 7 O H i FE SRR O E IR RE i L 12

ﬂ-@ ZH3<8HE|

HABEERRABRDEFEUMGRECETETTIATITOMERREHR

C1EDOMEER B #5112 10263 M O 1E M 4 1@ Lﬂ&ﬁéﬂtoif_\aztm%
AAEOPKERZE EITEEPIL TV,

(ug/mL)
10.000 Ti9fE+SD
1,000 |
% 100 -
=
g 10
14
01+ ‘ ‘ ‘ ‘
Day 1 Week 2 Week 10 Week 18 Week 26
EETHAR
n 86 85 82 80 74
STYRRITDMERNSTREY
40kgkL £60kgR i 60kgkl E100kg i 100kgkl £
& Day 15 556116 (745l) 439+118(4645)) 358+68(324jl)
Day 183 887+83(44jl) 636+157(3941) 471109 (27451)
5 Day 15 492,520(2451) 467159 (4451) -
Day 183 817,833 (2451) 73686 (345) -
SRR R (7 (110
a) RFNF G- BT 7 VR~ 7 O i (e g/ml)
STVAITUERAEREEDOEYERE/NTA—4
24 40kghl E60kgRiH | 60kgll £100kgR i 100kgkl k£
n 86 7 47 32
Conne Fi4{E+SD 874.12184.24 1054.3+163.57 912.1%170.39 778.84160.96
(ug/mL) CV% 211 15.5 18.7 207
R B [#E 836.0[399~1420] | 1060.0[778~1310] | 868.0[692~1420] | 779.5[399~1350]
n 85 7 46 32
Crouen F4{E+SD 417.8%115.51 555.7+116.45 438.5+118.11 357.8+68.12
(ug/mL) CV% 27.6 21.0 26.9 19.0
R B [#E B 397.0[234~1000] | 520.0[451~751] | 422.0[305~1000] | 339.0[234~570]
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FUSLMEEBHICE TAREDSITIAITHIFAERSROEYENRE/ SA—4

EX] 40kgll E60kg>R i | 60kgkl L100kgR i 100kgkl £
n 76 4 43 29
Con T{E+SD 1548.34359.43 2015.04345.40 1645.3+337.63 1340.14267.95
(ug/mL) CV% 23.2 17.1 20.5 20.0

oh o i [ & 1500.0[810~2510] [1900.0[1750~2510] |1660.0[1060~2410] | 1340.0[810~1990]

n 70 4 39 27
Coones FHfE+SD 586.6--173.91 887.3+82.72 635.7+157.28 471.3+109.47
(ug/mL) CV% 29.6 9.3 247 23.2

o i [ & B 570.0[211~1030] 866.5[817~999] 649.0[241~1030] 456.0[211~635]

EHREGUILEEBAICEFIREDITIATTHFAERSR)TO
STVARTDEMEE/NFA—EDOBRANEHAELEFLEDLLE

=X BARANERE
n 76 6
Crmax
FE{E+SD 1548.3+359.43 1796.7£204.12
(ug/mL)
rh R fiE [ %66 ] 1500.0[810~2510] 1845.0[1460~1990]
n 70 5
Cirou
o FHfE+SD 586.6+173.91 771.6£78.18
(ug/mL)
o o i [ B 570.0[211~1030] 817.0[679~835]

IR AR ORH TIMGIZR UTRRB STV E RO EIT TREO@Y Th 5,

6. FIERUAE (Y
(REMEREAEYVOEVRE. 2 SR EREHENE(REI QT REFHFTE AN T MAE SR
BEICEDERDEENFHELGISEITRD) RUOAHBEERRARNIIN LEE RHEEHERX
ZED)DBHERTH
W RN, T T VA~ T (B s #H 2 ) LU B OREE B EL, 11712,400~3,000mga
BRIEHBEEL  Aa &% 520 $%121[0]13,000~3,600mg, LRSI Z L2 117]3,000~3,600mg % wiii
[ e
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5) MAEFHWR ARV LBEEBEEZHRELI-HER

- Bt EIE M B ER (CHAMPION-NMOSDEER) (& - HAEARVUBAANT—4S)

THRBLEFIRTEHE THAQPAHUAS MED A ANMOSD B 2 5841 (H A A 98 |2 A 24 F 12 Ha o<
Fi% - & (Day 19][E & +Day 15 ONARESIHE T LICHER &) TR G- LI & D W Iz T

BRETLIZ,

NMOSDHEFIZHBIIAIMIGE T 7 VA~ 7R T, #a P 51% L I SIa R A (175 1 g/mL
B, HEFFH &R 5RO 28U ORI LA MR U2, £, BEARANEM L2
MERBEOHER 2R LT-,

HIABREHIR AR DNMOSDEEIZH115HFT VXTI DMFFIREHERE (R T7r—IL)

(ug/mL)
10,000 A
1,000 -
0
g
F 100
Ho
g
10
; FI51E+SD
Day 1 Week 2 ~ Week 10 Week 18 Week 26 Week34 Week 50 Week 66 Week 82 Week 106
|
5 58 58 54 54 55 54 52 15 2
#®5% 58 58 54 53 56 54 51 15 2
SRR THERERSHOERERNDEYERE/ NSA—4
{AE40kghl £ {AE60kglL £
% 100kgk
Bl 60kgR i 100kg K it bid A
Lk 58 22 31 5
Crmax
FH{E(SD) 935.3(162.25) 941.9(167.63) 953.0(159.85) 796.8(96.49)
(ug/mL)
oL (FEE) 933.5(575, 1280) 941.5(578, 1250) 989.0(575, 1280) 780.0(664, 918)
5%k 58 22 31 5
Ctrou
- FEH{E(SD) 459.1(90.34) 475.0(86.67) 466.5(86.56) 343.2(45.40)
(ug/mL)
L (6 ) 447.0(282, 643) 453.5(312, 639) 463.0(302, 643) 341.0(282, 409)
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STVARTHBAERSHORERDEYENE/ NTA—4

{AE40kgkl £ {AE60kgll £
100kgL
24 60K i 100kg 3 ®E gl b
15113k 56 22 29 5
Crax "
E{E(SD) 1836.4(355.39) 1899.5(396.25) 1878.3(271.43) 1316.0(153.07)
(ug/mL)
SR ($6E) 1905.0(759, 2650) | 1925.0(759, 2650) | 1940.0(1130, 2290) | 1340.0(1090, 1480)
5%k 54 20 30 4
Crough”
" F{E(SD) 796.9(216.04) 877.9(213.78) 778.7(196.30) 528.3(138.98)
(ug/mL)
b LB (6 ) 808.5(360, 1280) | 885.5(435, 1280) 785.0(371, 1220) 534.0(360, 685)

* CuxlTWeek 264% 5-1% ., CorouanlTWeek 3445 5-i

TR AH DO AR G R AT T LR F IR U TOKRSTO DA MO R FREO@Y TH D,

6. FIERUAE ()
(REMBREANEIREVRE. 2 SV EFEHBNE(REI DI REFTEEX (T MZEL
BUEICKHERDEENRE LIS E IR RUORBBEERRARIN LEE(RBEEHEL
%‘ét)@ﬁ%%ﬂﬁ)
W AR, T 7 VR~ 7 GBI 2 ) ELC BB DR EEZEL, 1[[2,400~3,000mg%
BRLEHEEL a2 12 1[0]3,000~3,600mg, ARSI Z L2 115]3,000~3,600mgZ i
FHET 5,

(3) s
M GRIEL,

4) BE-tHREOEE
FTTVAZTITE/ 70 —F NWHUR T DT80 —MRITAR 53 73 H I TE DD A4 7 B & DB IR #Y
EIRD & 53 Y PKAH BAEH iébfoab\t%x%ﬂé K FIx— %I F b7 a—2LP4501C L AR L M

O/ ISR SN, o VERAN OV T 7 AR BRIIT N EF 72D, T2 T T VA~T

IEHANIA L EREAE LN I ATRERR R BT — X2 B WU EFF B EOTA NI A DL BT
FRDHLIVTWNRNZEMND EAFHEIEMED VA A L DL BN LA AAEH N EL ST ReMEI TRV &

B2 HIND, AR E 2L — 2 a PR-PDFRATIC W T IR DT 7 VX~ T DPKA~D 8% FEA L

T &2 A BREIEKN 7 T A DI D 0 (i B 5 R ORI, Primte 3K, Jra mE, BRrs, 25 &5

ORI REAT AR, 2 B HEROPEE, & & GHOPTEREEK, KOE Ml E)IL7 7 IA~7

DOPKIZF B E RIF SN ERRENT,

F2 TT VR T IR G- SN 5720 BEEOM EERIT RV EE LD,

2. BRYFEEIRI/TA—F

(1) R A%
PN E= VAT ANTS
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(2) IRUIRE E B

LR,
() HRERETEH
BERABARAN) BEEBIRAES (ALXN1210-HV-1045K88) "
HARMEHREEER(12)(1/h) 400mg(n=4) 800mg(n=4)
FH#{E+SD 0.001=0.000 0.001%0.000
%CV 26.3 4.2
HR R E (/N R K) 0.001(0.001,0.002) 0.001(0.001,0.001)

BEKAGIEAN) BEEEIRNES (ALXN1210-HV-1015158) "

HARMHREEEH(12)(1/h) 200mg(n=4) 400mg(n=6)
F9fE+LSD 0.000900+0.000146 0.000943=0.0000934
%CV 16.2 9.9
PR{E (&N &K 0.000881(0.000762,0.00107) 0.000965(0.000805,0.00103)

4 2IVT7 SR
VI SEWEhREICBIT5HE 1. M REOHR  (2) KRR CHEGESV MR E 1) RN Z XS
RELTRABR DES W

(5) P ETE
VI SEENREICRIT2EE 1. MTIEEOHER () KRB RSN e DR AZ %t

SRR OB
(6) ZDth
MG R,

3. BEE(RE2L—LaV) @i
(1) BRI TIE
REBZVT T ARV BTSRRI DR 5 (R R Z A 127 2 AR — Dy Z Al A A
NI 2-3 /A=A MRE 2L — 3 a PKET L

(2) NTGA—BEHER

AR 8 TR OV AR B BR 0 3 730ER (ALXN1210-HV-10130E ' L ALXN1210-HV-10258 8 |

ALXN1210-HV-1043E"Y ALXN1210-PNH-1033 85" ALXN1210-PNH-20130Ek "1

ALXN1210-PNH-3013 82" B OMALXN1210-PNH-30230 B2 %) 235 & 212991 (g s A 3845

PNH 2611 . 65385 (F L2 1120345., 533545) DMLIE T FE 2 VTR 2L — s fif a1 77,

A2l —arPRKEKET VERWTR L, 5 MR DPNHEE 22261 0 3L B fig <
T A—4 (post—hocHE M) I (SD) 11Z. CLAY0.00332(0.000941) L/h, VeA33.45(0.652) L. VpA31.91
(0.321) L, #ARAHTH R H- P 349.7(8.94) H Th o7,
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LIZ EIREO L Z 1 K E40kgPL F60kg AT O ER#E CT120.00266(0.00054) L/h, A E60kg L

LlOOkﬁ%‘(ﬁﬁ@%&’%ﬁ%f‘ 1£0.00354(0.00090)L/h, {A B 100kgLL FOHEERH T130.00441(0.00096)L/h

T ol T2 Ve K OVph EIMRED B4 52T AR E40kg L E60kg AR lili TN Z£H2.87(0.401) LI
1.55(0.121) L R E60kg LA _E100kg AT C3.65(0.529) L& 112.02(0.216) L (A E100kg LA _[C4.28(0.709) L
K2.48(0.221) LT 7=,
NR—2TA U REOREITCLE NVl ZBE 72 8 8% [T LT3, PKICHK T2 B0 R BRI EE-S<HE -
BICIoTHIEEN S,
I B GFEHIREOFE R AR E LIAMZ MEBIBCLIZ _R—ATA U RED~E 7 aE AR CLE M VelZ
2T A U REOBMIA Ve LINVpIZE B LTZ 23, 2D D IR BTN T I Coroun, I TFEBLIRNZEDD
B IR B2 BRI T2 W EB 2B, &I AN B TH LT LRSI,

4. RN
FTYR=T (RN G- SN BT 50 R H B~ 4T 5.
(TVIL W EhREIC B3 HIEE 1. A REOHER  (2) BAK B CHEFBSILZ M | DIES )

5. 9%
(1) 1 ;72— Hixd B8 P o s 1
LRI,

(2) M iR-Ra A5 RAPT @B T
JaAEsEIB MO RER T T D70 572, Ll IgGIEFeRnZ M UCHE M A 08 T2 2 emn Y IFiR LMz
TNV T 5 E L& JBIRITT 7T VR~ T g B SN A RetE 0N 5,

@) HiA~DBATHE
FLH P BATORBRIIIT DR o7, LU IgGIEE LIS BAT 7270 77 VA~ 7 3 # i Hic bk
MSNDATRENED B,

(4) BB~ DFITIE
HEFRL,

(5) TR DB~ DT
T T VA= T ITE RS D CHIZHE A & B BV CIRBE R &2 FF 272\ o /3 sk BRIL I i L7
Mol H=IAYPNNZT T VA~ T %60mg/ kg CEMEFARNBEG- LT & & PV, CREEESD) 1%, 64.3
+7.53mL/kgTHY, ZOEIZ VL DIMIE ELTFTFRL TODZEDE | MK ~D AR HAUT
HEZZLND,

(6) MITEAKS
EHEA .ﬁh%ﬁ L7pho7z,
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6. X3
(1) KBHELLRUR SR
F7 VA~ T 1gGE /7 a—F MUK TH D, NERITEIgGIE IR = R A M= A= R E I LT
VRVA D= A KRB B IA F AL, PN B HIAE SO AR HE N BRI R OV ) — A X0 BRI/
AR FREO XTI BRI EAL (i) SIVTH T OFT T 72 B BRSNS, 77 VA~ T D
KHANREMEIGGEFELILTWAEE 2 HLD,

2) R#ICEBEIERCYPE)DHYFRE.FEH5XR
K5y 731350 CYPAS 0L KA BB LA M O U & %22 T HmM,. 77 VA< 7 1X1eGE/7n—F /L
PUATHY, CYPE D HIEER I LD A A Z 1T 720,

Q) MEEBNROERRVEDEE
AZELIR,

@) REMIOEHORRREEEL FELE
B L7RY,

7. BEitd
T T VA= T OHMRE 2T DD DR IR BRI IR E L TRV, 77 VA~ 7 % & TelgGldsy
AZDSRERGE IR DO PR E LR ENZD B A LD P I T 7 e T Sh D,

8. FoURKR—E—IZEATB1E%R
MG R,

0. BIFEICLHREE
LB L,

10.HBENDEREZEIIESE
RANOSED B REI KT 3D MR ANFE A i (im0 | A RB R 5 S LB RB B 5 O S B A M 92 1E U
ABRITIL TR, LS AR E 2L —3 al PRARAT O fb B e BR 5 M O'PNH R (S B8V THE B 4R
i N SRS R R S LB RE IR I LD AR D I B RE A~ D B TR O LR D 2T Z DD FH B %
IR E ST,

. Z04h
MYERRL,
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VI %

—_

EMERALOIESFICEAIHIER

- ZERREEDER

= =3
=

L&

11 AEIDOBREICKYBIEXARRPEEZREITIENDHY. RTITELZSZTNLH DO UTDAIC
THEETHIE[5.1.9.1.1,11.1.1 SH]

111 AFOHFSICELTIE SR A EREEO M EBIE (K. B EBEES) [TEIBELTHRES
FTRATWNRERRRRESNEONESICIL. BELICZRBL NEFIORSFOEYGLEEIT
52¢&,

1.1.2 RBAEREEISIBEELZRV T RA KR SATICHIERRAICHTETIF U #HETSH
L DEBITHLTIVFUDBMEEEEETHIL,

11.3 HEXRRBRLEIIBGNERBELEDILLNHLIOT,. BRAFITHRIHEE TESIERBER RV
EMDLET. HAHWNIHEREREEDZH R AEN AL EREREOEE T TREIHIL,

1.1.4 BRI REREREEDRVICONVTEEICHAL, ARBRPEOWMEIMIREERICEFIE HIREL
BRREECEETHRERNRRLIZZEICE. FREICERITIIOBEITTEEZEZASLHIL,

1.2 AN, HEERBANESOEVRIE. FFARRAMMY REEEEHE. SV EERBENEHDHLE
FHBRERRARINS LEE(RAREMRAZEV)ITHALHMBEEHE DEMDLLET AELDE
HHEMNBREE LFEDLLLHIMINDIBEICOARETHI L F - AR GRIRICEILE . KA
ERESEASELERITILEVILEZED . KR DBENERVEREZBERIEZTORKICHH A
L.BAEZETHLRETHIE [5.1.11.1.1 SH]

(fisn)
1.1 SRS IR COb -9V T RF28 B 25 D AT B A B L S okE 9B R AR I B G- L QU B, ARANXCHD

C5aNCEb~DBAZLZ [ E L AR AR A AR Cob—9PE L Z4MH| 92 Z L7365 T 3 0k Yudie o B i JiE
I RE MR 2% B S S L | Sk 92 50 B RE MR T T 2 T REME DY D
ARFNOPNHIEE 532l PR BRI 350 T B MR 2 B IR GAE A3 4451 (R BE %  J G 2.051) | 1 2% 1 1 FAC i,
E241]) . F 72 NMOSD FR 5532 B R 3R BR T 300 T 2451 (B s 4% 181 b4 2 14511, 856 M8 4 T 1 e uf. 9 1467))
WERESITIY, aHUSEF OV B TIMG B2 92 R 3R T, BE RIS B Y E O 137270 -
720 20224712 A 31 H RS0 42 1 ST 3615 2 A 00 38 IR 5% 22 A P T C I, Bl IR 26 1 SR R i 1 X 8 31
EESNTND, Fo MO KRR ER|CThH D /A<= T I LA BN EN R IE IR FEZ IS ST
2o

B % T R i V0 B0 7 xR R SRS T R ORI 208 32 S AL AU S JL PT RE 7 R YR T B AN, AR | i
ITUEB(LLUCIRICE DA REMER D D728 | B R B GIE D RO DT B o DWIEGE CERWG AT
WL EBICR L%, MU E R I IREN N E TH DI oA BE UL B E F i CUIN #E#) 12
T 20EN DD, LT2D>T BARIREA ET 585 G52 R T, R AL ARG AR 2 B 12k
DO F o m R T DG, B (SR 5 RYE DV A K OV R 2 J8 S 1R &8, BB 5% 12 Jk e
SE DT L OEHR DS ] 7o R i s L A L D70 8 BRI 0 iy [ CEDIRH T CAFI 2 53
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PLEDOZEXY FrCEEEME T M ENHHZENHEELUTRELT,

95



1.2 fRBRE FIRIGR OPNHAE KN/ X~ 7 IR P OPNHEF O£ I BT AFIE 528D

BOH, FERN ORI AR COILENSF DAL (B 514305 LAPNICHIE 14 | i FHiE B CH I 230.5ug/mLA
i) | MLAE NV 24302 2 & CL il O ORI A R B RUAY) &L, 7 LA7 20 —E I OPNHIZ
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BOLNDLBENDRD D, AFN OG- 2 F U BE IS UL, SR 168 [H | & N O s
FHRE DB RAE R O AL AR B RBIEEL , MWEIR U Gl e luE 41752k, [65.3 2]

(FE BB 7 1 14 PRI E AE 1R 2E)

8.2 AHIF 5 BHAAR T M/ MK & A E BRI e =27 U SGEE A 2 RO DAL WS A 1R AFI oD
e EER 3 T N ) e R Nt

8.3 AL L7 5G I E E O MR ERU N FREN BT D8 EN010 5, AFIOKRG- 2 FIELT-
BT UOR BEORBETEERBIEL L EIDGC QEEIRLEZTTHIZE,

(fiAEsH.)

(BEMEBANESOEVRE)

8.1 PNHAEH CTIIAAIE G ZHIEL 7254121, IR FIE RS 72 PNHAR L ER Y m— A KD H 7 i
WIEMNRBDOLNDBENRHHIEND, TV VAT LRRICER E LT AFNT T 7UA~< 7 L0 5 3
MRNZEDND  ARHN B G- HUEAZ X BAR 16 TE ], A5 PN I S OV U B3 2 B AR R O 2 b A B B3
HIEHBREL,

(R EAM MY FREFEREIREE)

8.2 AHID B G- BALA L 1T/ Mk S %2 E EICE =27 L AFI OB Gk DB 2 Re 7550, =7
VA=T7 O EOEBICESERELL,
725, ALXN1210-aHUS-31 138 L ONALXN1210-aHUS-3123BR1%. Day 183F THOTMASE4ZE%) (ifi/)s
W DIE AL LDHIEDIEEF AL, i 7L T F = AED_R—2F 4L H3525% LA EOIRT) 2 =32 E H &
LCRHiiE LT A,

8.3 AFZHIELIZE G ICIT E E O MR ML NAE 5 2 B DB TN H D720 IR ITEE DR
EB RSB MBS U U2 EZATO 89 =/ VA~ T O EOE RIS EIREL,

97
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Britz EESEHEr SN D5 B DA FEETHT L, ENeGIIM R B 2 @i 95 Z LML ITN DT A
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WORWERRHHONLIENHDHDT BEE +3IATV, BENROONIG AT 52 i3
B LU EETTHZ L,

(1) EXGEIEREMNHER

1.1 EXGEIERA

1111 BRRR B RS AE (0.4%)
BB SUFRUME 2 FIE L AR EIE(L T2 2L 03B DT AHIOF AU TIE, Y% YED
) H 1t (% B, EEURS . TELE R B, 22 PA RS PR RE DR b AR L - R SRBE, e i sE) S oo 8
B+ ATHT & MR B E A B DN T35 A IR B BT AL HUE A DO #5-% 0 i B e AL
EEITHOZ L BRI DT F U 2L CHRIELIZFIN RO LN TEY S TIZEDLBEND
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FEAEVEWR B YL E , 28 BRI Y AV 7V W B Y O B B 7R E N Do D 2N ® D,
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%, BB B YR V308 51070 D 3 32 W7 S ORI DS St S AU R T REZR EUIE T 578, 2 it
ITLE LU CIRIC R D RTRENED & D, AAKIDPNH B |2k 3 2R AR BRI F0 0 vCREME A B RS E 34151 (R
e B R G251 BABEAS A ME RUILIE 2451 . 7~ NMOSDER (o 92 B PR 3k BRI 2 Fo\ T 245 (IS 48 11 i £
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FRGE DG T2 o7z AANOBEFAZBEUTIL, SR AE ORI BRSO BIE A+ TV BB
B RYYE D SO B2 EHICR L, PLE A OB 5 E O Y/ 2 179 Z OV B A M 957290
\ZRRE LT, 7285, 2022412 7 31 HREROD A U 38152 AKI D B3 ik 78 14 28 A MEE I, i 5 48 18 ek
YIE L8 B ESI T D,

11,2 AFH 5 LRGAE D FE B & BIEPEIX B T2 b 0 0 BRIR B R OB T 30 T B B RRIME
ALRBDOLNTNDIENBRRE LT, 20224E12H 31 B RE RO K B TIk, BEE R E LA O T AR TR
RIS D B RAE (3091 GBRER < 21, 2 DD T2V 7 TR AN « 1491]) | B 26 BRI 1 REHE 205 (i 2%
ER B it 2 B O BRI Y : 4101 s STV VB, 08 A > 7L U F B Y D M5 13720, 7z,
20224712 31 HIREATO A ik TSI B AT OB IR 6 4 22 R VENG B CIE, B R B LIS O TR Y TR
1T D A V5191 GRRE < A1, 2 D> T2 ) 7 TR A« 141 i ¢ BRI L2 R IE 13349 (i 2
BRI I 2%, i 26 BRI PR UG LA I 28 BR P AR © 45 1451) ~E 70V R B AU 20 BRI L) (~E 1
A 1) WESHTN S,
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FIHFSBNIZFRD BN ARFIHE TITRRD IR oT,

[infusion reactionMTE )

a)MedDRA HEHERR R (PI) OFRATIT T 74 7% — UG KON BUE 23228 35 R RBIR A GE
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—f%-2FEELID - ) S TN PR
— P 5B %77
B AR B I 55 FEEN e )9
\ B R, FAEY T Y
BYSEBLO%E J — - —
55 B LOLE S PHE — FEACPEI B — —
TP s L O o s ~ B DR iﬁ;ﬁ TR, 4 -
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(ZEIWERID GBI, T2 RIVERIRERRE T, AAIHERERE20.0% (12551t 2541, B ANTH]) K OAFK G
FE3.4% (11961114451, EARNOBD IZERO B,
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T —H 71 b7 HE T T ARFN G 2K T34.3% (16941 - 5861 I RITER A ZRO HAL, AN
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EBEAEMERRIEMEER
ALXN1210-PNH-3013 5k

UVERREEEE K

B DOAAHEGRE TE% L, LIZBOLNIA FERRG2AT —4 Iy M7 HET)

AFI R A B AHEI &R

25H BAALKH 25H BAANEH

(12541) (18451) (119451) (14451)

<$Ef§f§:%2> 473.2+67.0 516.2+62.1 290.7+70.4 318.6+53.3

EHEER 92.0(115) 100( 18) 81.5( 97) 92.9( 13)

GEE 36.8( 46) 44.4( 8) 10.1( 12) 143( 2)

T RERSE 19.2( 24) 389( 7) 8.4( 10) o( 0)

L 1REE % 120( 15) 11.1C 2) 13.4( 16) 57.1( 8)

FE 11.2( 14) 1.1 2) 25( 3) 71 1)

A 10.4( 13) 1.1 2) 50( 6) 71C 1)

B 10.4( 13) o( 0) 50( 6) 71 1)

TH 9.6( 12) 1.1( 2) 42( 5) o( 0)

GEiL] 8.8( 11) 56( 1) 25( 3) o( 0)

JAILAME B R E R 88( 11) 0( 0) 1.7C 2) 0o 0)

& 8.0( 10) 1110 2) 6.7( 8) o( 0)

7o e 8 80( 10) o( 0) 34( 4) o 0)

FEMEHEN 72( 9) 56( 1) 08( 1) 0( 0)

&A™ LM iE 72( 9) o( 0) o 0 o( 0)

O R SE fE 6.4( 8) 11.1( 2) 0.8( 1) o( 0)

R 6.4( 8) o( 0) 34( 4) o( 0)

gt 56( 7) 56( 1) 08( 1) o( 0)

TERE 56( 7) oC 0) 42( 5) 0( 0)

iz 56( 7) o( 0 0.8( 1) o( 0)

YT ILAS NSRRI FA—E N 56( 7) oC 0) 08( 1) o( 0)

AVINIUHHEER 56( 7) o 0) oC 0 o( 0)
MedDRA/J ver.20.1
FEBLEIE % (1%

) ARFNYIEE X LI DA HE 5
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ALXN1210-PNH-3027 B

B OAFIHEAGRE TE% L, LIZBOLNIA FEHFRG2AT —F Iy M7 HET)

ZRF| 5 B AHEIG &R
25H BAALKH 25H BAANEMH
(97451) (5451) (95%1) (7451)
;ngg::g;) 3945507 407.8+25.9 216.0+27.8 2343192
EHEER 95.9(93) 100( 5) 80.0(76) 85.7( 6)
LR 32.0(31) 40.0( 2) 12.6(12) 0( 0)
L IREE % 24.7(24) 100( 5) 740 7) 286( 2)
ERERR 24.7(24) 0( 0) 10.5(10) 0( 0)
] 17.5(17) 0( 0) 14.7(14) 0( 0)
FE 15.5(15) 0( 0) 74(7) 0( 0)
TH 15.5(15) 0( 0) 5.3( 5) 14.3( 1)
Eib 11.3(11) 0( 0) 5.3( 5) 0( 0)
ks 10.3(10) 0( 0) 42( 4) 0 0)
%R 9.3( 9) 0( 0) 42( 4) 0( 0)
el g 8.2( 8) 0( 0) 5.3( 5) 143( 1)
MEnt 8.2( 8) 0( 0) 32( 3) 0( 0)
fEfu 8.2( 8) 0( 0) 21( 2) 0( 0)
8% 720 7) 20.0( 1) 1101 0( 0)
AVITNIUFHREE 72( 7) 0( 0) 5.3( 5) 0( 0)
Al 6.2( 6) 0( 0) 5.3( 5) 143( 1)
S 6.2( 6) 0( 0) 110 1) 0( 0)
FEMEHEN 5.2( 5) 0( 0) 74(7) 0( 0)
BB 5.2( 5) 0( 0) 6.3( 6) 0( 0)
7353 5.2( 5) 0( 0) 3.2( 3) 0( 0)
fikr 5.2( 5) 0( 0) 3.2( 3) 0( 0)
O REIRBE & 5.2( 5) 0( 0) 32( 3) 0( 0)
AVITNIUH 5.2( 5) 0(0) 21(2) 0( 0)
S HRERIR A E 5.2( 5) 0( 0) 110 1) 0( 0)

MedDRA/J ver.20.1
FEHLEIA % (B1%0)
Q) AFNCE 2 DU =t
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ALXN1210-aHUS-31138x
SEMDI0% L, EIZROONT-A EFLRG2ET — XA 7 HET)

5845
(iiuj;i:fi:ﬁﬂé) 67.9734.374

EHEER 100.0(58)
EERE 37.9(22)
TH 32.8(19)
&t 31.0(18)
Eib 25.9(15)
EakuE 25.9(15)
& E 24.1(14)
FE 20.7(12)

PR R R 19.0(11)
PR R 19.0(11)
RIEMFE 17.2(10)
B 17.2(10)
B 15.5( 9)

L IREE % 15.5( 9)
RIS 15.5( 9)
e 13.8( 8)
Al 13.8( 8)
R 13.8( 8)
G 121(7)
EFHHEHEN 10.3( 6)
% DLy FNithd 10.3( 6)
Rt & AE 10.3( 6)
RIEE 1R 10.3( 6)
R g 10.3( 6)

o ps fis 10.3( 6)

MedDRA ver.21.0
FHLEIE % (B1550)

106



ALXNI1210-aHUS-31273 5%
2BILA FIZERD NI ERERG2RT —X Iy A7 HE T ak—h)

ark—k(21451)
AENR 5 HR GR) 64.96434.757
(CEHEAZERE)

LHEER 100.0(21)
it 47.6(10)
TH 333( 7)
MEnt 333( 7
N GEE 333( 7)
GER- 333( 7
e 28.6( 6)
& E 28.6( 6)
1% 8k 238( 5)
B 19.0( 4)
B 19.0( 4)
SR 19.0( 4)
x5 19.0( 4)
E51ESEE 19.0( 4)
5 19.0( 4)
fifi ¢ 14.3( 3)
Rk xR 14.3( 3)
ERERR 14.3( 3)
S8 143( 3)
EAz2DiFd 14.3( 3)
#HRZ 14.3( 3)
R BB R i 9.5( 2)
g% 9.5( 2)
B % 9.5( 2)
DANAEBRE R 9.5( 2)
NREE % 9.5( 2)
BISpER 95( 2)
DA LA £ KA R 9.5( 2)
)7 95( 2)
TR 9.5( 2)
& 1 £ 9.5( 2)
RIS 9.5( 2)
BUOKEX 9.5( 2)
=1l 9.5( 2)
1B RE 9.5( 2)
BAURR 9.5( 2)
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a7R—M (21451)

G 95( 2)
FEMHOFEN 9.5( 2)

BEEMES 95( 2)
KRIEEEEG 9.5( 2)
EREREAE 9.5( 2)

MedDRA ver.21.0
FHLEIE % (B1£50)

2B LN BTN FEELGUAT =2y M7 AE T ak—h2)

ark—k2(1041)

EHEER 100.0(10)

RGBSR 40.0( 4)

01 FEE 0 38 47 30.0( 3)

+IREE % 20.0( 2)

hE% 20.0( 2)

MREE % 20.0( 2)

DA ILAME £ RE R 20.0( 2)
MedDRA ver.21.0
FEBENE % (%)
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ALXN1210-MG-3065% Bk

B DOAA/AFIFETE% U LIZBOONAEF L (60T —F Iy M 7HET)

ARF /A H B TSR/ REIE
25H BAAKH 25H BAANEH
(86431) (6451) (83451) (5%1)
(jjz]gf: E:_ﬁ f;; y 383.8+85.20 3700+111.27 225.6+31.43 230.4+18.80

EHEER 95.3(82) 100.0( 6) 81.9(68) 100.0( 5)
GRS 24.4(21) 0( 0) 84( 7) 0( 0)
TH 18.6(16) 33.3( 2) 84( 7) 0( 0
B 12.8(11) 0( 0) 6.0( 5) 0( 0)
sl 12.8(11) 0 0) 6.0( 5) 0( 0)

PR i % 12.8(11) 0( 0) 48( 4) 0( 0)
FEMEOFEN 12.8(11) 16.7( 1) 36( 3) 0( 0
EHibE 11.6(10) 0(0) 7.2( 6) 20.0( 1)
B 11.6(10) 0( 0) 6.0( 5) 0( 0)
COVID-19 9.3( 8) 0( 0) 120 1) 0( 0)
i bE] 7.0( 6) 0( 0) 36( 3) 0( 0)
EREMRENE 7.0( 6) 0( 0) 24( 2) 0( 0)
7o B 8 7.0( 6) 16.7( 1) 120 1) 0( 0)
LIREE % 58( 5) 0( 0) 12.0(10) 60.0( 3)
ERERR 5.8( 5) 0( 0) 48( 4) 0( 0)
RAEMHEFE 58( 5) 0( 0) 24( 2) 0( 0)
1% ik 5.8( 5) 0( 0) 24( 2) 0( 0)
wIRAS 5.8( 5) 0( 0) 120 1) 0( 0)
HEPRA 58( 5) 0( 0) 120 1) 0( 0)
)7 58( 5) 0( 0) 120 1) 0( 0)

MedDRA ver.24.1
FEELEIE % (1150
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CHAMPION-NMOSDR B
AR DOARANTETE% LA EIZERD BT A EH G (F R E W ROEE K5 H)

AF B
e£ 3 BAAEE
(5831) (9f51)
(iiugizz(ﬁ’i) 88.20+19.680 79.56+13.884
EHEER 93.1(54) 100.0( 9)
COVID-19 34.5(20) 0( 0)
GEE 31.0(18) 33.3( 3)
E3kEiEr 121(7) 1.1 1)
G 121 7) 222( 2)
RGBSR 10.3( 6) 222( 2)
PR R RR 10.3( 6) 0( 0)
FERE % 8.6( 5) 222( 2)
F 8.6( 5) 0( 0)
B 6.9( 4) 0( 0)
FEEDHEL 6.9( 4) 0( 0)
) 6.9( 4) 0( 0)
FEAICHESRE 6.9( 4) 0( 0)
LR % 6.9( 4) 0( 0)
OfEAJLARZ 6.9( 4) 1.1 1)
& it 6.9( 4) 0( 0)
EE 52( 3) 0( 0)
A 52( 3) 0( 0)
TH 5.2( 3) 1.1¢ 1)
PR E % 5.2( 3) 1.1 1)
BREHRERE 5.2( 3) 0( 0)
I E 52( 3) 0( 0)
UPZAY: it 5.2( 3) 0( 0)
B 5.2( 3) 0( 0)
FEEfE 5.2( 3) 0( 0)
BRfE 5.2( 3) 0( 0)
EIY Ak iobE 52( 3) 0( 0)
Bl SR 52( 3) 0( 0)
DOF U EEEALER 5.2( 3) 0( 0)
EERESHE 5.2( 3) 0( 0)

MedDRA/] ver.25.0
FELEIE % (150

BB AHHE, BEERUEHOARES BAOBERETUAE
A RIL,
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9. BRRBRERRICRITTEE
ety O QUAVAN AN

5

10.8E2%5
BRESITURU,

NERALEDIE

14 BRALEDEE
141 ERFFEBFOIE

(BEFIFHE)
1411 AR, 2 WO - I S N2 EA BRI CTRERBL . B H 2SFRO L5 A3 fE H L 7Z¢
W2k,

141.2 PRV P TRAT PO EREZHRERY | AR AR Z I JJ# Sy 7 55 TARA 2 i
A2 AFNASA TN DAL LR AR AP B O & M ORREOAK ORI TRE S EIZ
THIL,

AHNASAT N DRI B2 B R A B R HE R 0D 8 K O BRI DA D i FE

A F R BT
. H R4 B R Mk T BRA% DA D Ji
AAT V) A
(INATNBHTED)
VIV A S F#E300mg 30mL 30mL 5mg/mL
LR UAHLS R §E300mg/3mL 3mL 3mL 50mg/mL
U UAH L §9E1100mg/11mL 11mL 11mL 50mg/mL

14.1.3 R EEDH 72220 A (2 VR UA SR §#HE300mgd = L R UAH LA §#300mg/3mL & UN100mg/
UmL) ZRALTHERALZZNZE,

14.1.4 FRBIFRCNITIRA LUIREL2NZ L,

14.1.5 FEUE 26 Wi LR ER 2N 222 BRI THEREL . BE RO LIS ST L2202
Lo

14.1.6 FRHRZITECHITKEGTDHZE,

1417 KA OSATMATIEUENEID T D, 23 A 7V O KA AR HRITE U FEFET DL,
(LR R &5 E%:E300me)

14.1.8 S IRA B DI A LW IGA 1T, 2~8°CTCOLRAE CIF24REFI AN, UL H IR AR TF TlL6
REF LA 3528,

(LJLRSYRHIS B8 E300mg/3mL KR T1100mg/11mL)

14.1.9 SRR Z B HITE A LZ2WE1E, 2~8C TOLRIE TIL24RE LAWIZ IR A7 TIX4ARF
ML 528,
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142 EXBEBHOITE

(HF|HE)

14.2.1 0.23130.22327 0 D7V E—% B LU G352, RANTMSILIZ T4 J0 T D5 DL
DT SH R E LR G LR,

14.2.2 RFNOFE-HFICEIWER ARBTG5 613, ERTOH W CR G- B2 <5 G- 2 kL |
BeEAET %, BB OIEIRNZE THECTHEREICBILETDIL,

(LRI R S FRE300mg)

14.2.3 F RO G 1L, LT OERIKRBRIZ B 1T D KRG E A28 2 endoicl 2l b
T TNz E,

i PR FRER (2 351 2 R[] Mo N2 0] H LARE 55 0D fig K45 0k 2

- R ARG
EIEIE SR 2[5 H PARE D $e 5155
Bkgll I 10kg Al 31mL/I 31mL/
10kglh F20kg AT 63ml/ M 63ml/ M
20kglL_F30kg A 120ml./ ¥ 127mlL/ B
30kgLh F40kg A 184mL/ ¥ 192mL./
40kgLh F60kg A it 253mL/IFf 250mL/
60kglA_F100ke A 318mL/ 330mL /M
100kglL - 333mlL/BE 328mlL/BE
B R BRI T 30 1 Dl e e - e D e K e ol
(G HFE R e R G
600mg 240mL /M
40kgPL 1-60kg A 1200mg 240mL/
1500mg 250mL/If
600mg 300mL/
60kgLL F100kg ATl 1500mg 300mL /I
1800mg 328mL /M
600mg 300mL/IHf
100kgbl - 1500mg 300mL/ B
1800mg 328mL /M

112




(L JLREYRHIE #E#E300mg/3mL R UM100me/11mL)
14.2.4 FRUTCE OB G R EIL LT O RIEGHEZ B2 20Ol Bl & G137 hRn 2L,
HE] K O8] B AR #5157 0D e K Bk e
- BRI
| EIEAS=AE 2181 H LARE D # 51

Bkgll 1 10kg AT 8mL/ 8mL/ I

10kgPh k- 20kg i 16mL /¢ 16mL /¢

20kglh F30kg AT 30mL/ M 33mlL/ M

30kgLh F40kg A 46mL/ B 49mL./B

40kgPL 60kg A 64mL/HF 65mL /I

60kglh F100ke A il 92mL /I 98mL /¥

100kg2h | 144mL./ W 144mlL./ W

i e $52 B-IR7 0D fie K452 G E
(G e A & e KPG8

600mg 48mlL./ M

40kgBL_F60kg A 1200mg 57mL/ I
1500mg 60mL/Ff
600mg 60mL/Hf

60kgLl 1-100kg A1 1500mg 83mL/IH
1800mg 86mL/IH
600mg 71mL/

100kgbh 1500mg 120mL /B
1800mg 127mL/KF

(i)

AFNOBGIRBR TSN FNAZ S LI R, 55RO B2 E LT,

F IVIg T HE AL R IEREAT I OAF O I BN DWW T ARAIOMIE K OR2[a] B DU $ G- R D $¢ 5-
T L [AIRR LT 15 3 S B B A0 [ B 2258 (ICH) QABH AR T4 ROV H R 3K 7 51 K AF RN # 5- BA&l oD
TR B A B E 2 CTORR R G A i a7,

RBAROHRGEITI U TOREREIREDOEREEZZELTRESNI Y,
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(RAEEREANTET OE VR
HH=YDEF DIREE

RE HEZRSE 2EBUBEDREE
40kgkl £ 60kgR i 2,400mg 3,000mg
60kgll _E100kg R i 2,700mg 3,300mg
100kgkl k£ 3,000mg 3,600mg

F72.10mg/mLEAI TIXALXNI210-PNH-3017 5% X PALXN1210-PNH-3023 B IZBWC A EIC LD
P 5-FE R K O KG9 BE AL F OBV EE STz, AFIOFHE K OB ORI Tz b2 B REn

AN
{10mg/mL & {3 FARF)
VB RERSROSEE
KE RE e RERGERR (%) ARG EE
40kgld £ 60kgR G 2,400mg 480mL 1145 253mL/BF
60kgll E100kg R 2,700mg 540mL 10243 318mL /%
100kgkl £ 3,000mg 600mL 10943 333mL/BF
HIEFRERSROSEER
RE RE weE RERGERR(E%E) ARG RE
40kgld £ 60kgFK i 3,000mg 600mL 14445 250mL /¥
60kgld _£100kg R i 3,300mg 660mL 1205 330mL/B%
100kgkl £ 3,600mg 720mL 1325 328mL/F§

728, 100mg/mL B H|CIXALXN1210-PNH-302
B R R OV R ki B DS R E STV,

BRI WT MR B SR O A D IR EIC Lo i i G-

{100mg/mL & &l {5 FABF)
VIERERSROSER
*=E A= e RERGHE(E%) RARGEE
40kgll £60kgR i 2,400mg 48mL 45%y 64mL /B
60kgLl £100kgR i 2,700mg 54mL 36% 92mL/ B
100kgkl 3,000mg 60mL 25% 144mL /B
HEFAEREROSER
*=E A= s RERGHE(E%) RABRGEE
40kgll £60kgR i 3,000mg 60mL 564 65mL /B
60kgkA £100kg R i 3,300mg 66mL 4145 98mL /¥
100kgkl 3,600mg 72mL 309> 144mL /B
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(GRS BRI 1% PR & SEJE 1R RE)
1B H=Y DEF Di%5E RV S5 R

*RE HEEEE 2EBUBOEREE 2[E B LA D 25 /R
5kgll E10kgR i 600mg 300mg 48
10kgLl £ 20kgk i 600mg 600mg 438
20kgLl L 30kgR i 900mg 2,100mg 838
30kgld E40kgR 1,200mg 2,700mg 858
40kgkl £60kgR i 2,400mg 3,000mg 8:8
60kglA £100kgR i 2,700mg 3,300mg 838
100kgkl k£ 3,000mg 3,600mg 818

F7-2.10mg/mLAAITIZTALXN1210-aHUS-3125RBR 12 BT IR EIC LD 5 3 G- 1 ] Je OV K 9% 53 B
LU T OEYBE SIVTUz AFIOFH R L OG- OB IZITZ e SRS,

{(10mg/mL B & )
VIERERSRODSRE
RE® A = RERGREHE(ES) ARG RE

5kgbl E10kgk 600mg 120mL 233% 31mL/ B
10kglA £ 20kg R i 600mg 120mL 1155 63mL /B
20kgLl £ 30kgk i 900mg 180mL 9205 120mL /B
30kgkl E40kgR i 1,200mg 240mL 799 184mL /¥
40kgBl £ 60kgR i 2,400mg 480mL 11443 253mL /B
60kg LA £100kgR i 2,700mg 540mL 1025 318mL/BF
100kgkl £ 3,000mg 600mL 1095 333mL/B

a [ELIT DR FER I SRk SR T L5,

HEFREREROSRE

*®E 2 we AR (E3) ARG EE
5kgkl E10kg ki 300mg 60mL 175 31mL/BF
10kgbl E20kgR i 600mg 120mL 11553 63mL /B
20kgkl L30kgkR i 2,100mg 420mL 1995 127mL/ B
30kgkl _E40kgRK i 2,700mg 540mL 1695 192mL/B¥
40kgkl £ 60kgR i 3,000mg 600mL 1445 250mL/B%
60kgld _£100kg 3R i 3,300mg 660mL 1205 330mL /%
100kgl £ 3,600mg 720mL 1325 328mL/HF

a ELEODRFEIRHCRLER SR EE T2,
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728, aHUSIZx375100mg/mL LA DO ER AR FRBRIX Thiv Ty auy,

(100mg/mL Z % {5 FA BF)
YVEREREROSEER
RE AE e REREHEEEE) RABREEE

5kgkl E10kgF i 600mg 12mL 9204 8mL/FF
10kgBA £ 20kgk i 600mg 12mL 455y 16mL /B
20kgLl k30kgF i 900mg 18mL 36% 30mL/B¥
30kgkl E40kgR i 1,200mg 24mL 324> 46mL/BE
40kghh £ 60kg R 2,400mg 48mL 4593 64mL/ B
60kgld_E100kg ki 2,700mg 54mL 365 92mL /B
100kgkl 3,000mg 60mL 2545 144mL /B

a ELEORFEIRHIRLER SR EE T2,

HEAERSHROSEER

wE AE we RERGEHE(ES) ARG RE
S5kgll E10kgk i 300mg 6mL 45%) 8mL /B
10kgkl £ 20kg ki 600mg 12mL 45% 16mL /B
20kgld L 30kgF i 2,100mg 42mL 7% 33mL/B%
30kgkd L40kgkK i 2,700mg 54mL 675 49mL/ B
40kgkl E60kgk i 3,000mg 60mL 565 65mL /R
60kglA £100kgR i 3,300mg 66mL a4y 98mL /B
100kglA £ 3,600mg 72mL 305 144mL /B

a ELEORFERHIRLER S IR ELE 75,
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(2SR EEHENE)
HH=YDEF DIREE

*hE MEEE= 2EBUEDREE
40kgll £60kgR i 2,400mg 3,000mg
60kgLl £100kgR i 2,700mg 3,300mg
100kgid 3,000mg 3,600mg
{10mg/mLE &Il {& FH )
VEREREROSER
*E g we RERGHE (%) RAEERE
40kghl E60kgk i 2,400mg 480mL 1145y 253mL /B
60kgLl £100kg3R i 2,700mg 540mL 1024} 318mL/ B
100kgiA £ 3,000mg 600mL 10943 333mL /B
HIEFAEREROSER
*RE = e RERSREGESE) RAEERE
40kgll E60kgk i 3,000mg 600mL 1445y 250mL /B
60kgkl £100kg3R i 3,300mg 660mL 12093 330mL/B%
100kgid £ 3,600mg 720mL 132%) 328mL /B
{100mg/mL &L H & FAEF)
VEIREREROSEE
*RE AE e RERSHEGS) RABR5EE
40kghl E60kgR i 2,400mg 48mL 455 64mL/ B
60kgld_k100kg ki 2,700mg 54mL 365 92mL /B
100kgiA 3,000mg 60mL 2543 144mL /B
HERAERSKOSER
*RE = we RERSHEGS) RS EE
40kgll £60kgR i 3,000mg 60mL 5643 65mL/ B
60kglA £100kgR i 3,300mg 66mL AR 98mL /B
100kgiA 3,600mg 72mL 30% 144mL /B4
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(REHBEEHERARNINSLES)

HH=YDEF DIREE

*hE MEEE= 2EBUEDREE
40kgll £60kgR i 2,400mg 3,000mg
60kgLl £100kgR i 2,700mg 3,300mg
100kgid 3,000mg 3,600mg
{10mg/mLE &Il {& FH )
VEREREROSER
*E g we RERGHE (%) RAEERE
40kghl E60kgk i 2,400mg 480mL 1145y 253mL /B
60kgLl £100kg3R i 2,700mg 540mL 1024} 318mL/ B
100kgiA £ 3,000mg 600mL 10943 333mL /B
HIEFAEREROSER
*RE = e RERSREGESE) RAEERE
40kgll E60kgk i 3,000mg 600mL 1445y 250mL /B
60kgkl £100kg3R i 3,300mg 660mL 12093 330mL/B%
100kgid £ 3,600mg 720mL 132%) 328mL /B
{100mg/mL &L H & FAEF)
VEIREREROSEE
*RE AE e RERSHEGS) RABR5EE
40kghl E60kgR i 2,400mg 48mL 455 64mL/ B
60kgld_k100kg ki 2,700mg 54mL 365 92mL /B
100kgiA 3,000mg 60mL 2543 144mL /B
HERAERSKOSER
*RE = we RERSHEGS) RS EE
40kgll £60kgR i 3,000mg 60mL 5643 65mL/ B
60kglA £100kgR i 3,300mg 66mL AR 98mL /B
100kgiA 3,600mg 72mL 30% 144mL /B4
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R.ZDHMDEE
(1) EREREEAICEDIER

15. ZDMDFE

15.1 BEERERIZEDIER
FEI B L [ 45 TAE R BR I B W T R BT BR S T W AR ARFNC KT D HUR D FE A N A ST B,
[17.3.1 Z/]

17.3 ZDith

17.31 KK THIRAREE
FAEMEAR AT B U JRIE B 2t B L T [E RS LA 55 AR R BRI W AR A B ST R O
75 (RRIERI43661, HAAN44B1I% & Tp) 520 T —H B A7 HE TOWT N ORERIZ T AKIE ST
THUREADFRO DL EBE OEIE130.2% (141/436 1 HF, HARNIXOR]) Tho7z, 5217 — 4 B A
7 HETOWT O RIST, FRIRIES M R ERE R 2t L LT B R AR 3T 1.1%
(1511/8941, HANIZOBINICAFKI S N CHAEANGBD SN, &5 T B IEMREEBEEZ S REL
TR R BRIZ BT 600 T — o b7 HETOWT NN ORI T KIS T CTHUREEA D R0
DIV BE TR o7 AR R AT NI LR E BE &k G Ui IR BRI 3BT A A G-
T CHUAREAEDGRD LI BFE 1T Ve ol [15.1 2]

(fiA=0)

KAV~ T OG5 FIEO R BRI TR, PR BUAR (ADA) DS e B ITRO IR >
720 PNHARE % 56f G2 & U [ B3 3 [R] 26 TIAH 3 B (AL XN1210-PNH-30154 5% & "ALXN1210-PNH-302 7 5R)
IZBWTC ARZEGEINTBEHE OIS GRIEF43661, BARNA4BIZ B Te)  5208T — X M7 HETOU
T ORE SN T ARFIE G T CHURE AN RO DN BF OFIE1$0.2% (161 /43645 H, HARNIZO0H)]) T
BT, aHUSHE 25t G2 & U7 g R 7l Bk (ALXN1210-aHUS-31 178688 & MALXN1210-aHUS-3125850) 1286
W AR 2G-S B 05 GRIEFISIBI, HARNTHIZ & Te) 5217 —X v hA 7 HETOWT D
IRERU S AR 5 T CHURE AR RBO B BE OFIE1E1.1% (161/8941, HARNIXOH]) Th o7z, 225K
MGHEFEZ xR EUT R (ALXN1210-MG-3063850) Tl ARFE ¢ 5-Shuiz B3 055 (RIEFI 16141
AARN1061% & Tp) 603 T —H 5w hA7 HETOWT NN ORI TRAFIE G- T THURE AN RO S
BFNLNR D o T AR F B R AT NI L E 2 R R EUTZER KRR (CHAMPION-NMOSD#ER) 123
VT ARBIZ RG-S BB OB RIEFI5841, HARNIBIZ & ) AFIE S N CHUREAENRO DI
E A AVAVIEEY
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(2) FEBRRERERICEDIER

15.2 JERRERFBRICEDIER
~VADE - JR VI AFER (60me/ ke &5 B TN HARPI -5 1238 T BB R L 2SR b

71—,44)

(i)

T 7 VA= T IXEMASS D CHEAZ 72 S HE B OEPEIT RIS 22N 28736 CED R MM DI E 253+ 2w
DA A RRF TR IT N TERD T2 T ADE /7 a—F iR E O AR A B e 5
fiL,CD-1=DAIZRTHCERE DS RE 3 3o e it i L7, ~ v ADIE - I R R ARBR T s S
MM TE R S S~ D A0 — MURIZ LD SN IR TH L7280 VA= T L [RBRICER E LT,
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X. JFERPREERICRI SRR

1. ZEEAER
(1) ZExhREHER
VI SERhSEFRIC R 3 AIRH | DIES IR

(2) 2 MEREHR
T VA~ 7 AiRZE W IERIR Z2 BRI E LT euy,
FTT VA~ 7 OFHVERA DR THhHERCHIE, HIFEDIMAIT DA REZ T BLTHZ L5 BN H
VWzin vitrog AT B TIX RN EE R DI, 7o, 77 VA= 7 1T hCHITRF R A T, i) A8 72 BOGHE DS
ROBLIIRNZ LMD in vivoe EYESKELRER N OENCOFMII TRITE AW EE LN, SHIZ, =71
A= 7 COE WO COBAE D BRI RRER S AR R DI SR K ORER R~ DB 6 T HUAY
DO RIZFRDHIVTUVRL Y,

(3) Z D th D ZIRE ER
Rl SR EEA R - TV S5 BRI ZP 9 DI DTS
AR R AR RS - LTy,

2. SHHR

T T VRTINS OB FED CHIZR U T e tEZ RS B e -t B D &2 T35 2
LIINEETHHZ LN T T VAT W BRI G- 3SR, SO # G m M BRI E L Tveu, Ly

L. e —h iR CTh o~ A~ 7 ACSHE /71— /LA (BB5.1mAb) & iV \7=CD -1~ AT D4 [H]

B b5 R E R BRCIE, BUR 2 18], 200 S E 3l 48 FE (- 580, 30,60, 90mg/ke/BIAHY) T4

FFFIRN G- LI2W T OB EREZ BT B R ML R T 53T R A RO 720 o7, £ D78 ICH

S6HARTA NZHE Y, BB5. ImAbZ W T W IUE GLPAA: T CTRAE 5 7k BR K OV fiti 38 A i il Br

SRR,

(1) BEERSEERER
EE R,

(2) RIEFESEHHR
1) IIRIZETE4BRBZERER TR
CD-1#ff~m7AZ%F L, ¥  3mg/mLMBB5.1mAb%10mL/kg /1A D% & i 1Al 2[] K O3 [E O #E FE (4
Fehml%, 30,60, 90mg/kg/ BIZFHY) T4 [ F RN 5L . BB5.1mAbDEAE A #HAM L7t 5K L 5278
ILRBOLNZR DN >T2, F72, BB5. 1mAbD SKF/EH (C5FHE) Zex vivolR I FRER CREMI L 7= #% $. 60 L Y
90mg/kg/iBaH 5 Uiz~ ATIX, Wl LEE X R E THY, SOmg/kg/ R LT~ A0k
MoT=Z e D, BlEFEE L 7-BB5. 1mAbD~ 7 AR ER 125 AR IX60mg/kg/THELT,
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2)XHRIZHIT526:BRR S SRR
CD-1HEHfE~m7 ATt 2 B2 3mg/mLOBB5. 1mAbZ10mL/kg/ [F] 0Dk & 1E] %2 [E] 0 4 i (4% 1
H51%,30,60mg/kg/FIZFHY) T2638 I FFIRN B 5-L .2 D 438 i O IRSE IR 2 3%, JETC 3,
—CIRAE R, FE A IR, B R AR A, I BRI SO XBB5. ImAbD B A R L 7=, 3R
BRI, OPC D~ A (e FREE - ADE, i A 5U0) 23 FE L7228 W D B ST A—Z T L Th
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E4 KE (20184F12 A KGR

SHtA Alexion Pharmaceuticals, Inc.

AR5 4 ULTOMIRIS® (ravulizumab—cwvz) injection, for intravenous or subcutaneous use
Intravenous:

*Injection: 300 mg/3 mL (100 mg/mL) as a translucent, clear to yellowish color solution in

a single—dose vial

*Injection: 1,100 mg/11 mL (100 mg/mL) as a translucent, clear to yellowish color solution
[T - 1845 in a single—dose vial

17 - 1 *Injection: 300 mg/30 mL (10 mg/mL) as a clear to translucent, slight whitish color
solution in a single—dose vial
Subcutaneous:
*Injection: 245 mg/3.5 mL (70 mg/mL) as a translucent, clear to yellowish color solution
in a single—dose prefilled cartridge for use only with supplied single—use on—-body injector
1 INDICATIONS AND USAGE

ULTOMIRIS is a complement inhibitor indicated for:

*the treatment of adult and pediatric patients one month of age and older with paroxysmal

nocturnal hemoglobinuria (PNH).

*the treatment of adult and pediatric patients one month of age and older with atypical
hEe hemolytic uremic syndrome (aHUS) to inhibit complement-mediated thrombotic
LR microangiopathy (TMA).

Limitations of Use:

ULTOMIRIS is not indicated for the treatment of patients with Shiga toxin E. coli related

hemolytic uremic syndrome (STEC-HUS).

the treatment of adult patients with generalized myasthenia gravis (gMG) who are anti—

acetylcholine receptor (AChR) antibody—positive.

2 DOSAGE AND ADMINISTRATION
2.1 Important Dosage Information
ULTOMIRIS may be administered as an intravenous infusion (ULTOMIRIS vial for
intravenous administration) in adult or pediatric patients one month of age and older or
as a subcutaneous injection for maintenance (ULTOMIRIS on-body delivery system for
subcutaneous administration) in adult patients.
Vials are intended for intravenous use only, and on—body delivery systems (prefilled
Hi%x cartridge and on—body injector) are intended for subcutaneous maintenance use only.
RURE 2.2 Recommended Vaccination and Prophylaxis
Vaccinate patients for meningococcal disease according to current ACIP guidelines to
reduce the risk of serious infection [see Warnings and Precautions (5.1, 5.5)].
Provide 2 weeks of antibacterial drug prophylaxis to patients if ULTOMIRIS must be
initiated immediately and vaccines are administered less than 2 weeks before starting
ULTOMIRIS therapy.
Healthcare professionals who prescribe ULTOMIRIS must enroll in the ULTOMIRIS
REMS [see Warnings and Precautions (5.1)].
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2.3 Intravenous Administration in Adult and Pediatric Patients with PNH, aHUS, or gMG
The recommended intravenous ULTOMIRIS loading and maintenance dosing in adult
and pediatric patients, one month of age or older weighing 5 kg or greater, with PNH or
aHUS, or in adult patients with gMG weighing 40 kg or greater, is based on the patient’s
body weight, as shown in Table 1, with maintenance doses administered every 4 or 8
weeks, starting 2 weeks after loading dose.

The intravenous (IV) dosing schedule is allowed to occasionally vary within 7 days of
the scheduled infusion day (except for the first maintenance dose of ULTOMIRIS); but
subsequent doses should be administered according to the original schedule.

Following a missed intravenous ULTOMIRIS dose, the patient should contact their
health care provider immediately.

Table 1: ULTOMIRIS Vial for Intravenous (IV) Administration Weight-Based Dosing Regimen —
PNH, aHUS, or gMG~

L Body Weight Range | Loading Dose Maintenance Dose (mg)
Indications * .
(kg) (mg) and Dosing Interval
5 to less than 10 600 300
Every 4 weeks
10 to less than 20 600 600
PNH and aHUS
20 to less than 30 900 2,100
30 to less than 40 1,200 2,700
40 to less than 60 2,400 3,000 Every 8 weeks
PNH, aHUS, and gMG | 60 to less than 100 2,700 3,300
%
N 100 or greater 3,000 3,600
RURAE ¢

*See Tables 5, 6, 8, and 9 for selection of the proper total volume and maximum infusion rate [see Dosage and
Administration (2.6)]
" See Table 2 for intravenous ULTOMIRIS treatment initiation instruction and timing of loading dose and

maintenance dose

Refer to Table 2 for treatment initiation instructions in patients who are complement
inhibitor treatment—naftve, or switching treatment from subcutaneous (SUBQ)
administration of ULTOMIRIS or eculizumab.

Table 2: ULTOMIRIS Vial for Intravenous (IV) Administration Treatment Initiation Instructions —
PNH, aHUS, or gMG

. Time of First
Population Weight-based ULTOMIRISIV |, -\ 11RiS 1v Weight-based
Loading Dose .
Maintenance Dose

Not currently on ULTOMIRIS 2 weeks after ULTOMIRIS IV
. At treatment start .

or eculizumab treatment loading dose

Currently treated with At time of next scheduled 2 weeks after ULTOMIRIS IV

eculizumab eculizumab dose loading dose

Currently treated with
ULTOMIRIS on—body

1 k after last ULTOMIRI
delivery system for Not applicable week after last ULTO S

.. . SUBQ maintenance dose
subcutaneous administration

(SUBQ)*

* Adult patients with PNH and aHUS only
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2.4 Subcutaneous Administration in Adult Patients with PNH or aHUS
Subcutaneous (SUBQ) dosing of ULTOMIRIS is not approved for use in pediatric
patients.
The recommended subcutaneous ULTOMIRIS maintenance dose is 490 mg once weekly
in adult patients greater than or equal to 40 kg body weight with PNH or aHUS. The 490
mg dose of ULTOMIRIS is delivered using 2 on—body delivery systems. Each on—body
delivery system consists of 1 on—body injector and 1 prefilled cartridge containing 245
mg of ravulizumab.
The subcutaneous dosing schedule is allowed to occasionally vary by = 1 day of the
scheduled dose day, but the subsequent dose should be administered according to the
original schedule.
Following a missed or partial subcutaneous ULTOMIRIS dose, the patient should contact
their health care provider immediately.
Refer to Table 3 for treatment initiation instructions in patients who are complement
inhibitor treatment—naive, or switching treatment from intravenous administration of
ULTOMIRIS or eculizumab.

Table 3: ULTOMIRIS On-Body Delivery System for Subcutaneous (SUBQ) Administration
Treatment Initiation Instructions — Adults with PNH or aHUS

Pooulati Weight-based ULTOMIRIS IV Time of First ULTOMIRIS

opulation o .

& Loading Dose 490 mg SUBQ Maintenance Dose
Not currently on ULTOMIRIS 2 weeks after ULTOMIRIS IV

. At treatment start .
or eculizumab treatment loading dose
Currently treated with At time of next scheduled 2 weeks after ULTOMIRIS IV
eculizumab eculizumab dose loading dose
s C tly treated with
Bi& rrenty re.a eawt . 8 weeks after last ULTOMIRIS
—— ULTOMIRIS intravenous (IV) | Not applicable .

AUR= .. . IV maintenance dose

administration

*See Table 1 for weight-based ULTOMIRIS IV loading dose in patients with body weight > 40 kg

2.5 Dosing Considerations
Supplemental Dose of ULTOMIRIS

Plasma exchange (PE), plasmapheresis (PP), and intravenous immunoglobulin (IVIg) have
been shown to reduce ULTOMIRIS serum levels. A supplemental dose of ULTOMIRIS is
required in the setting of PE, PP, or [VIg (Table 4).

Table 4: Supplemental Dose of ULTOMIRIS after PE, PP, or IVIg"

Body Weight Most Recent Supplemental Dose (mg) Supplemental Dose (mg)
Range ULTOMIRIS Dose following each PE or PP following Completion of
(kg) (mg) Intervention an IVIg Cycle
40 to less 2,400 1,200
600
than 60 3,000 1,500
60 to less 2,700 1,500
600
than 100 3,300 1,800
3,000 1,500
100 or 600
greater 3,600 1,800
Timing of ULTOMIRIS Within 4 hours following Within 4 hours following
Supplemental Dose each PE or PP intervention completion of an [VIg cycle

Abbreviations: IVIg = intravenous immunoglobulin; PE = plasma exchange; PP = plasmapheresis
*See Table 7 and Table 10 for selection of the proper total volume and maximum infusion rate [see Dosage and
Administration (2.6)]
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2.6 Preparation and Administration
Preparation of ULTOMIRIS Vials for Intravenous Administration

Each vial of ULTOMIRIS is intended for single—dose only.

ULTOMIRIS vials are for intravenous administration by a healthcare provider and are

intended for intravenous administration only.

Dilute before use.

Do not mix ULTOMIRIS 100 mg/mL (3 mL and 11 mL vials) and 10 mg/mL (30 mL vial)

concentrations together.

Use aseptic technique to prepare ULTOMIRIS as follows:

1. The number of vials to be diluted is determined based on the individual patient’s
weight and the prescribed dose [see Dosage and Administration (2.2)].

2. Prior to dilution, visually inspect the solution in the vials; the solution should be free

of any particulate matter or precipitation. Do not use if there is evidence of particulate
matter or precipitation.

3. Withdraw the calculated volume of ULTOMIRIS from the appropriate number of vials
and dilute in an infusion bag using 0.9% Sodium Chloride Injection, USP to a final
concentration of:

*50 mg/mL for the 3 mL. and 11 mL vial sizes or
*5 mg/mL for the 30 mL vial size.

The product should be mixed gently. Do not shake. Protect from light. Do not freeze.

Refer to the following reference tables for IV preparation and minimum infusion duration:
«ULTOMIRIS 100 mg/mL (3 mL and 11 mL vials): see Table 5 (loading doses), Table 6

(maintenance doses), and Table 7 (supplemental doses)
*ULTOMIRIS 10 mg/mL (30 mL vial): see Table 8 (loading doses), Table 9 (maintenance
doses), and Table 10 (supplemental doses)

4. Administer the prepared solution immediately following preparation.

5.1f the diluted ULTOMIRIS infusion solution is not used immediately, storage under
refrigeration at 2°C — 8°C (36°F — 46°F) must not exceed 24 hours taking into account
the expected infusion time. Once removed from refrigeration, administer the diluted
ULTOMIRIS infusion solution within 6 hours if prepared with ULTOMIRIS 30 mL vials
or within 4 hours if prepared with ULTOMIRIS 3 mL or 11 mL vials.

Intravenous Administration of ULTOMIRIS (Healthcare Providers)

Only administer as an intravenous infusion through a 0.2 or 0.22 micron filter.
Dilute ULTOMIRIS to a final concentration of:

*50 mg/mL for the 3 mL and 11 mL vial sizes or

*5 mg/mL for the 30 mL vial size.
Prior to administration, allow the admixture to adjust to room temperature (18°C - 25°C,
64°F - 77°F). Do not heat the admixture in a microwave or with any heat source other
than ambient air temperature.
Parenteral drug products should be inspected visually for particulate matter and discoloration
prior to administration, whenever solution and container permit.
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Table 5: IV Loading Dose Reference Table for ULTOMIRIS 100 mg/mL (3 mL and 11 mL Vials)

Body Weight | Loading | ULTOMIRIS | oMme Total Minimum | - Maximum
of NaCl Infusion Infusion
Range Dose Volume . B Volume .
(ke)® (me) (mL) Diluent (mL) Time Rate

. £ (mL) (hr) (mL/hr)
5 to less
than 10° 600 6 6 12 1.4 9
10 to less
than 20° 600 6 6 12 0.8 15
20 to less
than 30° 900 9 9 18 0.6 30
30 to less
than 40° 1,200 12 12 24 0.5 48
40 to less
than 60 2,400 24 24 48 0.8 60
60 to less

2 2 2 4 .

than 100 ,700 7 7 5 0.6 90
100 or 3,000 30 30 60 0.4 150
greater

“ Body weight at time of treatment.
" Dilute ULTOMIRIS only using 0.9% Sodium Chloride Injection, USP.
¢ For PNH and aHUS indications only.

&
EURAE Table 6: IV Maintenance Dose Reference Table for ULTOMIRIS 100 mg/mL (3 mL and 11 mL
Vials)
Vol Mini Maxi
Body Weight | Maintenance | ULTOMIRIS | oo e Total imum aximum
of NaCl Infusion Infusion
Range Dose Volume . o Volume .
(ke)® (me) (mL) Diluent (mL) Time Rate
£ £ (mL) (hr) (mL/hr)
5 to less
than 10° 300 3 3 6 0.8 8
10 to less
than 20° 600 6 6 12 0.8 15
20 to less
than 30° 2,100 21 21 42 1.3 33
30 to less
than 40° 2,700 27 27 54 1.1 50
40 to less
than 60 3,000 30 30 60 0.9 67
60 to less
than 100 3,300 33 33 66 0.7 95
100 or 3,600 36 36 72 0.5 144
greater

* Body weight at time of treatment.
" Dilute ULTOMIRIS only using 0.9% Sodium Chloride Injection, USP.
¢ For PNH and aHUS indications only.
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Table 7: IV Supplemental Dose Reference Table for ULTOMIRIS 100 mg/mL (3 mL and 11 mL

vials)
Body Weight | Supplemental | ULTOMIRIS | *oU™e Total Minimum - Maximum
of NaCl Infusion Infusion
Range Dose Volume . B Volume .
(ke)® (me) (mL) Diluent (mL) Time Rate
£ ¢ (mL) (hr) (mL/hr)
600 6 6 12 0.25 48
40 to less
than 60 1,200 12 12 24 0.42 57
1,500 15 15 30 0.5 60
600 6 6 12 0.20 60
60 to less
1 1 1 .
than 100 ,500 5 5 30 0.36 83
1,800 18 18 36 0.42 86
600 6 6 12 0.17 71
100 or 1,500 15 15 30 0.25 120
greater
1,800 18 18 36 0.28 129
Note: Refer to Table 4 for selection of ravulizumab supplemental dose
" Body weight at time of treatment.
" Dilute ULTOMIRIS only using 0.9% Sodium Chloride Injection, USP.
Table 8: 1V Loading Dose Reference Table for ULTOMIRIS 10 mg/mL (30 mL Vial)
Vol Mini Maxi
Body Weight | Loading | ULTOMIRIS | ' oume Total fnimum aximum
of NaCl Infusion Infusion
Range Dose Volume . B Volume i
(ke)* (me) (mL) Diluent (mL) Time Rate
£ & (mL) (hr) (mL/hr)
5 to less
than 10° 600 60 60 120 3.8 32
10 to less
than 20° 600 60 60 120 1.9 64
20 to less
than 30° 900 90 90 180 1.5 120
30 to less 1,200 120 120 240 1.3 185
than 40
40 to less 2,400 240 240 480 1.9 253
than 60
60 to less
than 100 2,700 270 270 540 1.7 318
100 or 3,000 300 300 600 1.8 334
greater

* Body weight at time of treatment.

® Dilute ULTOMIRIS only using 0.9% Sodium Chloride Injection, USP.

¢ For PNH and aHUS indications only.
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Table 9: IV Maintenance Dose Reference Table for ULTOMIRIS 10 mg/mL (30 mL Vial)

Body Weight | Maintenance | ULTOMIRIS | 2'™® Total Minimum | Maximum
of NaCl Infusion Infusion
Range Dose Volume . B Volume .
(ke)® (me) (mL) Diluent (mL) Time Rate
£ £ (mL) (hr) (mL/hr)
5 to less
N 300 30 30 60 1.9 32
10 to less
i 20° 600 60 60 120 1.9 64
20 to less 2,100 210 210 420 3.3 128
than 30
30 to less 2,700 270 270 540 2.8 193
than 40
40 to less 3,000 300 300 600 2.3 261
than 60
60 to less
2
i 100 3,300 330 330 660 330
100 or 3,600 360 360 720 2.2 328
greater

“ Body weight at time of treatment.
" Dilute ULTOMIRIS only using 0.9% Sodium Chloride Injection, USP.
¢ For PNH and aHUS indications only.

&
N==E=; Table 10: IV Supplemental Dose Reference Table for ULTOMIRIS 10 mg/mL (30 mL vial)
RUHARE
Vol Mini Maxi
Body Weight | Supplemental | ULTOMIRIS olume Total |n|m.um axm?um
of NaCl Infusion Infusion
Range Dose Volume . o Volume .
ke’ (me) (mL) Diluent (mL) Time Rate
(mL) (hr) (mL/hr)
600 60 60 120 0.5 240
f}?aioégss 1,200 120 120 240 1.0 240
1,500 150 150 300 1.2 250
600 60 60 120 0.4 300
fﬁa:’llggs 1,500 150 150 300 1.0 300
1,800 180 180 360 1.1 327
600 60 60 120 0.4 300
100
greaf; 1,500 150 150 300 1.0 300
1,800 180 180 360 1.1 327

Note: Refer to Table 4 for selection of ravulizumab supplemental dose
“ Body weight at time of treatment.
" Dilute ULTOMIRIS only using 0.9% Sodium Chloride Injection, USP.

If an adverse reaction occurs during the intravenous administration of ULTOMIRIS,
the infusion may be slowed or stopped at the discretion of the physician. Monitor the
patient for at least 1 hour following completion of the infusion for signs or symptoms of
an infusion—related reaction.
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Preparation of ULTOMIRIS On—Body Delivery System for Subcutaneous Administration

ULTOMIRIS on-body delivery system is intended for administration by patients/

caregivers. Patients/caregivers may administer after training from a healthcare provider.

Refer to the Instructions for Use for detailed instructions on how to use and administer

subcutaneous ULTOMIRIS.

1.Remove 2 cartons of ULTOMIRIS on-body delivery system for subcutaneous
administration from the refrigerator. Two on—body injectors and 2 prefilled cartridges
are required for a full dose (490 mg).

2. Inspect the packaging. The on—body injectors or cartridges should not be used if they
have been dropped or appear to be broken or damaged.

3. Wait at least 45 minutes for the on—body injectors and prefilled cartridges in the
cartons to naturally reach room temperature prior to administration. Do not return to
the refrigerator. Discard after 3 days if unused.

4.Before administration, visually inspect the solution. The solution should not be
injected if it contains flakes or particles, or is cloudy or discolored.

Subcutaneous Administration of ULTOMIRIS On—-Body Delivery System

ULTOMIRIS on-body delivery system is for subcutaneous administration into the
abdomen, thigh, or upper arm region. A patient may self-administer, or the patient
caregiver may administer ULTOMIRIS on-body delivery system after the healthcare
provider determines it is appropriate. Injection sites should be rotated, and injections
should not be given into areas where the skin is tender, bruised, red, or hard. Avoid
injecting into areas with scars or stretch marks. The 2 on—body delivery systems can be
administered concurrently or sequentially. Each injection is delivered over approximately

10 minutes.

1. Load the first clean cartridge into the first on—body injector and secure in place
before closing the cartridge door on the injector. Do not insert the cartridge more
than 5 minutes before the injection to avoid drying out the solution.

2. Peel away the adhesive backing of the first on—body injector and apply onto the clean,
dry, chosen injection site (thigh, abdomen, or upper arm).

3. Start the injection by firmly pressing and releasing the blue start button.

4. Do not remove until the injection is complete (signaled by the solid green status light,
3 beeping sounds, and the white plunger filling the medicine window).

5. Repeat steps 1-4 for the second on—body injector.

If an allergic reaction occurs during the subcutaneous administration of ULTOMIRIS,

treatment should be stopped, the on—body injector(s) should be removed, and the patient

should seek medical attention prior to further administration.

The patient should monitor for signs or symptoms of infusion-related reaction for at least

1 hour following completion of the injection.

Any unused medicinal product and waste material should be disposed of in accordance

with local requirements.
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Alexion Europe SAS

Ultomiris 300 mg/3 mL concentrate for solution for infusion
Ultomiris 1,100 mg/11 mL concentrate for solution for infusion
Ultomiris 300 mg/30 mL concentrate for solution for infusion

Flftz - #E

Ultomiris is a formulation of ravulizumab produced in Chinese hamster ovary (CHO) cell
culture by recombinant DNA technology

Ultomiris 300 mg/3 mL concentrate for solution for infusion

Each vial of 3 mL contains 300 mg of ravulizumab (100 mg/mL).

After dilution, the final concentration of the solution to be infused is 50 mg/mL.
Excipient(s) with known effect:

Sodium (4.6 mg per 3 mL vial)

Ultomiris 1,100 mg/11 mL concentrate for solution for infusion

Each vial of 11 mL contains 1,100 mg of ravulizumab (100 mg/mL).

After dilution, the final concentration of the solution to be infused is 50 mg/mL.
Excipient(s) with known effect:

Sodium (16.8 mg per 11 mL vial)

Ultomiris 300 mg/30 mL concentrate for solution for infusion

Each vial of 30 mL contains 300 mg of ravulizumab (10 mg/mL).

After dilution, the final concentration of the solution to be infused is 5 mg/mL.
Excipient(s) with known effect:

Sodium (115 mg per 30 mL vial)

For the full list of excipients, see section 6.1.

ke
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4.1 Therapeutic indications
Paroxysmal nocturnal haemoglobinuria (PNH)
Ultomiris is indicated in the treatment of adult and paediatric patients with a body weight
of 10 kg or above with PNH:
- in patients with haemolysis with clinical symptom(s) indicative of high disease activity.
—in patients who are clinically stable after having been treated with eculizumab for at
least the past 6 months (see section 5.1).

Atypical haemolytic uremic syndrome (aHUS)

Ultomiris is indicated in the treatment of patients with a body weight of 10 kg or above
with aHUS who are complement inhibitor treatment—naive or have received eculizumab
for at least 3 months and have evidence of response to eculizumab (see section 5.1).

Generalized myasthenia gravis (gMG)
Ultomiris is indicated as an add-on to standard therapy for the treatment of adult
patients with gMG who are anti—acetylcholine receptor (AChR) antibody—positive.
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4.2 Posology and method of administration

Ravulizumab must be administered by a healthcare professional and under the supervision
of a physician experienced in the management of patients with haematological, renal or
neuromuscular disorders.

Posology

Adult patients with PNH, aHUS, or gMG

The recommended dosing regimen consists of a loading dose followed by maintenance
dosing, administered by intravenous infusion. The doses to be administered are based
on the patient’s body weight, as shown in Table 1. For adult patients (> 18 years of age),
maintenance doses should be administered at a once every 8-week interval, starting 2
weeks after loading dose administration.

Dosing schedule is allowed to occasionally vary by = 7 days of the scheduled infusion day
(except for the first maintenance dose of ravulizumab), but the subsequent dose should be
administered according to the original schedule.

For patients switching from eculizumab to ravulizumab, the loading dose of ravulizumab
should be administered 2 weeks after the last eculizumab infusion, and then maintenance
doses are administered once every 8 weeks, starting 2 weeks after loading dose
administration, as shown in Table 1.

Table 1: Ravulizumab weight—based dosing regimen for adult patients with body weight greater
than or equal to 40 kg

Body weight range Loading dose Maintenance dose L
- Dosing interval
(kg) (mg) (mg)
> 40 to < 60 2,400 3,000 Every 8 weeks
> 60 to < 100 2,700 3,300 Every 8 weeks
> 100 3,000 3,600 Every 8 weeks

* First maintenance dose is administered 2 weeks after loading dose

Supplemental dosing following treatment with plasma exchange (PE), plasmapheresis (PP),
or intravenous immunoglobulin (IVIg)

Plasma exchange (PE), plasmapheresis (PP) and intravenous immunoglobulin (IVIg) have
been shown to reduce ravulizumab serum levels. A supplemental dose of ravulizumab is

required in the setting of PE, PP or IVIg (Table 2).

Table 2: Supplemental dose of ravulizumab after PP, PE, or IVIg

Body weight Most recent Supplemental dose (mg) Supplemental dose (mg)
range ravulizumab dose following each PE or PP following completion of an
(kg) (mg) intervention IVIg cycle
2,400 1,200
> 40 to < 60 600
3,000 1,500
2,700 1,500
> 60 to < 100 600
3,300 1,800
3,000 1,500
> 100 600
3,600 1,800
Timing of ravulizumab Within 4 hours following Within 4 hours following
supplemental dose each PE or PP intervention completion of an [VIg cycle

Abbreviations: IVIg = intravenous immunoglobulin, kg = kilogram, PE = plasma exchange, PP = plasmapheresis
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PNH is a chronic disease and treatment with ravulizumab is recommended to continue
for the patient’s lifetime, unless the discontinuation of ravulizumab is clinically indicated
(see section 4.4).

In aHUS, ravulizumab treatment to resolve thrombotic microangiopathy (TMA)
manifestations should be for a minimum duration of 6 months, beyond which length of
treatment needs to be considered for each patient individually. Patients who are at higher
risk for TMA recurrence, as determined by the treating healthcare provider (or clinically
indicated), may require chronic therapy (see section 4.4).

In gMG patients, treatment with ravulizumab has only been studied in the setting of
chronic administration (see section 4.4).

Ravulizumab has not been studied in gMG patients with an MGFA Class V.

Method of administration

For intravenous infusion only.

This medicinal product must be administered through a 0.2 um filter and should not be
administered as an intravenous push or bolus injection.

Ultomiris 300 mg/30 mL concentrate for solution for infusion must not be mixed with
Ultomiris 300 mg/3 mL or 1,100 mg/11 mL concentrates for solution for infusion.

Ultomiris 300 mg/3 mL and 1,100 mg/11 mL concentrates for solution for infusion

Ultomiris concentrate for solution for infusion is presented as 3 mL and 11 mL vials (100
mg/mL) and must be diluted to a final concentration of 50 mg/mL. Following dilution,
Ultomiris is to be administered by intravenous infusion using a syringe—type pump or an
infusion pump over a minimal period of 0.17 to 1.3 hours (10 to 75 minutes) depending on
body weight (see Table 4 and Table 5 below).

Table 4: Dose administration rate for Ultomiris 300 mg/3 mL and 1,100 mg/11 mL concentrates
for solution for infusion

Minimum Maintenance Minimum
Body weight range Loading dose infusion duration dose infusion duration

(kg)® (mg) minutes (me) minutes
(hours) & (hours)

> 10 to < 20 600 45 (0.8) 600 45 (0.8)

> 20 to < 30" 900 35 (0.6) 2,100 75 (1.3)

> 30 to < 40" 1,200 31 (0.5) 2,700 65 (1.1)

> 40 to < 60 2,400 45 (0.8) 3,000 55(0.9)

> 60 to < 100 2,700 35 (0.6) 3,300 40 (0.7)

> 100 3,000 25(0.4) 3,600 30 (0.5)

“ Body weight at time of treatment.
" For PNH and aHUS indications only.
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Table 5: Dose administration rate for supplemental doses of Ultomiris 300 mg/3 mL and
1,100 mg/11 mL concentrates for solution for infusion

Body Weight Range Supplemental dose® Minimum in.fusion duration
(ke)* (meg) minutes
(hours)
600 15 (0.25)
> 40 to < 60 1,200 25 (0.42)
1,500 30 (0.5)
600 12 (0.20)
> 60 to < 100 1,500 22 (0.36)
1,800 25 (0.42)
600 10 (0.17)
> 100 1,500 15 (0.25)
1,800 17 (0.28)

" Body weight at time of treatment.

" Refer to Table 2 for selection of ravulizumab supplemental dose

Ultomiris 300 mg/30 mL concentrate for solution for infusion

Ultomiris concentrate for solution for infusion is presented as 30 mL vial (10 mg/mL) and
must be diluted to a final concentration of 5 mg/mL. Following dilution, Ultomiris is to
be administered by intravenous infusion using a syringe—type pump or an infusion pump
over a minimal period of 0.4 to 3.3 hours (22 to 194 minutes) depending on body weight
(see Table 6 and Table 7 below).

Table 6: Dose administration rate for Ultomiris 300 mg/30 mL concentrate for solution for

infusion

Minimum Maintenance Minimum
Body weight range Loading dose infusion duration dose infusion duration

(kg)® (mg) minutes (me) minutes
(hours) £ (hours)
> 10 to < 20" 600 113 (1.9) 600 113 (1.9)
> 20 to < 30" 900 86 (1.5) 2,100 194 (3.3)
> 30 to < 40" 1,200 77 (1.3) 2,700 167 (2.8)
> 40 to < 60 2,400 114 (1.9) 3,000 140 (2.4)
> 60 to < 100 2,700 102 (1.7) 3,300 120 (2.0)
> 100 3,000 108 (1.8) 3,600 132 (2.2)

" Body weight at time of treatment.
" For PNH and aHUS indications only
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Table 7: Dose administration rate for supplemental doses of Ultomiris 300 mg/30 mL
concentrate for solution for infusion

Body weight range Supplemental dose® Minimum in.fusion duration
(ke)* (mg) minutes
(hours)
600 30 (0.5)
> 40 to < 60 1,200 60 (1.0)
1,500 72 (1.2)
600 23(0.4)
> 60 to < 100 1,500 60 (1.0)
1,800 65 (1.1)
600 22 (0.4)
> 100 1,500 60 (1.0)
1,800 65 (1.1)

" Body weight at time of treatment.

" Refer to Table 2 for selection of ravulizumab supplemental dose

For instructions on dilution of the medicinal product before administration, see section
6.6.

6.6 Special precautions for disposal and other handling

Each vial is intended for single use only.

Ultomiris 300 mg/3 mL and 1,100 mg/11 mL concentrates for solution for infusion

This medicinal product requires dilution to a final concentration of 50 mg/mL.

Aseptic technique must be used.

Prepare Ultomiris concentrate for solution for infusion as follows:

1. The number of vials to be diluted is determined based on the individual patient’s
weight and the prescribed dose, see section 4.2.

2. Prior to dilution, the solution in the vials should be visually inspected; the solution
should be free of any particulate matter or precipitation. Do not use if there is
evidence of particulate matter or precipitation.

3. The calculated volume of medicinal product is withdrawn from the appropriate number
of vials and diluted in an infusion bag using sodium chloride 9 mg/mL (0.9 %) solution
for injection as diluent. Refer to the administration reference tables below. The
product should be mixed gently. It should not be shaken.

4. After dilution, the final concentration of the solution to be infused is 50 mg/mL.

5. The prepared solution should be administered immediately following preparation unless
it is stored at 2°C — 8°C. If stored at 2°C — 8°C, allow the diluted solution to warm to
room temperature prior to administration. Do not administer as an intravenous push
or bolus injection. Refer to the Table 4 and Table 5 for minimum infusion duration.
Infusion must be administered through a 0.2 um filter.

6. If the medicinal product is not used immediately after dilution, storage times must not
exceed 24 hours at 2°C - 8°C or 4 hours at room temperature taking into account the
expected infusion time.
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Table 23: Loading dose administration reference table for Ultomiris 300 mg/3 mL and 1,100 mg/
11 mL concentrates for solution for infusion

Vol f NaCl
Body weight range Loading dose Ultomiris volume ° ur'r'1e ° 3 a Total volume
R diluent
(kg) (mg) (mL) (mL)
(mL)
> 10to <20 600 6 6 12
> 20to <30 900 9 9 18
> 30 to < 40 1,200 12 12 24
> 40 to <60 2,400 24 24 48
> 60 to < 100 2,700 27 27 54
> 100 3,000 30 30 60

* Body weight at time of treatment.

* Ultomiris should only be diluted using sodium chloride 9 mg/mL (0.9 %) solution for injection.

Table 24: Maintenance dose administration reference table for Ultomiris 300 mg/3 mL and

1,100 mg/11 mL concentrates for solution for infusion

. Maintenance . Volume of NaCl
Body weight range Ultomiris volume . 5 Total volume
(ke)® dose (mL) diluent (mL)
& (mg) (mL)
> 10 to < 20 600 6 6 12
> 20 to < 30 2,100 21 21 42
> 30 to < 40 2,700 27 27 54
> 40 to < 60 3,000 30 30 60
> 60 to < 100 3,300 33 33 66
> 100 3,600 36 36 72

" Body weight at time of treatment.

* Ultomiris should only be diluted using sodium chloride 9 mg/mL (0.9 %) solution for injection.

Table 25: Supplemental dose administration reference table for Ultomiris 300 mg/3 mL and
1,100 mg/11 mL concentrates for solution for infusion

Body erkig;t Range Supr:;zrsneental UL\'/I'OCI)lquSIS Volucmzeo:tL\IaCI Tota(l volumme
: (mg) (mL) (mL) mb)

600 6 6 12

> 40 to < 60 1,200 12 12 24
1,500 15 15 30

600 6 6 12

> 60 to < 100 1,500 15 15 30
1,800 18 18 36

600 6 6 12

> 100 1,500 15 15 30
1,800 18 18 36

“ Body weight at time of treatment

" Ultomiris should be only diluted using sodium chloride 9 mg/mL (0.9 %) solution for injection
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Any unused medicinal product or waste material should be disposed of in accordance
with local requirements.

Ultomiris 300 mg/30 mL concentrate for solution for infusion

This medicinal product requires dilution to a final concentration of 5 mg/mL.
Aseptic technique must be used.
Prepare Ultomiris concentrate for solution for infusion as follows:

1.

The number of vials to be diluted is determined based on the individual patient’s
weight and the prescribed dose, see section 4.2.

. Prior to dilution, the solution in the vials should be visually inspected; the solution

should be free of any particulate matter or precipitation. Do not use if there is
evidence of particulate matter or precipitation.

. The calculated volume of medicinal product is withdrawn from the appropriate number

of vials and diluted in an infusion bag using sodium chloride 9 mg/mL (0.9 %) solution
for injection as diluent. Refer to the administration reference tables below. The
product should be mixed gently. It should not be shaken.

. After dilution, the final concentration of the solution to be infused is 5 mg/mL.
. The prepared solution should be administered immediately following preparation unless

it is stored at 2°C — 8°C. If stored at 2°C — 8°C, allow the diluted solution to warm to
room temperature prior to administration. Do not administer as an intravenous push
or bolus injection. Refer to the Table 6 and Table 7 for minimum infusion duration.
Infusion must be administered through a 0.2 um filter.

. If the medicinal product is not used immediately after dilution, storage times must not

exceed 24 hours at 2°C - 8°C or 6 hours at room temperature taking into account the
expected infusion time.

Table 26: Loading dose administration reference table for Ultomiris 300 mg/30 mL concentrate

for solution for infusion

Vol f NaCl
Body weight range Loading dose Ultomiris volume ° un.1e © b a Total volume
R diluent
(kg) (mg) (mL) (mL)
(mL)
> 10 to <20 600 60 60 120
> 20 to < 30 900 90 90 180
> 30 to < 40 1,200 120 120 240
> 40 to <60 2,400 240 240 480
> 60 to < 100 2,700 270 270 540
> 100 3,000 300 300 600

* Body weight at time of treatment.

® Ultomiris should only be diluted using sodium chloride 9 mg/mL (0.9 %) solution for injection.
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Table 27: Maintenance dose administration reference table for Ultomiris 300 mg/30 mL concentrate

for solution for infusion

. Maintenance . Volume of NaCl
Body weight range Ultomiris volume . 3 Total volume
(ke)® dose (mL) diluent (mL)
¢ (me) (mL)
> 10to <20 600 60 60 120
> 20to <30 2,100 210 210 420
> 30 to < 40 2,700 270 270 540
> 40 to <60 3,000 300 300 600
> 60 to < 100 3,300 330 330 660
> 100 3,600 360 360 720

* Body weight at time of treatment.
* Ultomiris should only be diluted using sodium chloride 9 mg/mL (0.9 %) solution for injection.

Table 28: Supplemental dose administration reference table for Ultomiris 300 mg/30mL concentrate

for solution for infusion

Body Wzakig?at Range Sup;z:z:leental ULVTOOIJ\:SIS VOIUd?SeOniEIaCI Tota(l volume
¢ (mg) (mL) (mL) >
600 60 60 120
> 40 to < 60 1,200 120 120 240
1,500 150 150 300
600 60 60 120
> 60 to < 100 1,500 150 150 300
1,800 180 180 360
600 60 60 120
> 100 1,500 150 150 300
1,800 180 180 360

" Body weight at time of treatment
" Ultomiris should only be diluted using sodium chloride 9 mg/mL (0.9 %) solution for injection

Any unused medicinal product or waste material should be disposed of in accordance

with local requirements.
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8.1 Pregnancy

Risk Summary

There are no available data on ULTOMIRIS use in pregnant women to inform a drug—associated risk of
major birth defects, miscarriage, or adverse maternal or fetal outcomes. There are risks to the mother
and fetus associated with untreated PNH and aHUS in pregnancy (see Clinical Considerations). Animal
studies using a mouse analogue of the ravulizumab—cwvz molecule (murine anti-mouse complement
component 5 [C5] antibody) showed increased rates of developmental abnormalities and an increased
rate of dead and moribund offspring at doses 0.8-2.2 times the human dose (see Data).

The estimated background risk of major birth defects and miscarriage for the indicated population is
unknown. All pregnancies have a background risk of birth defect, loss, or other adverse outcomes. In
the U.S. general population, the estimated background risk of major birth defects and miscarriage in

clinically recognized pregnancies is 2-4% and 15-20%, respectively.

Clinical Considerations

Disease—associated maternal and/or fetal/neonatal risk

PNH in pregnancy is associated with adverse maternal outcomes, including worsening cytopenias,
thrombotic events, infections, bleeding, miscarriages, and increased maternal mortality, and adverse
fetal outcomes, including fetal death and premature delivery.

In pregnancy, aHUS is associated with adverse maternal outcomes, including preeclampsia and preterm
delivery, and adverse fetal/neonatal outcomes, including intrauterine growth restriction (IUGR), fetal

death and low birth weight.
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Data

Animal Data

Animal reproduction studies were conducted in mice using doses of a murine anti—C5 antibody that
approximated 1-2.2 times (loading dose) and 0.8-1.8 times (maintenance dose) the recommended human
ULTOMIRIS dose, based on a body weight comparison. When animal exposure to the antibody occurred
in the time period from before mating until early gestation, no decrease in fertility or reproductive
performance was observed. When maternal exposure to the antibody occurred during organogenesis,
2 cases of retinal dysplasia and 1 case of umbilical hernia were observed among 230 offspring born
to mothers exposed to the higher antibody dose; however, the exposure did not increase fetal loss or
neonatal death. When maternal exposure to the antibody occurred in the time period from implantation
through weaning, a higher number of male offspring became moribund or died (1/25 controls, 2/25
low dose group, 5/25 high dose group). Surviving offspring had normal development and reproductive
function. Human IgG are known to cross the human placental barrier, and thus ULTOMIRIS may

potentially cause terminal complement inhibition in fetal circulation.

8.2 Lactation
Risk summary
There are no data on the presence of ravulizumab—cwvz in human milk, the effect on the breastfed
child, or the effect on milk production. Since many medicinal products and immunoglobulins are
secreted into human milk, and because of the potential for serious adverse reactions in a nursing child,

breastfeeding should be discontinued during treatment and for 8 months after the final dose.

EURA XER# (2023481 #%)
4.6 Fertility, pregnancy and lactation

Women of childbearing potential

Women of childbearing potential should use effective contraception methods during treatment and up to

8 months after treatment.

Pregnancy

There are no clinical data from the use of ravulizumab in pregnant women.

Nonclinical reproductive toxicology studies were not conducted with ravulizumab (see section 5.3).
Reproductive toxicology studies were conducted in mice using the murine surrogate molecule BB5.1,
which assessed effect of C5 blockade on the reproductive system. No specific test—article related
reproductive toxicities were identified in these studies. Human IgG are known to cross the human
placental barrier, and thus ravulizumab may potentially cause terminal complement inhibition in the
foetal circulation.

Animal studies are insufficient with respect to reproductive toxicity (see section 5.3).

In pregnant women the use of ravulizumab may be considered following an assessment of the risks and

benefits.
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Breast—feeding
It is unknown whether ravulizumab is excreted into human milk. Nonclinical reproductive toxicology
studies conducted in mice with the murine surrogate molecule BB5.1 identified no adverse effect to
pups resulting from consuming milk from treated dams.
A risk to infants cannot be excluded.

Since many medicinal products and immunoglobulins are secreted into human milk, and because of the
potential for serious adverse reactions in nursing infants, breast—feeding should be discontinued during

treatment with ravulizumab and up to 8 months after treatment.

Fertility
No specific non—clinical study on fertility has been conducted with ravulizumab.
Nonclinical reproductive toxicology studies conducted in mice with a murine surrogate molecule (BB5.1)

identified no adverse effect on fertility of the treated females or males.

INREADREIZETHBIMER
AHIZHEITE9. BENDERZHIHBEICHIHTIENT NEZFIOEDEHIIUTDRYTHSD,

9. HEDERERIIEFICHISER

9.7 INR%
(REMREANEVOEVRIE. £ SR EEHENE(REIT DI REFTREX (T MK RLEE
[CEBERDEENRELGIHEE IR RURHBRERRARNIM LEERERERRZED)DE
HFF)

9.7.10 /NREEA R G L UT A it B OVEE M R L U7 B PR BRI T FEREL T U,

(IR BB 7 1 14 PRI E AE 1R 2D

9.7.2 IKESkg RO/ NEEZ R LU T AT E OV A AR L U2 g R R BRIT TR LT e,

KEFT XE R (2023F 4R %)
8.4 Pediatric Use
The safety and effectiveness of ULTOMIRIS administered intravenously for the treatment of PNH
have been established in pediatric patients aged one month and older. Use of ULTOMIRIS for this
indication is supported by evidence from adequate and well-controlled trials in adults with additional
pharmacokinetic, efficacy and safety data in pediatric patients aged 9 to 17 years [see Adverse
Reactions (6.1), Clinical Pharmacology (12.3), and Clinical Studies (14.1)]. The safety and efficacy for
the treatment of pediatric and adult patients with PNH appear similar. Use of ULTOMIRIS administered
intravenously in pediatric patients with PNH aged less than 9 years and body weight <30 kg is based on
extrapolation of pharmacokinetic/pharmacodynamic (PK/PD), and efficacy and safety data from aHUS
and PNH clinical studies [see Clinical Pharmacology (12.3) and Clinical Studies (14)].
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The safety and effectiveness of ULTOMIRIS administered intravenously for the treatment of aHUS
have been established in pediatric patients aged one month and older. Use of ULTOMIRIS for this
indication is supported by evidence from adequate and well-controlled studies in adults with additional
pharmacokinetic, safety, and efficacy data in pediatric patients aged 10 months to <17 years. The safety
and efficacy of ULTOMIRIS administered intravenously for the treatment of aHUS appear similar in
pediatric and adult patients [see Adverse Reactions (6.1), and Clinical Studies (14.2)].

The safety and effectiveness of ULTOMIRIS for the treatment of gMG in pediatric patients have not
been established.

Subcutaneous administration of ULTOMIRIS has not been evaluated and is not approved for use in

pediatric patients.
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4.2 Posology and method of administration

Special populations

Paediatric population

Paediatric patients with PNH and aHUS with body weight > 40 kg are treated in accordance with the
adult dosing recommendations (Table 1). The weight-based doses and dosing intervals for paediatric
patients > 10 kg to < 40 kg are shown in Table 3.

For patients switching from eculizumab to ravulizumab, the loading dose of ravulizumab should be
administered 2 weeks after the last eculizumab infusion, and then maintenance doses should be
administered per weight—based dosing regimen shown in Table 3, starting 2 weeks after loading dose

administration.

Table 3: Ravulizumab weight—based dosing regimen for paediatric patient with PNH or aHUS below 40 kg

Body weight range (kg)

Loading dose (mg)

Maintenance dose (mg)*

Dosing interval

> 10to < 20 600 600 Every 4 weeks
> 20 to < 30 900 2,100 Every 8 weeks
> 30 to <40 1,200 2,700 Every 8 weeks

* First maintenance dose is administered 2 weeks after loading dose

Data to support safety and efficacy of ravulizumab for patients with body weight below 10 kg are
limited. Currently available data are described in section 4.8 but no recommendation on a posology can
be made for patients below 10 kg body weight.

Ravulizumab has not been studied in paediatric patients with PNH who weigh less than 30 kg. The
posology of ravulizumab for paediatric patients less than 30 kg is based on the posology used for
paediatric patients with aHUS, on the basis of the pharmacokinetic/pharmacodynamic (PK/PD) data
available in aHUS and PNH patients treated with ravulizumab.

Ravulizumab has not been studied in paediatric patients with gMG.
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8.5 Geriatric Use
Clinical studies of ULTOMIRIS did not include sufficient numbers of subjects aged 65 and over (58
patients with PNH, 9 with aHUS, and 54 with gMG) to determine whether they respond differently from
younger subjects.
Other reported clinical experience has not identified differences in responses between elderly and

younger patients.
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4.2 Posology and method of administration
Special populations
Elderly
No dose adjustment is required for patients with PNH, aHUS, or gMG aged 65 years and over. There

is no evidence indicating any special precautions are required for treating a geriatric population —
although experience with ravulizumab in elderly patients with PNH or aHUS in clinical studies is

limited.
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