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1.1.1 FRIDIRSICERU TS, BEIRKERAAE DY R (FEEL. B8R, TREMEES) (CERUCERZ T

1TV RN EREN RO NI EICIE. BSICZ2RL. MERI DR SEOBYIBGUEZITIT &,

1.1.2 ZFRIReRZE T 2HEGF RV T, R ARSI ICRIRREICH T2V F U ZRET DT Lo i

BT TOIF VDENEEZERIT DT L,
1.1.3 BEXRERPEFBGNRREZCEDTENHDIDT. BRI T D ICHEE TE EE RN UE
EIDHET. B2 VFBERXERRED BN OSEN O e IREREREDEE T TR I 5L,
1.1.4 BERRRERFZRIEDYRT(CDOVWTEREICEHIAL., SR RED VIR Z R ICIEFES U SRR ER
FIEICRHET HIERNFEIRUIIBEICIE. TEEICEE T L IBEICIRZESIDTE,

1.2 FAIE RAEMRBNEI OE VRE. JFHES M4 REEEREH DV IS BB EFERHEIEIC
THRBABZF OEMOBHETEELOERENBREZ LEDDEHIMENZBEICOHES
B E T AR SRIBICKILS . A F|[FERZT AT B DEEITRI IV EZZH . KA DB
MRUBERMZEBENIFZDOREICTIHBL. BREFTHSIRE5T DI E [5.1.11.1.1 2]
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2.2 ABIDRE 7 S UBBEDEEEED H D EE
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FIFEDRER

DIVNZURC [ STURY T (BLTHEIRA) ] E. VUURC [—RE  TIUXY T (B
FHIBZ): LU TOUXAR T T DFEAR T #ERCSICEVRIIMZ D > TRENICESL. Cha
(KRIEBREMET F T4+ RUCSb [REKBAE S (C5b-9) DFFIE Y 7 1 2w ~DFE
HEEETD. LIV F A BEREUCEMEE/JO0—FILIE T KB EEZ 23R
DFMICEEL. IRSERZIERUCMERBMOURX I Z X 52BN EUTERETSNE
Ufco TOURR T EFALLUEZ M TOT77 1)L ZEHFULEN S, TIUXXY T KBRS EHA
WigIg2 L OEYENRE/ % (PK/PD) O 774 ILHAREINTULET,

K TOURTT HRKREN T —ROCS B RNICEN ST BRIRORE MEE ./ 20— LiAtk.

HIEMERBNEIOEVREE (paroxysmal nocturnal hemoglobinuria @ BUF. PNH) [&#fish
THTETHEDE G ZED T RAGRBRMEDBMMERERTT . PNHICKH T BEEETHDITY
U T FPNHEEDBMZIIHILE I D —BBDEBEE TIECENTRICEESINT . TUA TR
—BIOURT P MEEEEROFRRUIINBUBEF D ETEMNZEHN I PNHEIBEER
DURITHEDEDIREN BIET?, Uleh' > T £ TOPNHESE TR SR ZEL TRz LY
T 2BBENKOSNTNE T,

TIVESURCF KBTSV TPNHDBEREU CADMERAERRIEEZXF. 20185128
[SKETHADPNHAEREE U TERFEBEINEUIZ, Fe. 201 9F7 BICEIN TR A DPNHBEEE
EUTEBINKUIC. AFBTIE 201 6F LIERESNICBRANZSOPNHEBEEZWNREUICEE
PRELBR(CH VT BBRER DRI S CHEMMENR U R 2 MNRETS N, 2018F9RICPNHDEE
BHEULCHRMERARERIEEZRT. 201 9F6 BIC[RIEFHEREANET O VRE] Z3hREX (&
NWREL CROSIRTTARZEIELE U,

HINBENL ISR (HrHr)
HIEMEREAES O VIRAEICS T DA MmN

JEERAGA MM FREBIEAEREE (atypical hemolytic uremic syndrome : AR, aHUS) (&, HlIfEIAR
BB ARE I EICRDNRBEZRAEL. M/IVWEAME. B NURMBESZ=FHcTD
WD THIFEER T . TIUXY T (FaHUSICH T 2/8BE T HY #ERFHAF 28R ((AE10 kg
P EDEEE) I 3BRMR (FES kgl E10 kgFiBDERE) COBIRARSHNETT,
DI)VRZURC(FKBICBWVT2019F108IC FMNICH N T20205F6 BICaHUSDEERELT
HERINKUTco AFBTIE. 201 7F KRS NICBARANZSVaHUSEE 2R R E U BRRE R
([CHWNT. 48Rk (FES kgl k.20 kgkKim) . 8B (F&E20 kgl k) TOHFFRS TEY
R OREMHIHRETS N, 2020598 (C[FEHRAYNA M4 FREBAEAEREF ] ZREN (FRIREL TERLE
ARFEAGRZEE LR U,

KIPRE (FRPR (Fr)
FEHEA M4 FREBAEIREEC I (T2 MR IR\ B EE DN



SAEAFEJIIE (myasthenia gravis : LT MQG) 3R TERS(CL > T |TRISNDHR
BRUEBCREMBRES CHY. BEEMAN BRHESISOREBUD FZRH I 2 & THfE
REERIEKBAEEHEE DN B IEOSINE T MGIEFHIE TH 2B (LRI 2EERMGERDIERIC
FRE T 2EMEMGICHEINE TN 2EEIMG CIEFRERIEE ZNICHEFE T DBAFTREN
L TOREHEICROONET . 2HRMGCOEE AU TIF ROXTOA R sesEl . 1m
R bR BT OV VETEE S TOUXR T RENBUFITH FEMPEEREDR
EEVSIERNOS T TR ARUVEE - @D CERZERANICO N —ILTESE
BEANKOONTVET,
DIVRZURCFCKREICBWVWT2022F4B(CH7 EF LIV ERBHENEREDESRMGD
BEREEVTCERINEL AT 201 9F KW ERINCBRAESOLERMGES
ZERREUCRARHARICBV TS BERBBDOMIFR S CEINMERURL N RETEIN. 202248
BICM7ZEFIL DU VSSENEBREDO 2B RSEEHEIE (REJ 0T UV KEBETEEY
(FMA R EEECKDERDEENREIFIZSICIRD) | ZREEX FRRE U TERYERFT AR =
BB LEUI,

* FFPTIF—EBORT OA R BBHIHIE R O 0 7 VB EROAICIEMG DB .

HIPRE (FRPR (FrH)
L EUSFEHENE (BRI OTUVREFTREN IR EEECRDERDERDN R RXESICIRD)

AENCDWVTIF. 10 mg/mLEHE| (2L U R @58 E300 mg) hMEARINTH. IBICZFD
10fSDEETH 2100 mg/mLEH| (Z1IVNSURPHIsTEE®E300 mg/3 mLRULILRSUR®H|
FUBESET1100 mg/11 mL) OB, 22 MUEYBENPNHEE ZRNREUERE R
THREIEN. 2021 F8BICRERFTARZEFLF Ulc. s REERE|ZFERA T 5 &K B
BANERIN. BELEBRSEOEERFICORNDIENFINETT,



AIVRSURC DS

MAECSICREVWRIMZE L. HENICEE I 2EMERCSE/2O0—7

IVHTAREITY .
(p122.p1278R)

PNHEEZ(CLILhZUR ZYIEHR 5% . MEPRERS#309 MIC
BEREEICELEL. SBIC1 ODHFERAEDIZS T, 268 D5 EHARK
ZEUCMETREFGEREEE CHB LI UIc, Fc. aHUSEEIC LIV
RSUR DHIFAEE4BIC1EXIESBEIC1 @RS UK. ETREEE
26, BB DaEHEZEL CaERES CHEBULE U
Fle. 2BRMGEBCIIVNIUR ZYER 5% . METRERRSE
307 MAISEEREEHICEZEL, 8BIC1 TDHISHEDIR ST, 268
AEAEZEL CMERRE [ GEREE THELE L,
(p106.p108.p110.p112.p114.p1168HR)

SEMRRINED OE VREDHEHES 27 Y1 —LESEICIETT ™,

KFEMEERENET OEVREOAENRO RS BE. RAICE. STUIYT B FHEIER) ELT EE
DHFEZZERL. 1E2,400~3,000 mgZRitAE L. FEIR52:E#(C1@3,000~3,600 mg. LA
8T &(C1@E3,.000~3,600 mgZzREERE S 5.1 T,

AR M4 REAEMERBFF DMFFIRE AT V21—V 8 BHULE48

(4AEE5 kgll k. 20 kgski®) [C1@TE ™,

M IFHALS M PREBAFAERBFORER OREEERE. STUXNY T (B nFERR) EL T BEDREZERL.
1@600~3,000 mgZzfitAE L. B 52B#%(C10300~3,600 mg. UE4BEN(F8 BT E(C
1@300~3,600 mgZmEs#E I 2.1 T,

L RESEHEIEDOHIHES AT Y 1—)UE8RBIC1ETT ™,

X2 GUEFHENFEORERUAEERHEE MAICE. STUXYT (ELFHERR) LT BEOREE
ZEL. 1@2,400~3,000 mgZzhaieAEE L. IO 52:8#(C103,000~3,600 mg. LSBT E(C1

[@3,000~3,600 mgZRfEasiEd %,/ TJ,
(p10~1128)

<FEEMRBANES OE VR (PNH) >
HAREERIREEDPNHEZEICH WL T, Day 183F COHilMOhEHER RN
U'Day 29h'5Day 183F TOREEZERHKFREESR (LDH) fEDIE 1 LZR
LT, AWMU DITURRY IR I BIESMD RIS NE LI,
(p20~218)
IIJURITHSIIVNZURCICHIWEZ EPNHEBICBWVWT. R—23
«>h'5Day 183F COLDHENDZE(LRT. LIVNSURX DI IURAIY T

(ST BIEL D EREESNE LI,
(p335ER)



<FFERELAM M4 PREBAEAEIREF (QHUS) >
WIARERIREED 1 2R LEDaHUSEZEICH W T, J)IJI\EU7\®(DDay
183F COMmiRU/IMERE (TMA) TE2Z=MIF53.6% TERSINF U,
EHIS.52BD YA THF TDTMATEZ=MIF. 60.7% CER S NE LI,
(p5488)
HIRBEERIRAED 18 A BDaHUSEEICH VT, 1ILMSUR®DDay
183F COTMATEE=MIE77.8% TEMINF LI,
EHIS.52BD YA THF TDOTMATEZ=MIF. 94.4% CER S NE LI,
(p7281)
TOURRTHSIVRZURCICHINE X fcaHUSEEICHB WV T, MR
NS A= (M/)\HREL LDHIE. NEZOEBE) EBERERIAEEZE (eGFR)
(&2 6;BE DY HAFTTh EARE o &% Uik ETHAR D 5 2858 T i X CHEZHBEL(F

HFE5NFHATUI,
(p81~848H)

<£BRSEHEHE (EHEMG) (REJOJTUYAEFEFHTEENIEM
BHEBEEICKBERDEENREIZSICPRED) >
HAEERREEON 7 €FIL IV ZBENAEREDEAEEEIMGE
FBICHUWVT.Myasthenia Gravis-Activities of Daily Living (MG-ADL)
RZIT7 DR—R54 UHh526580F COZE{LEICEL. TILRSUR®E T
STEREHRUTARRBHE " DRHS5NF L.

B ZRTAMEDE : —1.6. p=0.0009 HIFE=BIEICE I REATRENRET IV A—2 51>

TOMG-ADLER I 7 ZBEEHZEEUTHHAALR)
(p9458R)

SRIBZEIEAEU CRERRNERRE . EEBRSE. infusion reactionh®
WEINTLFTD,

FREWEARELT. 10% A EDOEIERIFEER. 1% E10%FRmDEI{ERH
(FZoD\. IE0L. TR FE RS EUBREE, FIREER GFEAICHEDI R, M
9 . BAENR. BiENTE. FENES TV ZSFEE. BRI HREINTVETD,
BEFANDENERDIENURRBIEDIBEOZEMDIERZE ISR IES L,



[BE  BRESOIREESERZOUETHH TBERE W,

RmIEER(FSYI AV TFA—23Y)

20226 8H4E] (BEOM. REEZFE) DEFANICE DE/ERM
) ETFARNICEHITANERABHBRVEBIC DV TIF REEBH>TVET,

1. 88

1.1 AB| DR SIC KV BEBERNERREERIET D EN B . ECICEDZBZTNEHDeH. LU TDEICT
MERITDTEL[5.1.9.1.1.11.1.1 BH]

1.1.1 FEIDIZSICERLU T3, BEIRNERAE DYIHAIR (2. B8R BEEES) [OFEREUTHRZT7IC

17U\ BEENEREMED R ONIEE(CF. BEBICE2RU AERIDRSEDBEYRNBE T &,

1.1.2 RRXaEZE I IBEEFZRV T RE AEIRZSHIICBEEREICHT 2D IF U ZEET DT L,

MEB[CIUTOIFVDENZEZEZEEBITSHE.
1.1.3 BIENERME B GNRMZBZE &R ENHDD T BRBFIC TR ICHEBE TCEEEEENUE
BRDHET. HDWVIIBEERNERPEDZUINR BBEN T fEREEMEX EDEE T TIR5 T2 &,
1.1.4 BEEXRERPEDURIIC DV TEE(THAL . BRRPEDVHMIRZEERICIER S U, BIERXNE
R (CRIEBE T DR RIEUIEEICE. FEEIGEIE T DL SBBICTIRZES5R2T S,

1.2 AF)F. BIEERBNEI OE VRE. IEREAM M FRBAEEIREEH DV IS 2 BRI S EFH TS IE(C
THRAFZEE DEMODET AR LOBEREH BRI Z LFE DD EHBESNBIBEICOHHESTS
& Fle AR SHIBICHKILE . AR ERZTE T B 2EATIBRVI L ZZ D AE OB
NUBRMEZEEN(FZOREKICTHHIAL.BEZEBTHOIRSTDHIE[5.1.11.1.1 BH,]

(EREED)

1.1 #RMFEEHCED- I BEIRANEE DFRTE M TN T 2R B A CE S L TLE T . AFIIFCENSChanT
CObNDRERZEE L BRI ESHRCOL-OEEZIIH T 2D ENS. BE DRI PRUNE. FFCRRXEEFRK
FUEICH T Bk ME T I 2T RN HIE T,

FEIDPNHEBEE TN I DEERIERICHS W T BEIRKERRREN A5 (BB 261 . SR X EMERUMIE 261) R
FEINTHY, aHUSEERUEFEMGESBICH I BHRRAR Tl SRR ERPAEDRSFHIEEATLU,
2021 F6H30HRROEHFRDOESIRTERLZEMIFIR ClF. BEIRRERIYE I FIRMESNTVE T KTz DI
FKBAEEFI THDTIUAR TICR DR THINERNRSIRTTRICHRSESINTVET,

BEIR K BRRRAME (S YD DILR(ICEZHT N VBN RS NS DT RETRRGE CTI DY 2R(TETUEEELT
SEICEZ TR N H DI BEEREERAEN R ONDBEEH D VIEEE CERVEEICIF ESICRREZITE
VIBMERICLDERNDETH DL ZBENFBEREK (EINES) (CHPTIMEN HIEFT, LIh T E
RIFEEERT DHEFZHRVT RRL AFIRSHICBERABICH T VI F U ZRIET DD BEICHRR
RRPEDURITROEPERZ BRARES B SBRXERPEDZITR V8B O RERER OISz - 5%,
FRBCTDICHEETERRR T CTARZIRETINENGIE T . Ko BIERE DI F U ZL E IR U TENE
BT BHTENHARSA Y THRESINTLET,

BLEDTER) FITFRZERIE T DHEN G D ENSESELTHRELE LI,

1.2 BRI EEDOPNHEER U TIUXRY TEEPOPNHEEDWEL ICEN T AFIRSICKUZR TL2D
DEHRIVRCEEEN GOSN (1R 5% 300 LINICHIES. MEPERECoREN'0.5ug/mLAE)  IMENS Mz
FBHIET B (RUBMICHSIABFPURT) B, TV I RI—BMEDPNHICHSRREEZNEZ T DI LN
BOSNTNEY ZD—73 T ARIREGIC I DEERBRIEDFAE CAFIR 5P IR OERRMENBMOFEFEN
BRRENTVE T &Ffe aHUSKRUESEMGO R CRBIERERIES DEEREREZEHRIET D ENBIET,
UTe DT AAIE PNH aHUSH 2 W E2BEIMGIC+ B A#Z R DEDHETORR OB Btz
LFEDBREHMESNBEEICOHRSITINENBIET . Fc. AEFHERZTES B IERITERN T LZSD
T AEOBEMWEE LM EEBE(CRIPITINENHDIENS TTUAN T EFKRICES L TRELF U,



2. ZB(RDFBHEICF /S LBV E)

2.1 BERAERRECEBRUCVSEE FERZRILTEEBZNNH S, ]
2.2 FEIDAD S UBEEDEIERED B 2FE

(EREED)

2.1 AHRSICKVBERERPEDRAEIRIN LR THTEMERISNE T ZDIsH . MFNIBERE PRENS
REEDEEREDBRREBRZEUDUREMD HDIREDEE TIF AFIRSHIBICKVERDUATNELDH
ZNN SN, BEIRAERPEICERLCV2EBREFARBICIDBEZRB T NE TRV ENS ABZRELE LI,

2.2 FEFY VNNV BREITHY O BEIEDHIR I DUREMNEE CERVIEN S KRIAZRE LE U,

3. ¥HRX - IR

3.1 #R%
I1)Lh=UR IJLA=UZRHI I)UA=UZRHI
RUBERE FUBERE UBERE
s 300 mg 300 mg/3 mL 1100 mg/11 mL
TNA7)b 1NA7 I 1NA7)V
(RbwIS—17) (RbwIS—17) (RbwIS—11)
30 mLp 3 mLoh 11 mLh
g
W | 57U EEFERR) 300 mg 300 mg 1,100 mg
[
ﬁj\
BEFhUD A 263.1 mg — —
UYVEE KR MU LA—KAY) 13.8 mg 13.7 mg 50.3 mg
3}175 UYB—KFR IO LKA 53.4 mg 13.3mg 48.6 mg
&l | MUY )LR—K80 6.0 mg 1.5 mg 55 mg
(B S — 13.0 mg 47.6 mg
RBREE — 150 mg 550 mg
AREE . FrA Z—Z/N\LRY —IREE (CHO) RO Bk Z AV CRES NS,
3.2 "HEIDMIR
e 1JUMSUZHISEESE300 mg/3 mL
BRsE = R
MR LIVESURmimiEE300 mg TIURSURHIASTEEEE1100 mg/11 mL
527N BIANSOINCHBZEFTUTHEHDR HE~HEEDOBEHDR
pH pH 7.0 pH 7.4
RIBEL #11 #31
(EEBERIBEXLT) (BREERIBRICKUAERE (5 mg/mL)) | (BREEESIBRICKIFERE (50 mg/mL))
4. FNREX IFFNR
OREMKEENEI OEVIRE

OFFsB A M 4 FRESAEAEIREE
O£SRSREMEE (R0 07UV XEFTIFAN MM EEEIC L SEROEENHHERZSICIRS)



RmIEER(FSYI AV TFA—23Y)
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5. EEXRFHRICEHET HiF=

(GhEETLE)

5.1 FEIF. AAFCOS DMK ZAE L. ERBHEGHCOSD-ODEMZINH T 2EEASNZIc . EEREZ(FCHET
DFFRTE AR IC K DRBPEZFIEL VI <IRBDTUREMNHBDEN S ABIDENMER UL LM Z T [TIBFRUI
LT FAREDEBIZIEECRFIU B FNRBE(CHEA T D& T FEIRSICRUCE BR2eRZET D
BaFZRVT R FFIRSFAEBOI G EE2BEFE CICRRREICH T VI F U/ ZEET DT E (TN
BADARENIZS(CERU T FIRIKE. A VTV IV ELICH T 200 F Y DEER R Z 3L, REREDIZEIC
[FZENZNDDIFVDEEZRFITHTEL[1.1.1.2,9.1.1.9.1.2.11.1.1.11.1.2.17.1.1-17.1.5 B8]

(RIEMRENTEI OEVRIE)

5.2 A& 7O+ PXNU—=EEICK RIEMRBNET OV RIECHEEZM S NICEEICERIT ST E,

5.3 FEPRSICKUPNHARIMIK I O— VA EBL TV AEIZPIEUCHEICEERMERNBMAELDHZN
B2 ENS AR DBEMENR LS Z+ 0 (CEBRUC LT ARRSMEYEZZISNSEE(CFERTDIE,
(8.1 2]

GEHEENS M PRESAEEIRES)

5.4 BFHIHRBICRDIFMESMIEREAEAERE DBRS(LERATHIE,

¥ [FEHBLA MM REIEAEIREF (aHUS) 32 2015 (BABRF R - BANERIZR) #8E(CT DL,

5.5 TRIEMiEMHH/INMEEDBE(CN T DAFDENMER L2 HIFHEILL TLRW (ERRERDTRW) o

(ESRSEHENE (REJOJVUVKEFIEEN CMRFLELICKIERDEENR#BIZSICIRS))

5.6 A& M7 EF LIV REENEEEDOBEICHERT S,

5.7 AHI& A7 O FEIXIFR T OA REIADREIHEE AN+ (CEZHUBVWSEIC USRI BENDRSZE
BIdIE,

- BB OTUYKE TR AN G AZRITLUCOIERDEEN R TS
- BIFEVEIEREICKY. %/ 07UV REFPRAN FMR S LB EDRITH R R ERE

6. BiENUHE

(RIEMRBNEI DEVRERUESRSRERHENDE (REJ' 07V Y XEFTRER EMRFEEEICKBERD
BENE#FBSICERS))

B RALCE STUIYT (ELFHEER) ELT BEDREZZEL. 102,400~3,000 mgZzRisAELL. 710
#%5218#%(C1@3,000~3,600 mg. LSBT E(C1@3,000~3,600 mgZzsUEEeEd .
(GEEELA M4 RS AEAEIREE)

BE. STUXRT (BLFHERR) ELT. BEDHEZZEL. 10600~3,000 mgZzRisAELE L. F10iR 52840
1@300~3,600 mg. LIE4HEXIF8BETE(C1E300~3,600 mgZsEEEd %o

7. BiENUAEICEET 5ER

(RAFMRENEI OEVERIE)
7.1 1EBICDOXEIDRSEF. TREZSEICT DL,
10 DAEEIDRSE
*= oS58 20BLEDIRSE
40 kgl £60 kg=Kif 2,400 mg 3,000 mg
60 kgl 100 kgkis 2,700 mg 3,300 mg
100 kgl k£ 3,000 mg 3,600 mg




7.2 0% 5 2B% & TICMEPILEBKREES (LDH) EMEMME FLUTO R WSS I(CIE A DR S DB S Z1R5T
IBTE,

GEEEYSIM 4 PRSAEAEIREE)

7.3 10&H 1) DARDRSERUIRSHERIF. TRZSEICTHIL,
@& DAREIDRSER VKRS ER

(7S] oS E 20BLEDIRSE | 20BLIEDRSER
5 kgl E10 kg 600 mg 300 mg 4:8
10 kgl £20 kg 600 mg 600 mg 4;8
20 kgl £30 kgFim 900 mg 2,700 mg 88
30 kgl £40 kg 1,200 mg 2,700 mg 88
40 kgl E60 kgsis 2,400 mg 3,000 mg 818
60 kgl 100 kg 2,700 mg 3.300 mg 818
100 kgl k£ 3,000 mg 3,600 mg 88

<£HBEEFHENE (REJ D7V YAEBHFIREN ZMRFLEEC L IERDEENRRFISSICIRD))
7.4 1 Q&I DAFIDRGEF. TRZSE(ICT DL,
1B& I DARBIDRSER VRS ER

HE oiRs5E 2EBMEDORSE
40 kgl £60 kg 2,400 mg 3,000 mg
60 kgl E100 kg 2,700 mg 3.300 mg
100 kgl k£ 3,000 mg 3,600 mg

7.5 AH D2 SRS ENEREZNREUCIHBRHER TIE. FEAEDBER NI TR SEIE 1 8BEE TITERD
WENFONTC R SEIE1 8BEE TITIERDUBN RO SNIBEVEE TIE URIRR T4 v EZE L. AF DR
SHIEZERETT D&,

(GhHELLE)

7.6 REIJTOTUYREF TR AN FMBRHEEEDMTICK) AR DMEFRENME T T DD T, FRZSE(CAH
DFFIRSZERT D E TR SR IFBEDIREZIEEICHREI DL [10.281]

K& BLDFEIRSE AEIDHFTHE AEIDHFTTHE
Mg EEOANRITE RBI OV KEF TR LR
| v U L H —
AR D FIRS DEHA LSRN SR
\ 2,400 1,200

40 kgL,l:i mg mg 600 mg

60 kg 3,000 mg 1,500 mg

60 kgl E 2,700 mg 1,500 mg

: 600 m

100 kgHifm 3,300 mg 1,800 mg &
3,000 mg 1,500 mg

100 kgl k£ 600 mg
3,600 mg 1,800 mg

7.7 FEERBMEREEDREITICK AR DOBEMENRST I 2B Z NN B2,
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8. EERERNER

(RIEMERENTEI OEVRIE)

8.1 AFHESICKUPNHARIMIR I O— VD ERL TV BIcd AR ZP I U B G ICERRIMENBSMA RO SN2 HZ
NHYH 2. FFIDERSZPIEUCEBEICHU TE &K1 68/, MENBINRUZ NI RKEROEZF
RR<BERULMEICIHDUCEYMLBZTICE, [5.3 B8]

(GEEELAM 4 RS AEAEIREE)

8.2 AEIE SRR/ WREEEZEHNICEZI UV T U WEEAD RO SNBRVEEE AR DR SHEDESZ
BT DL,

8.3 AEIZp I LI B(ICEE DM HM/N\MEBRESHHEIRI 2HZ NN G2 . AEIDRSZPIEUCESCHUL TR,
BEDOREZFIRR<ERL MECRCTEYRLEZTOT &,

0. HEDNERZHIZFEEICHT B ER

9.1 G - BIEBESFDH2FE
9.1.1 BEIRRERREDEIETDH 2 EE
AENCKY BERER RRE I CRREBLP I <IRBTREMEN' S D, [1.1.5.1.11.1.1 BH]
9.1.2 BRREDBENR IBRENRONDFEE
IR A (BRI E . FIRIRE. A VDIV IV T EE) [CKDREREICERELCI<KBRIT/REMENH S,
[5.1.11.1.1.11.1.2 5]
9.5 11iR
HERENIFEIRL TV ST D H DL MEICIE BB LOBRMEN BRI Z OIS NDBEICDHHESTD
&

9.6 %1%
BEEDOAERUENOBIARBOERUZZRBL. A DM X FhIEZIRETT D Eo
9.7 INR

(RIEERENEI OEVRERVUESREESENE (REJ D7V KEF AR EMRFEEEICKBERD
BENE#RESICRS))
9.7.1 NEEZNREUVEMER R ZIERE U RREERFERL TLRL,
(GFEELA M4 FREAEAEIREE)
9.7.2 585 kgRED/NEEFZNREUVCEMER U RZ2MZIERE U IRREERRIFREL TR,
9.8 EitinE
BEDREZHRRULGN D BEICIRS T DT E, —RICEIHEEE (BHAE. FHEE. mEREES) IMETLTWL 2,

10. 18 E{EH
10.2 AR HAICERISIL)
RE2E EREARIEIR - BETA - eRET
AT 07U VEE AR OTUVREIEDHBIRSICROTAE | ARETOTUVREIE DM

(RUIFLIZUD—ILABA | BIOMRAETZT I 2ETNNEH2DOT HAT | SICIU FHOMBEPRENMETI 2T
REIOTUVE) [7.688] BEEICIF T DHETHREGZERT Do BEEN' DD

IOHIVFFER PILT7 (B | AFDOWRINEIETIT2HZNHLH2DT AR | TTHILFFER PILI7ICK KEZS
FHEIRZ) ([CRBDBEZRIAT 25G(CE TTAILFFE | ORRMFCZEHE (FCRN) [CHE T 2EA]
R ZILIT7DUATILRSICHI2EEIREN | DMEFREMME NI D0 8E4EN DD,

S2BEBLEICIRS T DT ENERLL,




11. BEA

ROEWERD HSHNBIENHDD T REZT DTV RENRDSNC

12
11.1 EXBEIEA

11.1.1 BEIRRERRAYE (JAEA6H)
BEIR R N (SBIMAEZFEAE L 2 CEAE(E T DT EN' HBDD T AFIDIRSICERU TS SRR DFIHAMIR (5
24, TEfR . [EERTEE. B AAEIRREDZ L, B8, Bl - BT, B, KM EORRET2(TITIT L. BEiE

KREBPEDEONHE(CIF BEICERL ABERIORSEDEY LB ZTI & BRXEICNT ST

P
PaRs

SO [FRSZPIET BREBURLE

F B CORIEUHINRHONTHE. FETICEDBZTNDHD. [1.1.1.2,5.1,9.1.1.9.1.2 B8]

11.1.2 EEBHERE (1.5%)
BIEMEMERRE. IR, A V7V I VP ERAEDBERBRREN S SHNDTEN BB, [5.1.9.1.2

S08]

Z
=

11.1.3 infusion reaction (J8E<5A)

Y3V FFI4SFEI—ENBESONBIEN BB,

11.2 Z0fthDEHEA

10%U £ 1% E10%ii 1%t SAEANEA

BIEES - B0 R ™A HIEAR I8/ -

—fZ - EHEESIURSIHADIKE - £ N BEAVIIVIVYRER | B0

RBPED JUFERAE _ LRuERkae. LIREAR _ FA U R
(HEH)

S5 PESICINEGHE - ENCTHDRE - -

BB RBLUREHBES - Tufkeyre. BRENRE. BhPSTE | S ERR. BhIEHE -

BIZRES BIEpES FENESHFL - -

KEHRIUK T E#ES - TOFEIE. FZ SRz -

14. ERALDEZ
14.1 BABREOEE
(BB

14.1.1 FRFIIC EZB M FOLREN RV EZBRICTHESIL. BB N ROSNIHZGFERLRN T &,

141.2 HEVVUVITNA 7 IV S EEZHRER  BEEERERZA V. B/ W ETHEFZRINGT 2. AF1/\

A7 IWOFRRICHERBRHBERERBIERODERURREDARDEEF TERZESEICT DT L,
FENNA 7 IV DOFERICHERBBEERISRDEN URREDAFIDREE

IRICINETR ,
A7 el FIRED
ANATIL) SlS i AR DR
(ANA7)LE1h) ’
ILb=UREEE300 mg 30 mL 30 mL 5 mg/mL
I)Ub=URHIsER$E300 mg/3 mL 3mL 3mL 50 mg/mL
2JUSEURHISEREET1100 mg/11 mL 11 mL 11 mL 50 mg/mL

14.1.3 BEDERDEH)(L)VSN=UZs0@E8F300 mgs 1)U UZHIsUEEEE300 mg/3 mLA 1100 mg/11 mL)
ERGUCERLEVI &,

13
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14.1.4 FRRGFLMTEGUIRBULG WL &,

14.1.5 ARE . ZE. WA FOLBRENRV I LZBRICTHESREL. EENROSNITBEIFERLEN T S,

14.1.6 AHB(FRONIRET Do

14.1.7 FEID/NA 7 )UIFE 1 BIEWII TH B, /A 7 )LD DARERRRISEICFEET 2 .

(LIWbEVU R RiEEEE300 mg)

14.1.8 ARUIBEZBESICEAULRVIES(E 2~8 CTORE T 24B5E LA, X IFERFRTF CIFoF—ELNICEA
I,

(LIVFEURHISTEEE:E300 mg/3 mLAUF 1100 mg/11 mL)

14.1.9 ARUITBEZEBICEALRVEE(F. 2~8CTOREF CIF24FBLNIC, B)RRE ClE4ELAICERT
BT&,

14.2 FFPZSIHDEFR

(RFIHE)

14.2.1 0.22=70VDT74)LY —ZBUTIRS T DL ARFIRIIUC S A VKIS THHDEL. MDFHA. @R
FORGULIRW T,

14.2.2 AHDH/RSPICEHERDRIBUG S EADHIM TR 5REZEL T DNFRSZHIEL B5KRTHR. BE
DIERNRET BF CIEEICHET DT L,

(LIWMSURREESE300 mg)

14.2.3 HRUCBRDIZRSREF LU TOBRIERICBIDRARSREZBABRNKIICL ZRES I THIRNT &
ERIREERICH (T 2O RO 20ELIER SO RAIR SRE

BRAIRSEE
e R SH; 20 EUBEDZRSE

5 kgl £10 kg 31 mL/B§ 31 mL/B%

10 kgl £20 kgskis 63 mL/i% 63 mL/iS

20 kgld 30 kgHifi 120 mL/B% 127 mL/Bs

30 kgl F40 kg 184 mL/B% 192 mL/B%

40 kgl H60 kgsit 253 mL/BS 250 mL/BS

60 kgl E100 kg 318 mL/B¥ 330 mL/BF

100 kgl k& 333 mL/BF 328 mL/bF
FRTERC B DFARSHORARSEE

A8 fHIcHE BRAKRSEE

600 mg 240 mL/B%

40 kgl +60 kg 1200 mg 240 mL/BS

1500 mg 250 mL/BF

600 mg 300 mL/BS

60 kgl £100 kg 1500 mg 300 mL/B%

1800 mg 328 mL/BS

600 mg 300 mL/BF

100 kgl E 1500 mg 300 mL/BF

1800 mg 328 mL/BF




(LIVFSURHISS#EE:E300 mg/3 mLAzU*1100 mg/11 mL)
14.2.4 HIRUIERDESRES LU FDERRESREZBREVKRIICU 2ERRSFTHENC &,

PORO2OELERSEDORAIRSEE

e BRAIRGREE

PIERSH 2O BLEDR S

5 kgl E10 kgki 8 mL/B¥ 8 mL/Bs

10 kgl £20 kg 16 mL/BS 16 mL/BS

20 kgl 30 kg 30 mL/B5 33 mL/B3

30 kgl F40 kgsi 46 mL/BS 49 mL/BS

40 kgl 60 kg 64 mL/BS 65 mL/B%

60 kgl £100 kg 92 mL/B5 98 mL/B5

100 kgl k£ 144 mL/BF 144 mL/BF

MR SHEORAIRSEE

K& HITHE BRAKRSEE

600 mg 48 mL/BF

40 kgl £60 kgt 1200 mg 57 mL/BF

1500 mg 60 mL/BS

600 mg 60 mL/BS

60 kgl £100 kg 1500 mg 83 mL/B%

1800 mg 86 mL/BF

600 mg 71 mL/BS

100 kgl k 1500 mg 120 mL/B%

1800 mg 127 mL/BF

15. ZDftDF=

15.1 ERAREERICE DL ER
ERHESBIERRICEN T BERIRSN TV DD AR T DTUEDEENRESTN TS, [17.3.1 SF]
15.2 FEERARERERICE D< B3R
ROZADEE - BRIRFERER (60 mg/kgm BB HMICEIRMIZS) [CHWL T MBEEMEEH RO SN,

15
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[ sietemmAEo' O VRE (PNH)

1. EEREREENERER (HAEERIKSEDPNHEEEZWNREUVEIFERS VI LEEERR
5tER : ALXN1210-PNH-3015%ER)” ®

7)HNER  BABESHIFAROPNHEES 2N R E U BRI (ALXN1210-PNH-301) (FGRESSTHEE )
8)Lee JW, et al. Blood. 2019;133(6):530-539. (Rl : A5tER(FAlexion Pharmaceuticals, Inc. DZHEICL > TR 1z, E&ICAlexion Pharmaceuticals, INC.DHEHEEN S,
Z&(CAlexion Pharmaceuticals, Inc. KUHHLE, BRI AR EEZZBLCVIENEEND,)

Q@ si5RilE

(BB @AEERFEEOPNHES ZHRIC. TIURAY T ERBEE LT IIUNSUR® OIS M AT
I3,
(B BEY]

OAHEBDEZEM TDILILNIUR DR LM EDBHDFHEFESHITT .
OIS UR OEMHEENDENERE CHIE T 2.
0 1)UNSURPDPK/PDR U'EEREDRF M ARSI B,
ORIIRSBDOIILNSUR DREU R OB ZTHET D.
OEHIRSIC T IURR I DS LIS URC (CYWEB R cBEENRICLIVNSU R DR2M R OB & ST
g2,

fDFFPEEFIFEED 185 EDPNHEBZ 2466 (LILNSURCE 1256 TOUXRTE 121655
BAANERF IV URCB186). TOUXT TEE156)

B S RIEE RS9 MEERRW B L Mt R, 4BRO 20—V TR D% HREEZLILAZUR®
BYETOURRTBCS VS LEIHF Ufce ZILNSUR B EDay 1ICHEEICEIVWTRELYIORE.
Day 15KRUZNLUEIG8BICT BREICE SV CGREUCHESAER, T7UXAY I8 (FDay 1.8.15.22(C
BARE600 mg.Day 29K U Z NARE(E 28I 1 D#FAE900 mg#k 26 BREIRIIIRS Uiz, 26 8RO
S LB FEERBHE TH. LIV SURCEE LIUNSUR GRS LT, TOURR TRHOEBEF IV
FSURPRE(CHVER LIV UR BB LT BB AU R E R R2EBE Uz,

< APSURBOBRSRTVa—IL >

LLRSUZED Day 1 15 71 127
w58 (mg) el HERE

{AEE40 kgl +60 kgFi 2,400 3,000 3,000 3,000
K260 kgl £100 kg 2,700 3,300 3,300 3,300
{8100 kgl k£ 3,000 3,600 3,600 3,600

< IJURIRTEDESATIa—IL >

Day 1 | 8 152220435771 85]099|113]127]141 155|169
EARE A=
;7';7‘“77\@ 600 | 600 | 600 | 600 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900
%52 (mg)




MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

HETHIR (26:BRD S V9 LB F T EEERE TH)

<ZIVBZUR"firGEEE>
2LRSUZED Day 183 | 239 295 351
%52 (mg) HeiE e
{AE40 kgl £60 kgkit 3,000 3,000 3,000 3,000
{AEE60 kgl £100 kg 3,300 3,300 3,300 3,300
{AE100 kgl k& 3,600 3,600 3,600 3,600
<ZIVRSUR“EIEE>
LILRZUZCD Day 183 197 253 309 365
&58(mg) VERE 2
{AEE40 kgl +60 kgFi 2,400 3,000 3,000 3,000 3,000
AEE60 kgl £100 kgFiE 2,700 3,300 3,300 3,300 3,300
{58100 kgl 3,000 3,600 3,600 3,600 3,600

EERTiE=I Day 183 CO&M* @ESEME. Day 29h5Day 183%F COLDHEDIE &L 2R =
SERO(CHITBLDHEDERLERE (E6 T EHHES)

PGl N—A5 1 YN5Day 183F TOLDHEDZE(LE N—-R51Nn5Day 183F TDFACIT-
Fatiguef R 7 DZ(E* . Day 183K TDT LA IR Ib—BM* HIREEDEIEG. Day 183K TD
NEJOEVBEDREL ERERE

Ao pETE=N Day 365 COEIM ™ EBHERR. Day 29n05Day 365F COLDHEDIER{L* SERE

1 EIMER (@EEQRSBRV) B  ATITOEVEN g/dLUT T RMNUEREE DB MOBIEN (FERZEZUIBE . BRREE SR OB EICH
MOSITNETOEVENT g/dLFEB > feBEE U,

%2 LDHEDIERIL  LDHEBAEAEEB LRD 115 (246 U/ UTISELBEEU,

%3 FACIT-Fatigue# X 377 DZAL 1 A7 H 3L EHBIIS 5 LERRIIICE RIS L AL DESH, 3L EDBANSERRICHERRRE S LNILDBEE UL,

¥4 TUA T Z)—7BI EEICK O TLDHENEEE_ERD 1.5 ICIE P U ICLDHEN 2B LI LR U, MEPISMOEIENISER (R5 . AT
JOEVR B BUNITFREE] . BMINEITOEVE0 g/dLkE] FEZMEER (MAVE) [MSFEZZ O] FES. EFEAR) D551D
DUEDFRICRRIERE LB G LU,

X5 NETOEVEOREL  RMAZEC NETOEVENN—XSA VD52 g/dL HE UM o /g E &L,
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BRPRRIR

BT R ERISFAS (BADBTNRED) & Uz TEHHIES T 2HMOHEREDIRS
BRE ST DISRIEFEXR (CI) %=, ERI{ENewcombelS X BIEZ RV CTEH U 18 S BRI =
(F BANESNIZ6DDTIL— TR TOREBEDINEHEGE ZHAL TMantel-Haenszel weight/x
[CRWEH Uz TESHERRIPICER N RO S NIRD S el AR E D IE Ufc BEE RG] &
HRU EMEBLBEEUTES Ufc, COBBRICOBHATRIELZEBEIC DV TS, PIEE
FTOTF—Y 72BN TEMOEZFHTE Uiz, /o LDHEE B 1LZER R DT Cld. — R EHETE A TER
DFxEEANTA YA EZDISBCIEE L Uz, Day 29h'5Day 183 (26:8) & THLDHEDIEE
LERBEZEHEUSEBEDEESH. MIME (BREFLAVICEIKAHTIUALER) . RUR—25
A > DLDHIE GEFHZH) ZRBLHE LTSI, 26BRIDAES . MO EER U BEDDE
DB (LIVMSUR BT IURXT T8) DIS%CID TREN—20%% LB a S CIEL N IRETE
TNBTEEUfC. THICTIVMIUR B TOLDHED IER L EZER U BEDEIGDIIURY T
(S8 B4 v R DIS%CID FIRA'0.39% OB SIS MRS NB T EE U,
BREHEIEE THHN—Z 54 Uh5Day 183X TCOLDHBEDZ{LERUFACIT-Fatiguefd 2 37
DZEALEFOREWRET IVICKDRERERETE MMRM) ZEWT 8. BRIETF ChSHIlNE
ERTY—ZVJBEDLDH, Kb, OB SEHDOZEERENT IUNIEHOBEDREL., FoE
BEMOBEENR THDN—RAS5A VDFACIT-Fatiguefd 2 17 (ZIZLDHIEB) ZHZSB E U THRAR
LTz LDHBOZ{ LRI DN TIE RN— 254 Y DLDHBEEEFHZHE LTS 6T,

FEHMMEBEE CIELMENRIE S NICIBE . BURFHMEEBRIC DWW CDIES M ZEIREFIEZRE LT
BEUfc. N—2 54V h5Day 183F COLDHEDZLE TIIBRIZEDIS%CID _LBRN20% 7% T
E-le8 a8 N—2 54 YhBDay 183F COFACIT-Fatiguefd 2 37 DZL TIFB#EZE D 95%CIMD
TERN-5%_LES/BE. T LA I A —BMERBEDEIE CTIFBRIZEDISBCID _LBRN20%%
TO-eHES AT O VEDLELERE CIFBEEDISBCID FRN—20%%_ LO /58
(L ENREIIND T EEUTc, CNODBIRFHIEIER CIES MRS N5 S . B ETFIEZH
W CEHEIEBRIICEEAK%0.05DMEANRE TR A HE T 5 & U,

2EMICHR BAAEFIC OV THEMICRES N Y T — B R OHEEIT o1,



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

I&\%%’%
- JIVSUREE TIIURITE &at
; (n=125) (n=121) (N=246)
TR n (%)
S 65(52.0) 69(57.0) 134(54.5)
gt 60(48.0) 52(43.0) 112(45.5)
SERE EHR S IO ER. T (SD) % 44.8(15.2) 46.2(16.2) 45.5(15.7)
AFE.n(%)
FIT N 72(57.6) 57(47.1) 129(52.4)
BHAA 19(15.2) 15(12.4) 34(13.8)
BA 43(34.4) 51(42.1) 94(38.2)
BAXFTFT IUAZTAIAA 2(1.6) 4(3.3) 6(2.4)
PAUAFAERIF T SANEER 1(0.8) 1(0.8) 2(0.8)
ZDtt 4(3.2) 4(3.3) 8(3.3)
HERRL 3(2.4) 4(3.3) 7(2.8)
152, 15 (SD) . kg 68.2(15.6) 69.2(14.9) 68.7(15.2)
5. T (SD).cm 166.3(9.0) 166.2(10.7) 166.2(9.8)
LDHLE. n (%)
1.5~<3xULN* 18(14.4) 16(13.2) 34(13.8)
=3xULN 107(85.6) 105(86.8) 212(86.2)
SHEREIRAT FE RIS 1o SRR IS
BA(U) . S5 LERB. N (%)
0 23(18.4) 21(17.4) 44(17.9)
1~14 79(63.2) 78(64.5) 157(63.8)
>14 23(18.4) 22(18.2) 45(18.3)
PNHE2BBE DS, T49 (SD) % 37.9(14.9)" 39.6(16.7)* 38.7(15.8)°
PNHEZ#TH SRBRS AR ORI, 3.8(0, 41)" 3.9(0, 34)" 3.9(0, 41)°

thR(E (BR/VE. RAfE) . FF

LDHIE. 5 (SD). U/L

1.633.5(778.8)

1.578.3(727.1)

1,606.4(752.7)

PNHZO—>H 4 X F15(SD) . %

IAYFRINER 12.4(20.5)" 13.7017.7)" 13.0(19.2)*
MEYFRIMER 26.3(17.2)" 25.2(16.9)" 25.8(17.1)*
$8FRIMBK 38.4(23.7) 38.7(23.2) 38.6(23.4)
BERITR 84.2(21.0) 85.3(19.0) 84.7(20.0)
BAER 86.9(18.1) 89.2(15.2) 88.0(16.7)
BARMEREEER DT N(%) 17(13.6) 25(20.7) 42(17.1)

SD 1 B4R ULN | B LR

* LDHEDULNIE246 U/L. T n=123. 1 n=118.§ n=241.|| n=124. 1 n=120.# n=244




BRPRRIR

@Day 183% COHMERSEMR [FAS]

Day 183% CO&MEBIBHEMR(F. 1)VNSUR B T73.6%. TIUXR T TO6.1% TUS. BERZE(36.8% (95%C
—4.66~18.14) T.95%CID FRIF—20%% L@, LJUNSUR DI IV T T IS M RITSINE LI,
Fle.BERAERICH 2B F. 2EMEERUSDBRIFFTBHSNFEATUIZ,.

Day 183F TO#Moh:eER R (EEHIIER) Day 183F TOHMEIEHERZE (Y T 7 IL— )
(%) (%) B¥RZ (95%CI):
100 R (95%C)): 100 — 30.0% (—4.56~59.60)
6.8%(—4.66~18.14) | |
B ‘ ‘ B
=80 =80
] il
=] )
g 60 g e0-
& &
M oa0- le 40
[42] o
® ®
& 20 Z 20
o [a)]
0 0
2JURSURCEE(N=125) ITIURYTEE(n=121) IJVRSURCEE(n=18) TIURTTE(n=15)
=S| BEAEH

@ Day 3653 TOEIIMDIEERLE [Z Dt DEFHIEH . FAS] ™

Day 365F CO®MMBIEHEMRRE, 1IVMIUR HiEEE T66.4%(83/12561) T LILNSUR GIERET57.9%
(70/1218) TUfe. e BRANERICH T 2B A £EBE B UL DBRIFFTBHOSNEE A TU,

Day 3653 T a8z R =R

(%)

100 B (95%CI):

BER7Z (95%C): 18.9%(—16.05~50.40)
7.8%(—4.26~19.69)

)
®/ 80 | \
il
)
=]
=|
=
S
]
#6
n
O
o
&
a}
)V UR G EE )URSURC)EEE I)URSUR R GRS VRS URC)EEE
(n=125) (n=121) (n=18) (n=15)
2£MH BAEANER (Y07 IL— @)

#Day 183ICTYURAY TEIF LIV UR B SITHIVE R TILNSUR B L T R E i LTz,
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XAENCTE10 mg/mLEE (1)U U R s35iE85E300 mg) &100 mg/mLEaSE] (2)Uh=U R HIsEEE£300 mg/3 mLk:
2JUNSURCHISEEHE1100 mg/11 mL A’ ET Y LB DR VRVERERT — (310 mg/mLAFIIC L2 BN TY,

@Day 29h5Day 183% TOLDHIEDIEH {LiERZE [FAS]

FELDHBEDIER (L (Day 29~Day 1837 CLDHBAE#E(E RO 1ELTF) EREE. 1IUNSUR B T53.6% T7
URN T C49.4%TUTco LIVNSURCED T IUXN BTN T BB A v Ll 1.187(95%Cl - 0.796~1.769)
T4, LIV UR B 5 ZBIR LI BENLDHIED ERLZER I DHENTIUAR TR S ZRBLIEEE LU B
19%BNTENTRENF LIz, 95%CIDO TIRIF0.39% AW, IV UR D IIURT T T BIFLHN RIS N
FUlC. Fle. BRAEHICH I 2B M F. R ELB UL DBRFFBHONFTEATURZ,

Day 29n'5Day 183 TOLDHENER{LERE (FZ5HEEE) Day 29h'5Day 183 TOLDHEDER LERME (177 b —THH)

(%) (%)

100 100

M 80 SEEEA W XL (95%Cl): W 80
= 1.187(0.796~1.769) =
i \ \ bl

3 60 2 60
i e

@ 407 @ 07
T T
- -

20 . 20 —

O l 0 _

2)VREURBE(n=125) TIURXYTE#(N=121)

=&H

FEEA Y (95%CD):
0.719(0.158~3.267)

JJILREUREE(n=18) TITIURXYTEE(n=15)

BHAAEH

@Day 29h5Day 365% TOLDHIEDIEFE{LZERE [Z D ithDSHEIER. FAS] ™

Day 29n'5Day 365% COFELDHEDEF L EERUILEE S Ald. 1IUNSUR® 58 ©53.0%, 1IURSUR®
YIBET47.7% TUlz. e, BAANERICBF 2B E. 2EFEHRUS BREREDHSNF LA TUR,

Day 29/5Day 365% TOLDHIEDE#{LERmE"

(%)
100 4

80 EEA v R (95%Cl):
1.239(0.839~1.829)

LDHIEDIER{LERE

FEA Y XH(95%C):
0.807(0.186~3.506)

3)VEUR TR IIVRZUREERE 1)UBEU R TR IV URERE

(n=125) (n=121)

(n=18) (n=15)

= 30l

BAANEHE (Y 77 Ib— i)

%Day 183[CTIURNYTEIFIILNSUR/EICHIVER LIV URIEE LT Bk Uz,
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@ LDHIEDIER{LEME DR ES X EHEIRE. FAS]

LDHBEDIE&E(LERE CORIR (OB [95%CI]) &, T)IURSURPEBETIF 248 (22~29) . TV UXN T8 TlE29H
(24~43) T, 26;BEDESHAEDPICLDHEDIEB{bZER UICEEDS|GEDay 15K 0UDay 127MA DR
TIIURRTBEICHANT IILNSURBO AN BV ENTRINE L,

LDHED IEE{LZERED TR

(%)
100

W:2)bb=UReEE W IJURNTE#

90 A

80

70

LDHfEDIER LERME

8 15 22 29 43 57 71 85 99 113 127 141 155 169 183 (B)
ERERAAE

Q@ XEFHHEEED 7L AN Ov N [EESHEIER. FAS]

Day 29n'5Day 183F COHIMMELE N ULDHEDIERED2 DDEBFHHIER T, LIVASUR DI IURIY FITHNT D
IS MZEIRE T DEVNSEEBIMER SN LI,

FEFHHEED 7L AN TOVE
2IUNSURCEE IOURRTE B9 (95%CI)
EMOEHERE (%) A | ® | (h=125) (n=121)
73.6 66.1 6.8(—4.66~18.14)

T T T T T
-20 -15 -10 -5 0 5 10 15 20
TIOURYTEM TIVSURMESL

2)VBEURE IJURRTE  FwXH(95%Cl)

LDHEDIER{LERME (%) A | ® | (h=125) (n=121)
‘ ‘ 53.6 494 1.19(0.8~1.77)
0 1 2
TOURRTEAI TIVASURCENL AEBHT—-YY @ SHEE



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

@Day 183FTDI LA IRIV—BMAIREEDEIS [FAS]

Day 183F TILT LA IR —BINRRUCBEDEIGIF. LILNSURCE T4.0%(5/1254) . TIURXIY TEHT
10.7%(13/12141) . B#E7Z=(F—6.7%(95%Cl : —14.21~0.18) CUJc. TIURXR TETROSNc T UA I Z)L—A1
15D 3B7H(30.5 ug/mLEBR DERECSRED LR ZF>TVELIEN LIUNSURYETF0.5 ug/mLeiBdx
DIEBECSRED ERNROSNICBEFVFEATUC. HEAAEFA TR I VA IRV —BMEBRFFZBHSNFEAT
Uiz,

Day 183FTD I LA 7R —BMAEREEDES (BIXFHEIES)

2&H
2JVNSURVEE IJURRTE
(n=125) (n=121)
TLA I AIL—BMmFER. N 5(4.0%) 13(10.7%)
BERS2E (95%C) —6.7%(—14.21~0.18)

Day 183FTDI LA J R —BMRREFEDISE (YT 7 IL—T )

BAAEH
IILRSURE IJURITE
(n=18) (n=15)
TA I RIV—BMFER. n 0 0
B2 (95%Cl) _
Day 183F CTDJ LA JRIV—BMBRD 73 (£EH)
JILSURCEE TIJURITE
(n=125) (n=121)
A I R)—BMFIRHEL 5t 15¢
A5 7RCEMR (Ba#C520.5 ug/ml) ot 72
R/ A IBIEIARE A A
KREEE 14 A

a) 2 FRREBEEEL T L,
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Q@ N—RS51h5Day 183F TOLDHEDZ{LZE[FAS]

R—=2Z4h5Day 183F COLDHEDZELRDOR/N_FFHEIF. LIVNSIUREHT-76.84% TIUXTT
B T—76.02% T, BEfE7Z=IF—0.83% (95%Cl : —5.21~3.56) TUIZ, 95%CID _LFR{BEIF—20%% FEW, 1ILA=UR®
DITURARTICH T BIELUNREESNKUIc. Fle. BAAEDICH T 25 MHEF 2EMEERUS D BRIEFEH
SNFEATUIZ.

N—=254 VhS5SDLDHEDZE(LFRDFIIHE (95%CI) DEFHZEIL

O .
_5 .
#  —557
ke
W 60
@ —65 -
T 701
- 751
_80 .
—85 l T T T T T T T T T T T T T T T T
BL 8 15 22 29 43 57 71 85 99 113 127 141 155 169 183 (B)
EREARS
2JURS=UR®EE(n) 125 120 124 123 124 124 125 124 123 124 124 121 125 124 123 124
TIOUXRTEM) 121 119117 119 119 120 119 117 116 117 118 119 118 119 116 118
N—2A54h5Day 183F CTAHOLDHIENZE{LE (FXEHEHIER)
=0
2)UhSURCEE TIIURY TR
(n=125) (n=121)
LSMean=SEM —76.84%1.582% —76.02£1.617%
LSMean DRz (95%Cl) —0.83%(—5.21~3.56)

LSMean : &R/\—FTIME. SEM : {R¥ER=

N—254Vh5Day 183F TOLDHEDZE(LE (YT 7' IL—T#Eh)

BAEALEH
2JVNSURE TIURNTE
(n=18) (n=15)
LSMean=SEM —79.09%£1.734% —78.41£1.800%
LSMeanDEfRE2 (95%Cl) —0.68%(—5.65~4.28)

LSMean : f/\ZFEFIE. SEM | 12X %



XAENCTE10 mg/mLEE (1)U U R s35iE85E300 mg) &100 mg/mLEaSE] (2)Uh=U R HIsEEE£300 mg/3 mLk:
2JUNSURCHISEEHE1100 mg/11 mL A’ ET Y LB DR VRVERERT — (310 mg/mLAFIIC L2 BN TY,

@Day 183X THOAETOE ANENRE(LERE[FAS]
Day 183F CONEIOEVENZEILERKIE. 1ILNSUR B T68.0%. TIUXRY T E T64.5% T Uz, B =

2.9%(95%Cl : —8.80~14.64) T.95%CID FRIF—20%% @Y. T)UNSUR DI IURR T/ I DIELHENIRETE
SNFEUIc. BAAEFICBIF2NET O MBOREILEREDFF EZ=(E18.9% (95%Cl : —16.05~50.40) TLTz,

Day 183FTOANET OEVBNLE L EZmME (Bl REHEEE) Day 183FTONET O /ENRE(LERNE (Y77 )b —THH)

(%) (%)
100 100
B (95%C):
ﬁl:éi%(95%CI)i ) 18.9% (—16.05~50.40)
80 - 2.9%(—8.80~14.64 80 -
A | | i | |

= =
) )
= =

¥ 60 I 60
i i
S S
@ g
N A

A 40 3 40
o o
N\ N
H W
< <

20 20

0 0

2JVRSUR®EE(n=125) IIURIITE(n=121) IJVREUREE(n=18) ITIURYTE(n=15)
256 BARAEH

Q@ X 5EIREHEIER D 74 L A MO M BIIREHTEIEE . FAS]
FREIRFHEEE CHAIN—RSA VM HDOLDHEDZE(LER, FACIT-Fatigue AT — L CEHILIERN—RX 54 VoD

£IEDE (QOL) DE(L. TUA I A —BMRREE DG NEITOEVEDRELZERUCEESDEIGICHN
T 2IVMSUR DI OURR TICHR T DIELUNRIEINFE LI,

FREIRFHBEED 74+ AT OY

JJUSURE TIOURXY TR BER= (95%CI)

(n=125) (n=121)
LDHIBEDZ L3R (%) * A e -76.84 —-76.02  0.83(—3.56~5.21)
[BZ1EWIFACIT-Fatigue 207 6.40 067(-121~2.55)
2 IF7 DAL, a ° : ) : ' '
TUAIZ)L—Em A —eo—— 4.0 10.7 6.7(~0.18~14.21)
KIRBEDE|S (%) *
ANESOEVED A | ° | 68.0 64.5 2.9(—8.80~14.64)
RE(LZERER (%) ‘ ‘ ‘ ‘ ‘ ‘ ‘ ‘
-20 =15 =10 -5 0 5 10 15 20
TIOURR B LIVMSURERL AEBMY—-YY @ RHEE

* DHEDZ(LE RV T A I 2 —BMABREE DS ORBEEIF. TV I —1)VNSUR B TERI,
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Q@ &EEH : N—AX51Uh5Day 183F TOFACIT-Fatiguefd 2 27 DZAL[FAS]

R—2Z4h5Day 183F COFACIT-Fatiguefd 2 17 DZA D&/ FIEF LILNSUR B T7.07. TIUR T
B4 T6.40THY) . BZ=130.67 (95%Cl - —1.21~2.55) TUJz, 95%CID MRRfEIF—5% LB, LILNSUR DI IV T
(CX T BDIFHMENMREESNE U, Ffo. BARANERICH T 28 ME £EMELBRUS D ERIFBHONFEATLUI.
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N—=R54 2V S5SDFACIT-Fatiguef$ 2 17 DZE{EDFIIE (95%Cl) DIEFFHIZEL

FACIT-Fatigue#t$ 237 DZ1k,

T
127

183 (B)

BL 8 29 71
EIRAIR
2JURSURE(n) 125 120 125 125 125 125
TOURYTEM) 121 121 119 121 119 119

RN—254 Vh5Day 183F TOFACIT-Fatiguefs 237 DZEAL (BIRFHEIER)

= S|
VNSV E IJURRTE
(n=125) (n=121)
LSMean=SEM 7.07+0.773 6.40%0.789
LSMean®D &Rz (95%Cl) 0.67(—1.21~2.55)

LSMean : &R/\—FFIME. SEM : {R¥ER=

R—254 vh5Day 183F TOFACIT-Fatiguefd 2 A7 DL (Y72 IL— TR

BARAER
IJURSURE TIURYTE
(n=18) (n=15)
LSMean=SEM 5.75%1.643 2.81+1.605

LSMeanDEfREZ= (95%Cl)

2.93(=1.14~7.00)

LSMean : f/\ZZEFIEE. SEM | 1ZAE5R%E




XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

Q@ EHZEHFIR

VRS URCDBEEZ(F-BELH T, 1)VNSUR® OPERSHE T %300 A IESROBEECSHBEE (M50
BECSEREN'0.5 ug/mLKis) SN, 26 BRID 2% SHIRE#EL CREEANEHRUE U, — 1. T7URAY T DRS %
BFBEDIE15HTR—A5A VLREICIEPERCSEEN0.5 ug/mLL EDEERRDTENDGRLEE 1EERS
SNELc,.

HABEERIRGEDPNHEECSIF 3 MEPERHCSRE-BEIOT7 1)L

JJUR=UR® IJURRT
(ug/mL) i
1001 f = o Lt
i, . *
-~ 101 "
il < " o
8 M * * *

- I R A o __o__,_, o9
] . . . ¥ o ) I S § 4 ox il
BRI T B AN

0.01 | \Q 1* *\ 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
1 8 1522 29 43 57 71 85 99 113127 141 155 169 183 1 8 1522 29 43 57 71 85 99 113127 141 155 169 183
#HEEA (B)
Eugnhoigs Wikss WiRks5E

o METEECSERE 0.5 ug/mL.O | MEPCSEETIE. | SiE

FEDPRIBOKFHRIFPRIE, L MO NmldZNZNEIWUA MR OE 1 U UERY . OFFE 1 IR EILH NS
1.5XMUNAIEFEZERT .

Q=2

FEFHEHAR (26:8/)

BVERRIREF LIV UR B TF40.8%(51/12561) . IOV TECI341.3% (50/1214) TUIZ. EREIERI
BB G, LIVNSUR B TIF20.0%(25/1256) . TOUR T B TIF23.1%(28/1214) [CRHSNZFE LIz,

SERESBERETIVNIURCE T4 CREBEFRIISE. L M SHE, F 8. IVREAE. B/ AEZR L B
& FPIREAME/ FETBHE. £ HMHRE. BEARMEN OHEL. BUBEHIS16l) . TIUXI TE#E T (5
B2B. A LR/ iEHERREE R/ DA )L A LBk, B, MRS BER/ i thBR A ARG K. FhREs. FE(FIE
REMEFRRAENE 14 [CRDOSNE U,

FTIFLIVNIURBEHTRIBOHSNT TV TET 16 (FlRER) (CROOSNFUfc. BEERICK DR S PIAF
TIVRZURBETIFRBHOSNG TIURT TEH T (AR K DIED) [CFRDONE U, 26BN EE5HlEARIG.
RURUBEEBRICEZESPUIAIE. TIVNSUR BRI IR TEHEDICROSNFLATU.
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R ARRR

5287 —9hvbATBET

BVERFIRRGE. TIVNSUR M ETEE44.0% (55/12561) . TILNSUR“HNEEE19.3% (23/11961) T, EEIER(E
BR U,

BERESEREIIVNIUR M EE T 136 (BERRMEMAF)., BEERA )L Z 7 RERESIR MR T2, A LD R,
FEEBIRMASAE/ BUIE S 3y /2 BEE, IBEX. URIZE. HINES. FEEBHENSZ16) . 1ILNSU X )EE
T4 (BIAREADIE . F2L, RN/ BE MO ARER . REUAR/ FRINE, BAEARNRMEEN. SR, F=amkE/
FENERRX. K ONMECEAME . B R RIEREE . FEREN'S 141) [CERHSNFE L,

BT IV SURC G ClERH 5N T 1IVNSU RS ER C26 (FhieeE (FE MM R ICR IR L. iR
(CFETD) . FBMIIE] (CRHONFUTe. BEERICEL DR SPIEHIFE TN X MR CIFRHENT . LILAZUR®
YIBE C20| (FAREIC K DI BBREL AR (CERHONF U,

2EFD IV PSURHEE CEBULICROSNEEEER (5287 -9 YA THET)

ZIVRSUR" kR VRS URIEEE

E =5 BAAEH &M BAAEMH

(125%1) (1841 (11961) (1441)
IJVMSUR R SHAR (B) (FfE£SD) 473.2467.0 516.2462.1 290.7£70.4 318.6+53.3
LHEER 92.0(115) 100( 18) 81.5( 97) 92.9( 13)
5EfE 36.8( 46) 44.4( 8) 10.1( 12) 14.3( 2)
FREmR 19.2( 24) 389( 7) 8.4( 10) o( 0)
_FIREER 12.0( 15) 1.1 2) 13.4( 16) 57.1( 8)
FE 11.2( 14) 1110 2) 25( 3) 700 1)
(507 10.4( 13) 1.1 2) 5.0( 6) 700 1)
TR 10.4( 13) 0( 0) 5.0( 6) 700 1)
T 6(12) 1.1 2) 42( 5) o( 0)
=] 8(11) 56( 1) 25( 3) o( 0)
U4 LAY EERR 8(11) o( 0 1.7( 2 o( 0)
57 .0( 10) 1110 2) 6.7( 8) o 0
TORs 0( 10) o( 0 3.4( 4) o( 0)
SFEPEHEL 2( 9 56( 1) 08( 1) o( 0)
AU L IMSE 2( 9 o( 0) o( 0) o( 0)
ORGSR A 8) 1.1 2) 08( 1) o( 0)
AL 4 8) o( 0) 3.4( 4) o( 0)
@0t 60 7) 56( 1) 0.8( 1) o( 0
TERAE 6( 7) o( 0 42( 5 o( 0)
BhiE 6 7) o( 0 0.8( 1) o( 0)
YFIWIZINSYARTFI— L8N 6( 7) 0( 0) 0.8( 1) o( 0)
ATV RS 6( 7) 0( 0) o( 0) o( 0)

MedDRA/J ver.20.1
FIFBNE% (BI)
a) LILRSURCICYIWE R LIEDEEER



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

[ sietemmAEo' O VRE (PNH)

2-1. B RASIERER (TI7V XY TEEPOPNHEE ZHNRELIIERS V9 LERENR
BRERXER : ALXN1210-PNH-3025#5%)° '

9 HAWER : TTURR TR SICRIVMERBIAIIHE SN TVBPNHES ZRE U EERARISIEHER (ALXN1210-PNH-302) GRERESHTE L)
10)Kulasekararaj AG, et al. Blood. 2019;133(6):540-549. (F&#Bfx : A&tEklFAlexion Pharmaceuticals, Inc. DXIEICK>TEIES 1z, F&ICTAlexion Pharmaceuticals, Inc.d
HERUBBEERDAV/N—H'EFEND. ZEHICAlexion Pharmaceuticals, Inc. KWEHLE. BBRIH. MEBRESSEZELTCLRENSEND.)

@ iR =

[FEENBEHABU LTIV T DRSS #Z(F BERNICZELTVSPNHEBE ENRIC. TIUXY %
WHBEE LT LILNSURDIFL M EIRIT T B
EEIVeEES
OITTURI TS ILNZURE(CHIWB R cBETDLIVNSUR DR LM E BB HDIMZRSHTT B,
O 1LV DEMUEENDEN M RE THEY 2.
O 1)L URPDPK/PDRUGEERMDIFEEBRS T B,
OEHIRSEDIINSUR DM RUEMEZITHET 5.
O FEHARICTIURT THS LIVNIURC [CYWER e BEENRICLILNSUR DR 2M R UER =

B

BE6ABU ETIURR T DREEZ(F EBRNICEELTWVS18mLL EDOPNHEZ 19561 (1)LSUR®

BO7f. TOUXX TE98%. SEEAANELIF TIVNSURCBSH, TOUXT T E7HI)

FEMEFERS VY LMEERER RS MR ERER. 4BREDZTU— VT HEO% IR EEZ1)VNSU R 3
NIFIIURRTEICS VS LEIMIF Uz, TIUNSURYEHFDay 1ICHREICEDWCRELZYIEIAE. Day
15RUZNLIEIFSBICT AR EICEDVWCREUHIRAEZ. TIUXR TEF2BIC 1 OHERFAE900 mg
72 26 BERIEEIRAIR S Uz, 26BN S S LEIAHFEEHARIE T, TIVNSUR B TIVNZU RO Hkiais
LT IOURR TEDEEF LIVNSU R BE(TYIVER TIVNSURYIBE EL T B E kT Uz, fkiFTHAR

FRE2FEEUR,

< AIWPSURBEOBRSR I 1—)b >
2LRSUZED Day 1 15 71 127
r58(mg) e HERE
(KB40 kgl £60 kgis 2,400 3,000 3,000 3,000
{5860 kgLl £100 kgl 2,700 3,300 3,300 3,300
{AE100 kgt k 3,000 3,600 3,600 3,600

< IJURRTEDESRATIa—IL >

Day 1 15|29 43|57 |71 85|99 |113]127 141155 169
=

TOURYIORS5E(ME) | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900
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HETHIR (26:BRD S V9 LB F I EEERE TH)

<ZIVNZUR"HrGEEE>
IJILRSUR®D Day 183 239 295 351
52 (mg) RS
1KE40 kgl £60 kgkits 3,000 3,000 3,000 3,000
K860 kgl £100 kgkit 3,300 3,300 3,300 3,300
XE100 kgl t 3,600 3,600 3,600 3,600
<ZIVRSUR“EEE>
LILRSUZCD Day 183 197 253 309 365
®B58(mg) Vo fErsRE
K840 kgld £60 kgkits 2,400 3,000 3,000 3,000 3,000
1FE60 kgl £100 kgkit 2,700 3,300 3,300 3,300 3,300
AE100 kgl k£ 3,000 3,600 3,600 3,600 3,600

ELRTIEENN N—X 54 hSDay 183F COLDHEDZ L

VGl Day 183F TOTUAJA—BM* HIBBEDEEG. N—2X 51 Un5Day 183F TDFACIT-
Fatiguefd 207 DZAL* Day 183F COHM* OEHEME, Day 183F TCONETOL/MEDR
EL*EMERE

%1 TUAJZ)—BM EEICKH>TLDHENELEE_EBRD 1 SEFRMEITE FUCBICLDHEN 28 EIC LR U MEPSMOBIRN SR (B T
JOE VR 8. SN IFRER] BIINEZOEVET0 g/dLkE] EZMBER (MAVE) [MEAFZ S O], Ik FES, XEFERL) D551
MU EDSRICRIBIFRIE LB G LU,

%2 FACIT-Fatigue# X 37 DZAL 1 AD7H 3L HBNNT 2 EERRNICERIGES L)L OB, 3L EDFANFEERNICERRE S L NILDOBREEUI,

3 WMEN (QEEBSBV) B  ATJTOEVENI g/dLUT T RN UERBEDEMOBIEN (FAERZEZUICIBSE . BBREHE X SEROBEREICH
MOSINETOEVENT g/dLUTER I BEE LI,

XANETOEVBEOREL  BMAZECANETOEVENN—ISA VD52 g/dL HE UM ofdzd &L,

LA LDETIEEN NX—X 5+ >hSDay 365F COLDHEDZ L



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
IUNEUZCHISREESE1 100 mg/11 mLA'BUETH SEEHDBLVBRVEERT —91310 mg/mLEAIICL2DBDTT,

T 5 MR  RERMFFAS (RADBITNREM) & Ulc, TBFHMEE TH I R—RS51 UhH5Day
183F COLDHEDZELXRIFCESMRET IVICKDRERTENTE (MMRM) ZB W T JEE. K.
NUOFRRERSBHDODRBERZAT IUADIIEHDOBEENREL. Fle BREHDETENR CTHDN—
254D DHEEBRIS VS LBINEF T 22 ERMmER (oRBC) #MEE (Day 1KW1 248D
PRBCEIMD AR EHEEEU T UIc, LIVNSURCBET U TEDLIDHEDZELRDZEEF
DRHAI9S%IEFERE (C)) ZEH LT,
26;BRIDEE®. LDHBEDZ LEDERE (LILNSUR B —TIUXT T8 DI5%CID LR 15%% T
B2EEICIFEMNRITINDT EE U,

BIREHEIEE CH 2T LA I A —BMAERBEDE G R—X51Uh5Day 183F TDFACIT-
Fatiguefd 227 DZEAL. BMERHEREN ONEIT O MBEDRELEREZR 5B LICERN U,
TUA T2 —BMAERBE DS DR SBMZELEZTDIS%CI%E, BRIENewcombelSHERREIC
FEHUc. BESEEZEE. mMEDOBRRTFR TOEBEZDIEERG EZRB UL TMantel-Haenszel
weightEICRWERUfc. N\—2 54 VhSDay 183F TOFACIT-Fatigue$d 2 17 DAL Tld F 5T
MEBEBERUARERV.

TEVMEE CHHUMREISNIZIBE . CNSORIXEHAIEBIC DWW T DIES M ZEIREFIBEZ AL
TREU. TUA 72— BMERBEDIE TIFBRIZDIS%CID RN 20%% FE-SIBE. RN—
254 vh5Day 183F THFACIT-Fatiguefd 2 7 DZ1L TR BERIZDIS%CID RN —3% 0>
IE5E . BMMOIEHERE TIFEBEDISKCID RN -20%%Z LE->/cBE . ANEJOEVEBEOREL
ERERTIE BRIZEDISUCID FERN—20%% FE-S1ZBEICIELHN RIS ND T EE Uz, TNS5D
BIREHBIEE CIEL UM IREI S INEBE . BRREFIEZ AWV CEHEHIERRICHERKEQ.OSDEAIEE T
TR Tl R Y atad U) faly

2EFICHR . BARAEFIC OV THEFITHRESNICY T I — TR RO I T o1,
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Ib\%’é’%
- 2JVRSUR"EE IJURRIE# ast
; (n=97) (n=98) (N=195)
4Rl n (%)
St 50(51.5) 48(49.0) 98(50.3)
gogid 47(48.5) 50(51.0) 97(49.7)
HEEOIRSEOES. ¥4 (SD) . 5% 46.6(14.4) 48.8(14.0) 47.7(14.2)
A& .n(%)
BHA 50(51.5) 61(62.2) 111(56.9)
7IT AN 23(23.7) 19(19.4) 42(21.5)
BAEA 5(5.2) 7(7.1) 12(6.2)
T IUNRT AIAN 5(5.2) 3(3.1) 8(4.1)
ZO/ 2L FDAFE 3(3.1) 1 (1.0) 4(2.1)
7R L/ AN 16(16.5) 4(14.3) 30(15.4)
A8, F5(SD) . kg 72.4(16.8) 73.4(14.6) 72.9(15.7)
5R&.FH(SD).cm 168.3(10.1) 168.8(9.9) 168.5(10.0)
B OIRSEIDIIURT TIREH/E. £ 6.0(3.5) 5.6(3.5) 5.8(3.5)
HEREYI OISR SH11 FL A BEIRIMmEK/
S, N (%) 13(13.4) 12(12.2) 25(12.8)
PNHE2 Rl DS, S5 (SD) . i5% 34.1(14.4) 36.8(14.1) 35.5(14.3)
PNHE2Hih' SR ES IIRIRE CORIR.
5 (SD) . 12.4(8.4) 11.9(9.4) 12.2(8.9)
LDHfE. 5 (SD) *, U/L 228.0(48.7) 235.2(49.7) 231.6(49.2)
PNHZO—>9 4 X, F45(SD). %
NEYFRIMEBK 14.9(19.6) 16.3(23.6) 15.6(21.6)
MEYFRImER " 44.6(30.5) 43.5(29.7) 44.0(30.0)
FOFRIIER 60.6(32.5) 59.5(31.4) 60.1(31.9)
FEHIIR 82.6(23.6) 84.0(21.4) 83.3(22.5)
BIR 85.6(20.5) 86.1(19.7) 85.9(20.0)
ANEZOEVE FH(SD) . g/L 110.8(18.4) 109.1(18.4) F—91RL
NFhTOEME. T (SD) . g/L 0.283(0.235) 0.255(0.174) F—I1RU
BABMERTEEROHE. N (%) 28(28.9) 22(22.4) 50(25.6)
BARRMEMOBE. N (%) 34(35.1) 39(39.8) 73(37.4)

SD : 1R fRE
* EAEFNH 1 120~246 U/L

T Glycosylphosphatidylinositol(GPI) 77 >/ — BU&HR A FHIEHEF CD5 9 R U'CD5 5 Fe 2 [ CRIBUTZIRIMER
T EEEEE 1 11.5~16.0 g/dL(ZMH) KRU13.0~17.5 g/dL(514)

§ BRI 0.4~2.4 g/dL




XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

Q@ X—RS51h5Day 183F TOLDHEDZ{LE[FAS]

R—=254 n5Day 183F TOLDHEDZELRDR/N_TFEIF. LILNSUR B T-0.82%. TIUXI BT
8.39% ). BrRZEIF—9.21%(95%Cl : —18.84~0.42) TUI. 95%CID LR 15% % FEYW. LILASURY D
TOURRTCHT BIFHMUNIEEISNE LIS, Fle. BARANERICH I 2B 2EFAEEBEUS DEBRERHSN

FBATUL,
R—=254 2V HhSDLDHEDZE{LZERDFIIE (95%CI) DIRIFHZEIL
(%)
60
40 -
"
R\
R
S 20
|
T
a
0,
_207 T T 177 I I I I I I I I I I I I I I I I
BL 8152229 43 57 71 85 99 113127 141155169183197 225 253 309 365 (B)
ERE2HAR
2JURSUREE(N) 97 939%9%49% 94 96 93 92 93 94 94 94 95 9% 95 93 94 93
TOUXITEE(N) 9898949%95 95 96 95 96 96 96 95 94 92 95 95 94 91 94 93 93
R—Z54 vh5Day 183%F COLDHENZ(LR (X EHHIER)
25£H
2JURSURTE TIURY IR
(n=97) (n=98)
LSMean=SEM —0.82+3.033% 8.39+3.041%
LSMleanDfs}72= (95%Cl) —9.21%(—18.84~0.42)
LSMean : f/\ ZFFHE. SEM | 1ZAE5R%=
N—254 7 h5Day 183F TOLDHIEDZE(LER (U 77 IL— &)
BAAEH
IJLRSURE B TOURNTE
(n=5) (n=7)
LSMean=SEM 8.34+5.760% 15.77%£5.026%
LSMeanME$f57= (95%Cl) —7.42%(—=21.85~7.01)

LSMean : f/\"FF15f8. SEM | {34352
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Q@ N—RS51h5Day 365F TOLDHEDZE{LE [Z DftidDFEHIER. FAS]

R—=254 h6Day 365% COLDHBEDZE(LRDER/N_FTFEIF, 1)UZUR® R ©8.87%. LILNZUR Y&
B T6.14%T LIz,

NR—251vh5Day 365% TOLDHENZELE"

SEH BARANER (U 77 )L—T#EHT)
IJURSUR kiR 2)URSURC RS 2I)URSUR ki EE I)URSURCEERE
(n=97) (n=98) (n=5) (n=7)
LSMean=SEM 8.87+2.925% 6.14+2.937% 15.58%£5.511% 16.64+4.749%
LSMeanDEfEZ= 2.73% —-1.06%
(95%Cl) (—6.22~11.68) (—=15.05~12.93)

LSMean : &/ "FF1518. SEM | {5452

#%Day 183ICTYURYTEIF IIVNIUR B SICHIVER LIV UR BB L C AR ZE i LIz,

Q@ IEFHHEEED 7+L AN Ov N [ EESHEIER. FAS]

FEHHEETH DR T4 UN5Day 183F TOLDHEDZE(LE T, TIURR T (CH T2 LILIUR DI M
DIREEDER S NE LI,

FEFHHEBO 74ROV
2JURZURCE IOURRTE B9 (95%Cl)
(n=97) (n=98)
LDHIBEDZE L3R (%) * A | ® | -0.82 8.39 9.21(—0.42~18.84)
20 =15 =10 -5 0 5 10 15 20
TIJURRTEBA TIVSURMEN AERHY—YY @ EHEE

* DHIEDZLEDEEREZ(G TIURXY T B —LIVNSURBETET,

@Day 183FTDI LA J R —BMRIRBEDEIS [FAS]

Day 183F CICTUA I A —AMHFEIRUBEDESF. TIUXY I B T5.1%(5/9861) TiW, LIV 8
TFEROSNFBATUIC, TTUXR TETRDONT VA T Z)L—BM7 4% (561) DB A EAR+ 2 1RCEEEMNR
(EBECSREN'0.5 ug/mLLLE) EBSEL. 3HHFRRLEEL TV XU, BAAEH TR TUA IR —BMERIF
FHONFEATULZ,



XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

Day 183FTDI LA 7RI —BMFEREFEDES BIRFHHIES)

25
2)UhSUREE TIURYTE
(n=97) (n=98)
TLAIR)V—BMFER. N 0 5(5.1%)

E¥E7= (95%Cl)

—5.1%(-18.99~8.89)

Day 183FTDI LA IRV —BMRREEDES (Y I 7 IL—T )

BARAEH

2)URSUREE
(n=5)

TIURYTEE
(n=7)

TLA I Z)Ib—BMmFER. n

0

0

Bz (95%Cl)

@Day 183F TOHIMELEHERE [FAS]

Day 183% COEIMBIEHERE(E. 1IVNSUR B T87.6%. T IR TECT82.7% TUlc. B Z=(E5.5% (95%Cl :
—4.27~15.68) T.95%CID FBRIF—20%% LEY, LILSUR DI IURY TR T DIEL DRI I NELIZ,
Fle.BRAERICB 2B F. 2EMEERUSDBRIFFBOHSNFE T A TUIZ.

Day 1833 Tl EeERL =R (B XEHHIRE)

(%) B¥RIE (95%Cl):
100 5.5%(—4.27~15.68)

Day 183% GO OlE:ER R
B o [e)
o o o

| | |

N
o
|

TIYURY T8 (n=98)

LU REE(n=97)

=&

Day 183X TOH#MDOIEHERR (Y77 IL—TH#EHh)

(%)
100

Day 183% GOl olHERL R
B [o)] o]
o o o

| | |

N
o
|

BRI (95%C):
22.9%(—36.23~71.64)

\ \
4/5 4/7

ZILEZUREE(n=5)

I |
TIIURRYTE#(n=7)

BAAEH
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@Day 183F TOANES O NEDRE(LEREFAS]
Day 183F CONEJ/OEVEDRELEMNRIG. LILNSURE T76.3%. LTI T B T75.5% T Ul B =S

1.49%(95%Cl: —=10.41~13.31) T.95%CID FRIF—20%% _EEY), TIVRSUR DI IURR T (CHT DL MHN
REESNKUTC, Ffe. BAAERICH I 2EMMEE 2EMEEBRUSDERIFBDHSNFEATUR.

Day 183FTOANET OEVBNLE L EZmME (Bl REHEEE) Day 183X TONET OE/ENREILERE (Y77 )L —TH#Hf)

(%) (%)
100 100
B4R (95%C):
1.4%(~10.41~13.31)
\ |

80 80
B B
= =
) )
= =

60 60
i g
S e
@ @
N A

\J 40 A 40
ju o
NN ™
¢ ¢

RS (95%C)):
20 7 20 31.4%(=29.06~77.74)
\ |
3/5 2/7
0 0 T ]
AVRSUREE(n=97) TIURITE(n=98) ZILRSUR B (n=5) TIIURTTE(n=7)
£&5£H BARAEH

Q@ X 5EIREHEIER D 74 L A MO M BIIREHTEIEE . FAS]
FREXFHEEE CH2 IV I A —BMEREEDE G, FACIT-Fatigue 2T — )L TFHELIER—Z S 1V Hh5

DQOLDZEAL, BMEE #ER Ul BEDEE NETOEVREREER UCEBEDESICSNT, LJLAEUR®D
TOURXRRTICHNT BIFHBMNIRIESNE U,

FREIRFHBEED 74+ AT OY

IJVNSURE ITIJURXY TR BFRG=(95%CI)
(n=97) (n=98)
TUA O Z)—ia ‘ ‘ _ ~
SRS BB (%) A | ) | 0 5.1 5.1(—8.89~18.99)
[BEBHRIFACIT-Fatigue o
@2 P DAL A @ 2.01 0.54 1.47(-0.21~3.15)
B[ [C1EHERL R (%) A | ® | 87.6 82.7 5.5(—4.27~15.68)
ANEZOESED ‘ | 7 7 1.4(-10.41~13.31
S %) A ® 6.3 5.5 A(=10. 3.31)
-20 -15 =10 -5 O 5 10 15 20
TIOURXRTEBA TIVSURME AEEHY—YY @ stEE

* TUA T2 —BMARBEDIEORERER. TIOUXY T B —1IUNSUR B TR,
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XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

Q@ &EIEHR : N—A51h5Day 183F TOFACIT-Fatiguefd 2 27 DZAL[FAS]

R—254h5Day 183FTHOFACIT-Fatiguefa 2 a7 DZAL DR/ FF(EE 1)U U B T2.01, TIUX
Y TBTO.54ToHY), BERIEIF1.47 (95%Cl : —0.21~3.15) LTz, 95%CID FR{EE—3% LAY, T)LRIUZD
TOURY T CHI BIELUNBISNE UL, . BAAERICBIT 28K IE. 2EMELER LS DRBRERDS
NEHATLI.

N—=R54 VhS5SDFACIT-Fatiguef§ 2 17 DZE{EDFIIE (95%Cl) DIEEFHIZEL

4

P e et

&

8

N 2

M

R

o

i

£ 0]

(]

=

—1 4
_2 1 T T T T T T
BL 8 29 71 127 183 (B)
e
JJURSUREE(n) 97 96 94 95 95 9%
TOURXYTE(n) 98 91 94 95 97 95
N—254h5Day 183F CNDFACIT-Fatiguefs 237 OZE(L (BIREHEIER)
S£E£EMH
2JURSUR E TIURY B
(n=97) (n=98)

LSMean=SEM 2.014+0.697 0.54+0.704
LSMeanD &7 (95%Cl) 1.47(—=0.21~3.15)

LSMean : f/\ZFEFE. SEM | 12451 E

N—254 U h5Day 183F TOFACIT-Fatiguef8 27 DZEAL (B 77 IL— T &)

BARAER
2JUREUR E TIURNTE
(n=5) (n=7)
LSMean=SEM 3.92+3.651 —0.53%3.093
LSMeanD &= (95%Cl) 4.45(-5.97~14.87)

LSMean : f/\"FF15f8. SEM | {34352
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Q@ EHZEHFIR

VRS URCDBEEZ(F-BELH T, 1)VNSUR® OPERSHE T %300 A IESROBEECSHBEE (M50
BECSEREN'0.5 ug/mLKis) SN, 26 BRID 2% SHIRE#EL CREEANEHRUE U, — 1. T7URAY T DRS %
RIFBEDSIB7H TR—RS5 A VEICIE R CSEEN0.5 ug/mUL EDEEZRDTENDRLED1TERHS
nxELic,

IJURXIY BEROPNHEBCHIFZIMEDERHCSEE-ER 0771

2ILREUZR® IJURTT
(ug/mL) " P 7
* * « *
10 *
.
o . . ’
:ﬂlg 17 * * * *
8 7777777777777777777777777777 f*f**f*f@jfféfffiffif?f; *70777
E& N « % o i* P38 o P K
# . . . - i i gy ny BEe g
0.1 — . * B ® ® ok &
Pt g0 I : :
¥ ¥ £ Y H ¥
;f‘i : | 0 o
0.01{ - 8 He
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
1 8 1522 29 43 57 71 85 99 113127 141155169 183 1 8 1522 29 43 57 71 85 99 113127 141 155 169 183

HRMr (B8)

BEugnhroiss Wikss EiRsE

-~ ETBECSRE 0.5 pg/mL. O 1 MIBPCSRETIE, % : S4B
EODRBOKFRIGDRIE, EERO T iRFZNZNEIWH IR OE 1 I METS . OIS 1 IR OELAH IS
15X REERT .

0=l

FEETEHAR (26;:8/R)

BWERRIRERF VNIV R B TIF24.7% (24/976)) . LTIV TETIE14.3% (14/986l) TUT. ERBIEMRE
BB GO, LIVNSUR B TIE12.4%(12/976)) . TIU X TEETIF4.1% (4/9881) [CERHSNFE LT,
SEREEERIFIIVNIUR B TAH (FTRERLE. BF/ T A/ BRAE . A VTV IS KEXDE14)). T
U TEET8H (FE3MBM2AI, 2B HZE X BZE BEENS1H) (CERHONE L.
REBEERICLDBRESDUAIFE LIV UREHROIIUAN TBHEBICRDOSNFLBATUR.



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

52BF—9hvhATHET

EERFERRE. TILMSU R #558£33.0%(32/974) . LILA=URE)EEEE18.9% (18/9561) T. EHBIEAIF
BR U,

BELBEEERIFIIVNZU T HEGEE COBI (RE26). IRTER . BREF. Fik. S DK KgX. KBB4~ 7ILI v
HE16) . TIUSZUZCYIBEE 7B (B/ABE e, B3, Bk, &R a0, FFES. A > 7LV YHE16) [C589
5NEL,

REBEEBRICLDRSDIAIS IV R MFE RO LIV UR YIBFHEBICRBHONFEATUIL,

2EEDLIVNSURCHFEE TEBU LICRHSNEEEBR (5287 —Ihy b4 THFET)

ZIVRSUR" kR VRS UR IR
E =5 BAAEH 25 BAAEH
(9741) (561) (9541 (781)
2JVMSURRSHAR (H) (FfELSD) 394.5+50.7 407.8+25.9 216.0+27.8 234.3+19.2
LEEER 95.9(93) 100( 5) 80.0(76) 85.7( 6)
5EfE 32.0(31) 40.0( 2) 12.6(12) 0( 0)
_FIREER 24.7(24) 100( 5) 7.4(7) 28.6( 2)
REm 24.7(24) 0( 0) 10.5(10) 0( 0)
b 17.5(17) 0( 0 14.7(14) 0( 0)
FE 15.5(15) 0( 0) 7.4(7) 0( 0)
A 15.5(15) 0( 0) 5.3( 5) 14.3( 1)
=) 11.3(11) 0( 0) 5.3( 5) 0( 0)
i=FE 10.3(10) 0( 0) 4.2( 4) 0( 0)
75 3(9) 0( 0) 4.2( 4) 0( 0)
TURs 8.2( 8) 0o( 0) 5.3( 5) 14.3( 1)
10t 8.2( 8) 0( 0) 3.2( 3) 0( 0)
e 8.2( 8) 0( 0) 2.1(2) 0( 0)
2% 7.2(7) 20.0( 1) 110 1) 0( 0)
A VIWI VYRS 7.2(7) 0( 0) 5.3( 5) 0( 0)
am 6.2( 6) 0( 0) 5.3( 5) 14.3( 1)
S 6.2( 6) 0( 0) 110 1) 0( 0)
SEENESHEL 5.2( 5) 0( 0) 7.4(7) 0( 0)
] 5.2( 5) 0( 0) 6.3( 6) 0( 0)
FREGRRZ 5.2( 5) 0( 0) 3.2( 3) 0( 0)
Ko7 5.2( 5) 0( 0) 3.2( 3) 0( 0)
ORISR 5.2( 5) 0( 0) 3.2( 3) 0( 0)
AVIIWIVY 5.2( 5) 0( 0) 2.1(2) 0( 0)
SFERRIAME 5.2( 5) 0( 0) 110 1) 0( 0)

MedDRA/J ver.20.1
HIREE% (B0
a) LILNSURCITYIWNEB R LBEDEEER
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[ sietemmAEo' O VRE (PNH)

2-2. EFFHESMAEEER (ALXN1210-PNH-302:458) DM FERARICE 175100 mg/mLEH]
~DYHEZ

TNHRER: STURY T ZRSPOEARAPNHEBZHRELIZ10 mg/mLEFINS100 mg/mLEFINDY)JE X 58 (ALXN1210-PNH-302iERGER) (FGRESTHEHE )

Q@ tIWEX /N — DI (ALXN1210-PNH-30258 82 DIIE(C DL\ TlEp.29~31 & 8E)

ERE 2)UA=URE D10 mg/mLEEINS 100 mg/mLEEINGIWER feBARAPNHEBE (LB T 2R LM, RYEEE.
SRERUEROBME AT D,

ALXN1210-PNH-302E2 DRI 10 mg/mLEEINS100 mg/mLEKINGIWER e BARADRA
PNHz2% 84

B R RS DS TE DBSHEA (Day 855 : 3. Day 869 : 24, Day 911 : 14, Day 925 : 241)(C10 mg/mL
EFIN'S100 mg/mLEEICEIVEZ  PIWEB R (2100 mg/mLEEIZ2E (8iE L) 25U, 100 mg/mL
BRINDYIE R BT TR - BRICEEFRH ol PIUEB R/ S — N ORBEBIFEE T 108 T&H o1,

ALXN1210-PNH-302 5k (A D1

AIU-Z7 8 N (o= | HirHAR
(4:8r/) (26;87) (HEDHIRET)
2)LEURCOY)CIRE* ZIVhEURCOHERHE" 2ILBZURCOHERRE"
Day 1 Day 15ZD#8ETE SIBT EITHART
> >
(N=97)
IJURRTZ6HAME Day 855 Day 911
LTI 100 me/mise
(N=195) IILRZURCD
YoRE* IV URCOHERIRE*
(N=98) Day 183 Day 197 Z0#8BET&
| |
TIIURR T DH#EFRFFAZE900 mg
Day 1Z0#2BT& Day 869 Day 925
R ———
100 mg/mL&&|

* TIUNSURCOYNTRRIFAEA0 kgl F60 kgaRiBDEE T2,400 mg. 60 kgl 100 kgaiBmEET2,700 mg. 100 kgl EDEET3,000 mgeL.
HEFRSFIEI3AEE40 kgll E60 kgBMEET3,000 mg. 60 kgl £100 kgBDeEE 3,300 mg. 100 kgl EDBET3,600 mgeUiz,

PWBAN-bDBERT I 21—

838/ 818 28]

10 mg/mL&EID 100 mg/mL&EEID 100 mg/mLEFID FHERIC THS
RI%RS 1aB#s 20B#ES DRbT

LDHBORESHIER  FHEEE N CRIEUCEE SR (TEAE) RUBEERBRHEER (SAE) IrE

TTRE B R OB S MRAT R RERIE 100 mg/mLadElE 1 B HES SN2 TOBREELE, 100 mg/mL
BIHINDEIUEB R EDay 1&U, YIWER A DS28555 (Day —111R0Day —55. B501cDay 56K 0Day
70) DLDHEZEFELT.
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XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

BEESR
B (n=8)
TR N (%)

By 6(75.0)

egid 2(25.0)
HESERYOIR SIFOER. T (SD) 5% 48.9(12.8)
A& .n (%)

BAA 8(100)
A&, F(SD). kg 69.2(17.2)
SR.F15(SD).cm 168.8(8.5)
BMI. 15 (SD). |<g/m2 24.0(4.0)

SD iR fRE

@ FAIDIZSHF

100 mg/mLEHE| DRSS/ (EE : 40~67%3) (310 mg/mLEF| D& S/ (& : 121~1549) LU BBV E
HRENELI,

@ 10 mg/mLEFIH 5100 mg/mLEFIN DN E Z B DLDHIED

10 mg/mLE&INS 100 mg/mLEEINDY)E R 51 DLDHBEDHRE (FLI T D@ TUIz,.

100 mg/mLEBI~NDYIWE X A& DLDHIED#: (F13{EXSD)

(U/L)
500 1 10 mg/mLEgx| 100 mg/mLE4H]

400 4 |

-+ .

LDH{E

2004
,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,, 120
100 + : : | : :
—111 -55 1 56 70 (B)
ERE2HAR
n 8 8 8 8 8

TARIFEREE TR (120 U/L) . siRIFEEE LR (246 U/L) &R . LDH{EIFDay —111.Day —55.Day 1. &UDay 56 Cld#&5ai1ICEEL. Day 70T
(FBEEFRIE LTz,
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O==2it

100 mg/mLEEI~NDYIIBZ&IC. HBEBE N CTRIBUICEETER (TEAE) 1'8HId541 (62.5%) TRH>SNF LIz,
FIEAIIBZ RIS (BR) iaBREREMICKVEBREEORRBRNAMEE CERVEFHESNICTEAEZREIRLE
Ul UIWEBZ&(CGrade 3MTEAEA BIICHIRLE LAY, Grade 4Rl EDTEAERFRIELFBATUIFETXIF
ABREDESPIEDULIEFUMICESILTEAERFEIRELEF B ATUIL. EERESTERIF10 mg/mLEEI T34 (Bt
B0, MBI A RIRERERENEZ1461) . 100 mg/mLEEIT14l (FFF2) [CHEIRLE LI, 100 mg/mLEEI~DYIY
BRBIC2FI ETHIBUILTEAER ESUERRZ (261) DH TUTZ. 24 LT, 100 mg/mLABINDYIWE X %5
HONEBEEEROOT7A)VIE PNHEE TRIISINTLSD10 mg/mLEEIDZ2M 0774 )LEFEBLTVE
Uiz

HEAET CRELCASER"

10 mg/mL&E! (81) 100 mg/mL&s%l (8%l
Ao | soRem BB | REEH
RREE (AF) 19.4 1.0
TEAESKIRGIZY 7875 | 26 5625 | 8
RRIES SUBERE 7(87.5) 26 5(62.5) 7
B 1(12.5) 3 2(25.0) 3
B 1(12.5) 1 1(12.5) 2
_EIREE 7(87.5) 21 1(12.5) 1
B 1(12.5) 1 1(12.5) 1
MRS KOV /INRES 0 0 1(12.5) 1
i 0 0 1(12.5) 1

MedDRA /J ver.23.0
TEAE : EEE N CRIBLICASER
%100 mg/mLEHINR ST N8HI TROSNCBRDHLH,



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
IUNEUZCHISREESE1 100 mg/11 mLA'BUETH SEEHDBLVBRVEERT —91310 mg/mLEAIICL2DBDTT,

[ sietemmAEo' O VRE (PNH)
3-1. Zlb/IB5ER (ALXN1210-PNH-10351#5%. ALXN1210-PNH-201

HER) (AERDERRR) (A7 —9)™>"

12)HER BN SBIBAEREEER (ALXN1210-PNH-103) GREREFSTHEE )
13) A& BN FEIERAEHIERER (ALXN1210-PNH-201) (GRERISEHIE )

@ E1b#HRER (ALXN1210-PNH-1035E8) DR ERINE

WIAEERIFEBEDPNHEE(IC LILNSUR R EBIRNIR S UlcEEDR2 M. BE . B3t PK/PD. &
BRMEZFHIT 2.

FABEERIFBED 185 EDPNHEZ 134

FEIBIFERRERS LR EARBRENASTIERER. Ih—N (6] (TR—Nal22fl IR—Nblc4
), DIR— R 2(C 7B EE I AN T,
Tk—NaTlrBAREELTIILNSUR®400 mgZzDay 1.812.600 mgZzDay 15(CERIRPIIR S L. R
FAELLTIILREUR®900 mgZEDay 29K O F N F 4B T &2 TE#RAIR S Uic, JiIk—M aTRIID
20M400 mgikEh5ESNREMT — % 5HE%IC. DR— M bICABIEEH ANz, JR—R b Tl &
ABEELTIILREUR®600 mgZzDay 1. 15(CE8IRAIR S L. #SAEELTTILASUR®900 mgZEDay
20ROFNLEF 4B E(CT EEERNIR S Ulc. T T — 9 EZI UV T EEA (DMC) A, Jih—~1ad 24l
(SHUTHEFFE900 mgDAEH8 5% 148LEIC LIV SUR DR MR UOBEIEEHEL, Z2M ED
SN RDSNIBEVESIC, Ih—R2(CEBEEEF ANDTEEUI,
R—R2 Tl EAREELTIILNSUR®600 mgZzDay 112,900 mg#Day 151C88HRMIE S L. #ESH
SELTLILASUR®1,800 mgzDay 29K UZ NG 4B T E(C1 OERMIZ S UTc. Ih—R2 T3 &
FD2H TABEDES AR T U 148%(C.DMCHEEEDREUNOBREDRET —I =L, £
TOIR—MDEEBNAEN VR SERELER FICIETRE CH N ERR U, 5T T24BRDE A H
B HESHAR R T UTc . SR 2FE R OMGEEIRI CRITU MR B CE— DR R U SER T 1ILASY
AR 5D EE U,

AIU—=7 BABAR UHERHA T AAR
308/ 1698 2£FR
Jik—b 1a  Twk Twk 2wks  4wks — 4wks 4 wks 4wks >
N=2 Tttt 4 4 4 4 " 900 mg 4BT&
400mg 400 mg i 600mg 900 mg 900 mg 900 mg 900 mg 900 mg
JR—bk 1b ﬁz wks 2 Wksi 4wks  4wks 4 wks 4wks
N=4 ot it i * 1 +7 900 mg 4BTE

i
600 mg 600 mg 5900 mg  900mg 900 mg 900 mg 900 mg
i
i

TJik—k 2 372 wks 2wks 4wks 4wks 4wks 4wks >
N=7 1 t 4 t + t 71800 mg 4BTE
TE?\FHE Tﬁ.ﬁﬁﬁﬁi 600mg 900mg 1,800 mg 1800mg 1800mg 1,800 mg 1,800 mg
NR—=X T h5Day 169F TOLDHEDZE L
BIMBEHED IR ZHNRE ) VS A—F DZEAL PNHERERIEIX DZ1L
BRI HRERFFAS (REMBITIREF DS S . L DHOR— 54 VERULILNEUR )T
BE5BD1FRUETOLDHOAIEEZE T 2EE) EUlc. BRMEOFEFHMAIERFREE b7 IUAIL
ZHOBETENR) RULDHDNRN—IX S A /B (EFEHOBETENR) ZHEEE U THHAATITEE R
ETIVICKDRERIERNTE MMRM) ZAW T ERRR CELENRUEEEN0TH 2L T DRERN
FHINBDENEIRE UTc. BERDREDHDBHEEIC(F. G ZAV . BED TIF NRN—RS1
MSDZELENUZE{LEZEWilcoxonDFFSIBAMARE Z WL CTEEMTUIZ. Day 16907 —9 W RAIDES
[CXUTIElast observation carried forward (LOCF) ZR Wz, B DEEEH MRV EHMMRMIC
KB TR UIED DB G IC(F LDHD F AT ICWilcoxon DR SIEIREZRWN 2L LT,
6. FiERURE (h#%)
(RIEMRBENES OE VRIE)

BERAICE STUIYT ELFHEIRR) LT BEDREZEZEL. 102,400~3,000 mgZzpsAELL. F0R52;:8%(C10
3,000~3,600 mg. LIESE T &1C1@3,000~3,600 mgZsU@EsEd .

43



BRPRRIR

@ SEI4HRER (ALXN1210-PNH-201:%5%) DRERINE

ABESEIFSBEOPNHESIC LU U R RIESIRAR S Ul S0 R 2. BB k. PK/PD. ®i&E
RH=SHES 5.

FAFREFISAED 185U EDPNHEE 266

EMBFERRERS L HRABAEFERR, BEX4 DD IR—MNIERNICHEHI AN,

JRk—b BEH ECYNC HERTHR

Day 111,400 mg | Day 29U ZNLIEIF4BETE (Day 57.Day 85.Day 113.Day 141,
Day 15(21,000 mg | Day 169.Day 197.Day 225.Day 253%)(21,000 mgZz&5

Day 112,000 mg | Day 43RUZNLIEIZ6ETE (Day 85.Day 127.Day 169.Day

1 6

2 © | Day 22121600 mg | 211.Day 253%121.600 mg7fs
, . |Day 1121.600 mg | Day 29RUZ N 4I38 BT & (Day 85.Day 141.Day 197.Day 253"
Day 15(21,600 mg | (£2,400 mgZzi&k5
o NS N [
. 2 | Day 123,000 mg | D2 29BUENLIEIE1 2BTE (Day 113.Day 197.Day 281°)|

5,400 mgZiz s
* GO SADREED. 122U . Day  253(27k—h 1. Jih—h2, Ji—h3)X(dDay 281 (2ih—h4) D SHIEHEIHEFHIC U TRET 5T e s U,

29U-ZV 75 BABR UM HfeHAR
3084 2538E 24F [

aR—h~ 1 R 2uks g 2wks pyg 4 Wks gz R R

N=6 SR t 71,000 mg 4BTE

1,400 mg 1,000 mg 1,000mg 1,000 mg 4iBZ&

TJik—k 2 R 3wks pyy 3wks g3 6 WKs pgg R -

N=6 1 t + t 71,600 mg GATE

2,000mg 1,600 mg 1,600mg 1,600 mg 6BTE

jn_\_l\ 3 _ 2 wks DI5 2wks D29 8 wks D85 o~ _

N=7 ot + 72,400 mg 8BTE

1,600 mg 1,600 mg 2400 mg 2,400 mg 8ETE
4 wk

JR—h 4 . W D29 > .

N=7 1 t 5,400 mg 12BT&

3000mg 5400 mg 12T
terme Twsms

Day 253[CAHBORBAMGIIBE L CaBMBDICIR S SNIHRAEERACAE TLILNSUR DR 5 Z kT TF
DT EEUIS,

NR—254h5Day 2535 COLDHEDZL,

A IMESEDIRZMIRET) $S5 X —5 DZA b, PNHERFRER DZL,

B DB SRERFFAS (ZEMBITNRERD S5, LDHOR— RS54 ERVLILNEU R YE
BE5ZDIFRUETCOLDHDRAEEZE I 22EE) EUlc. BEDFETHBIES [FRkR (O IUAIL
ZHOBETENR) RULDHDOR— 54 UME (EREHDOETENR) ZHEEEU TRHAAISREMRE
TIVIC KB RERIERRNTE (MMRM) ZFA WV T ER kR CELENUZE(EERN0TH D E T DIRFINE
HNENDDENERRE Uc. BEARDREOHDEUESE(IC ([ EESZEAVC BREDT TR ARN—X5(
hSDZELBRUZE LEEWilcoxonDFFSIBAHEEZB WV T UIZ. Day 253 (2h—h1~3) &
Day 281 (3i—b4) DF—I M RAIDEE(CSHUTIFlast observation carried forward (LOCF) %
AU,



XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

OZE: RERSOBEMN

FEIbEE BN OB I B TR ICBITUIL38AINSBEONIRIIRS T —9 DR LDHERUANEZOLEY
BEOREFNHERIILTDOEI CTUI,

LDHED#ZEFHIH#£72 (551b/ MAEEHBR DPNH#t R E)

(U/L)
600 1
i — 2JURZUZR®
500 - FA9ELSD
@ 4007
o 1
o ;
300 -
200 -
100 7: 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 T T T T T T T T T T T T T T T T T T T
0 10 20 30 40 50 60 70 80 9 1006&)
TSEt
ANEJ OEVEDZIFHETR (551b/ T1BEKER DPNHiKE L)
(g/L)
150 E
—— 2JLhSUR®
140 5 FA5{E+SD
@ 130
B ]
g 120
o TT1IT ]
110 * J J J J J J 1
100
90 é 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 T T T T T T T T T T T T T T T T T T T
0 10 20 30 40 50 60 70 80 =) 100 G&)
ERERHAR
=2

BIfERFIRZEIZ41.0%(16/390) THY . TIFEEBRIFFEREA8.7%(19/394) . LBEREZ46.2%(18/3941) TUTZ,
BEIGEEERIF 141 8¢ (Al BEEENERENE 2, FEEEF PERBIAME. B0, BD. F2, 2BEX. sEUILEY
IMJE. PRESRRZL, BERR N B MU sk, ESUBR AR, LB G HHE. FLIRR P IRARSER. 5. BER IR 141) (2
ROSNF U EEMUBEBRICK DR SFPILFEROSNEEBATU,

6. FIERUHE (kP

(RIEMRENTEIOEVRE)

BERACE STV T (BLFHEBER) ELT BEDREZEREL. 102,400~3,000 mgZhsAE L. YOk S5 2B%(C10
3,000~3,600 mg. MkE8ET&(C1@3,000~3,600 mgZz R EaEEd 2.
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| sietemm~Eo' O VRE (PNH)
3-2. IHE5ER (ALXN1210-PNH-2015158) OMGHARIIC 5135100 mg/mLEFIADYIW B (BT —9) ™

14)HNER STV T ZBSPONEAPNHEE ZRHRELZ10 mg/mLEFINS100 mg/mLEEINDEIVEZ 58k (ALXN1210-PNH-20 1ERHER) (FEREGSHEE)

Q@ IWE X /S—NDOEIE (ALXN1210-PNH-201 SHERDIEIEIC DV T3 p.44 % BER)

EEEE 1/)UN=URPD10 mg/mLEEINS 100 mg/mLEEINGIWEZ e HEAPNHEE (LB (I DR LM Y8
BB R RENOBWEZTHH T 2.

ALXN1210-PNH-20 158D FE5HM AR 25T 1 L. kit EAR ST U N E A DA PNHEE 264

R EIRIT DR E OISR (FEDORROERESR) (2, Ih—h ~4DEE%10 mg/mLEEINS5100 mg/mL
RAENCEIEBZ 2. 100 mg/mMLRFINDUIWE A& TRE - AEICEEFBRN ofc. AR TIF. 4203
IN—KNTEE26HIOHNHEAPNHEE(C10 mg/mLEFZIRSUIZA, 100 mg/mLEEICYIWER cEE
2561 (aR—k1 1 66l TJR—b2 1 66l Jh—K3 1 661, Jk—h4 : 76l) TH Tz,

ALXN1210-PNH-201 5k £ (A DB

2IU—= 78 B TR
308@ 253HE SR
2wks 2wks 4 wks

Tih—h 1 - D15 D29 D57 N _

N=6 S t - SECEL 0100 mg/mimsl

1400mg 1000mg 1000mg 1,000 mg HRBICEI<
SETEIC7ERS FA8%’Rs
3wks 3wks 6 wks

Jik—h 2 o D22 D43 D85 R R

N=6 ot 1 o BEZE {0 100 mg/mLasl

2000mg 1600mg 1600mg 1600 mg HEBEICEI<
6B LTRSS A8%zik5
2 wks 2 wks 8 wks

Tih—k 3 . D15 D29 D85 R o

N=7 ot t - 8B 4> 100 mg/mLesEl

1600 mg 1,600 mg 2400 mg 2,400 mg HEICEI
SAT I3RS AEEES
4 wks
Jih—h 4 . D29 > >
L Y » »
N=7 t t & 100 mg/mLas
3,000 mg 5,400 mg

1282 EI3ERS
terme Twsme {100 mgmasinomex

F— 95l ik AEEERURAIZEE DR

Jh—t | rEmEEEosy | CECEOSERENG | 100mEmAREND | s ghuhao8
1 Day 253 Day 533 Day 1,037 Day 1,149
2 Day 253 Day 463 Day 1,023 Day 1,135
3 Day 253 Day 477 Day 981 Day 1,093
4 Day 281 NV Day 953 Day 1,037

a WINHSBETEITHEAO kgl E60 kgFBDEET3,000 mg. 60 kgl 100 kghisDEET3,300 mg. 100 kgl EDEET3,600 mgaRs
b % - FRBICESI4BL



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

LDHEDR IR, KESE N CRIEUCBSER (TEAR) RUEELREZER (SAE) 5

BTN SRERE 100 mg/mLEEE1 @ HESSNc2 TOBREE U L MRITIREDE10 mg/mL
BEIE100 mg/mLEsEIZE 1B HR S5SNI TOERE LU BMERTICEVT IR—M ~3D7—
IIFHEL, DR—h DT —5 (FERIITRUZ. 100 mg/mLEEINDY)UE 2 B DLDHEDTSEIC DL
TRIBIEBERUIC, IIR—M ~3TEIWERFIEYWB X ZICENZTM2OAEETV. JR—MTlE

PIWBZRIC2EL YINBR RIS EAIEZ{T oI,

lu\%%‘%
LEl (n=25)
TR n (%)
B 19(76.0)
kg3 6(24.0)
HEERYIOIR SIEDER. T (SD) 5% 44.6(16.5)
A&, n (%)
BA 15(60.0)
TIT N
BARALSY 6(24.0)
BxA 0
REA 3(12.0)
Z D 1(4.0)
A&, F9(SD) . kg 78.1(14.8)
SE.F15(SD).cm 174.8(10.6)
BMI, 15 (SD) . kg/m? 25.4(3.2)

6. AR UHE (k%)
(RAEERBNEI OE VR

BERACF STUXYT (BLFHEBER) ELT BEDREZERL. 102,400~3,000 mgZhsAECL. PORS52B&(C10

3.000~3,600 mg. LIE8E T &(C1@3,000~3,600 mgZsUEEEEd B,
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@ 10 mg/mLEFIHN5100 mg/mLEFIN DYIVE X Fi DLDHIED#TS

10 mg/mLEAINS 100 mg/mMLEEINDEIIE R Bi#EDLDHEDHR (ELL T D@ TUlz,

100 mg/mLEFINDENVEZ Fi ODLDHED# (FIHELSD)
OR—KM1~3
(o7

500 1 10 mg/mLEyH 100 mg/mL&4Hl|

400

300 - L_ . %/‘ .

200 +

LDH{E

100

HRPE™
BEH 18 18 18 18 18

@R—hK4

(U/L)
400 + 10 mg/mLEs| 100 mg/mLEsx|

300 +

200 ~

LDH{E

[
i

100 -

BRI
BEH 7 7 7 7

IEHRISEAEE TR, siRIFEAEE LBRZTR I . Day 118100 mg/mLEFANDYWEXH #@ORS) ZRd,.

6. FIERUAE (k1)

(RAEERBENEI OEVRIE)

BERACF STUXYT (BLFHEBER) ELT BEDREZERL. 102,400~3,000 mgZhsAECL. POKRS52B&(C10
3,000~3,600 mg. MIkE8ET&(C1@3,000~3,600 Mgz EEEd 2.




MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

O==2it

100 mg/mLEEINDOYIWEZ (. AEBREE N CRIEULCAS SR (TEAE) 1'2561t01341(52.0%) TRHENFE LI,
BREEE CHABUCTEAEDFEIREIF10 mg/mLEF T507.8/100 A 5. 100 mg/mLEEIT400.0/100AETUIz. &
e VB R RICRESNI/CTEAET. JBERIBHERICKEBREL DARBHRNEE CTRVEFHESNIcbDEHUE
BATUIE IWE R %ICGrade 3MTEAENY4H(16.0%) ICRIRUE LN, Grade 4L EDTEAERGHEIRELFEATUL
1o B NIFFBREDIZ S P I B UL [FPMICESITEAEGREIBLE B A TUNI. EERBEEZERIF 100 mg/mLEFEIN
DYIIEEZ#%12261(8.0%. Bl T> 7 ONT Y —MRIMENS14) TRIELEUN BEE CHEULCRITERE10
mg/mLEFEIT29.8/100 A, 100 mg/mLEFT23.5/100 AFTUIZ, 100 mg/mLEEINDYIWEZ ZICRDEL
HETNICTEAEIFEERE (12.0%. 361) T. 2B _E TRE SN/ Z DD TEAERIERE. i PIREURA K UBE BB U,

5% EDEBETRHSNIHERGE T CRIELVCAEZER

10 mg/mL&#l (26461) 100 mg/mLE4H| (25%1)
BI(%) i BI24.(%) i
RS (AF) 70.5 8.5
TEAERIRAI 26(100) 358(507.8) 13(52.0) 34(400.0)
RRPES L UFERIE
AVIIWIVY 4(15.4) 6( 8.5) 1( 4.0) 1( 11.8)
_FIREER 9(34.6) 14( 19.9) 1( 4.0) 1( 11.8)
tEms 12(46.2) 25( 35.5) 1( 4.0) 1( 11.8)
BER 2(7.7) 4( 5.7) 0 0
SR 2(7.7) 2( 2.8) 0 0
2% 2(7.7) 2( 2.8) 0 0
PRESRAG 2( 7.7) 6( 8.5) 0 0
A )L RERR 2(7.7) 2( 2.8) 0 0
BiEES
=P 5(19.2) 9( 12.8) 2( 8.0) 2( 235)
{E 2(77) 3( 4.3) 1( 4.0) 1( 11.8)
=D 4(15.4) 6( 8.5) 1( 4.0) 1( 11.8)
T 3(11.5) 3( 4.3) 0
BIEARR 2( 7.7) 2( 2.8) 0 0
1@t 2(7.7) 2( 2.8) 0
HRREE
s 14(53.8) 32( 45.4) 3(12.0) 4( 47.1)
SFENEDEL 3(11.5) 4( 5.7) 0 0
B RIS E
GFThIRECRIA 1( 3.8) 3( 4.3) 2( 8.0 4( 47.1)
PSZVTPE/NSYRTTS—EE] 2(7.7) 2( 2.8) 1( 4.0) 1( 11.8)
FRANSFVBETZ/ NSV ATTS—C1E] 2(7.7) 2( 2.8) 1( 4.0) 1( 11.8)
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10 mg/mLE&H! (2641) 100 mg/mL&4H| (2561)
Bl (%) s (%) fosities
e )L 18 2(77) 5( 7.1) 0
P BB REE RS 2(77) 2( 28) 0
FEERS LU RS ERES
RS 6(23.1) 14( 19.9) 2( 8.0) 2( 23.5)
RIS 3(11.5) 4( 57) 0 0
flRE R 2(7.7) 2( 2.8) 0 0
HrEE 2(77) 2( 28) 0 0
HEkEE 2(77) 2( 2.8) 0 0
IOfsHs 3(11.5) 3( 43) 0 0
MAB L/ CRE=
& 2(77) 4( 5.7) 0
sBm 2(7.7) 2( 2.8)
BB URISEE
B 2(7.7) 3( 4.3)
~NEJOP VR 3(11.5) 3( 43) 0
DPIRES. MI3R8s &k U hmiEs
R 3(11.5) 4( 57) 0 0
IR 4(15.4) 6( 8.5) 0 0
DR IREERS 4(15.4) 4( 5.7) 0 0
25 3(11.5) 3( 43) 0 0
— 1R REEES LR SHAIORE
| 2(77) 2( 28) 0 0
Ho% 3(11.5) 4( 57) 0 0
e 5(19.2) 7( 99) 0 0
AV I VYRS 2( 7.7) 2( 2.8) 0 0
27 2(77) 3( 43) 0 0
ez 3(11.5) 4( 57) 0 0
FBE RS
BAHAT 2(7.7) 20 28) 0 0
i 2(77) 2( 28)
RSB LU EEE
AU I 27 | 20 28 0 | 0
M=
BmE 3015 | 3( 43 0 | 0

MedDRA /J ver. 21.0
TEAE : SBEE FCHREUCEESER

6. FIENRUHE (k)
(RAEERENEI OEVRE)

BERACE STV T (BLFHESER) ELT. BEDREZEREL. 102,400~3,000 mgZhsAELL. YORS2B%(C10

3.000~3,600 mg. LIE8E T &(IC1@3,000~3,600 mgZsU@EeEd %,




XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

[ sesuausmie RS EREIRE (aHUS)

4. EEEESENE R GHEPBEERIFEED 12 LDaHUSEE =R & UT-IEERIEN IR
5(ER : ALXN1210-aHUS-3115(88) '

Q@ BRHIE

15)HMEH  BAESAIRSROIFAENSMIERSEE R REZNRE U ERHESBMBRER (ALXN1210-aHUS-311) (RIS M E K

[FEENIREFEERIFRABEDOMARUSMEDaHUSEE Z WK, M/ WEAME. 5B R OB ikas
BEATHET DEETEEITEHERUNMEE (TMA) #1435 2120 O 1LILAS U OB =5
I,
(B BEn]
OIS UR DREMRUBEMEIERT B,
O LLNSUR OB EENOER MEEHEIER (C K> TEHH T,
0 1UNSURCOPK/PDIS TSRS B0
O 1UNSUR DR SBOZLU R OB ETHET 2.

WHBAEEIREBEDOBAME (125 1855 RORA (185 _E) DaHUSEES8H (5584 A
(F3%1)
SHEANBEETIEHRIE 2R EELTUVED ISP ANTZD(E 18 EThoTz.

FRHEANERE MR
2.

F#H 1 2L AEN40 kgl EDBEL

L FOREAREEBICE IKTMADIE T VR ZET EE

a. AOU—ZV 7 BN IFRATU— 7 BRI DREEET28 BARD I/ \We#h'1 50,000/ UL

b. ROU—ZVT7HEDXI(F AT — T BiRRIEE128 BN DLDHEA E#EE LR (ULN) D
1.5 ET RIU—Z U BBhY (A0 U— = 7 BARSREER128 BN DAE S OE U ED
FEE R ORI U= B HEE TR (LLN) AT

c. A (18U L) TIIFRRIU—ZV TR DIMEI L7 F ZBAULNLL B BDE (125~18
R ClaRIU—Z VI BDIEI U7 F ZANENSEHDI7.5/\— 9 1 JUELLE (24
BEE(CIBIDNERBEDERELR)

. BRBEEDSHDZEEDSIE UTOVTNHICEZET RS

BErDERBERIICaHUSOBEFERENMHIBAL TS
b. aHUSEIFENHIBAL T H ST TMADFEHACNIXIEMTORIIC K2 R lFIE A DR - B
S7ZE (P IPHES) DRI LRI S TMADTESRIND

DB BICTMAZRIRUICEBED DB DR 3BZBA T I 2 TMAND SRS NS EE
- DIVNEURC RS DORISAI3E L NN [FRIEEHCBEERNE DI F V7 BB L TV SEE, 1)U

2 SRIARI 2 BRILINICBIRRE DT F V # EB UIIBE(E. DI F VERBN S 2BE™N BT 2
FTEYBIMEYBEFHIRS T 2BDEUc. LIVNSUR B SEHLRIICBRNE DI F > 7 iEE
LTV oleiZB(d. DI F U Z#IET DX CTRUEBL TH S 2BEL LEFREMEZ FHRS
g2HDEL

N8mARBDIZEE AV TIVI VT EDE (Hib) D0 F U RURIKE DI F V= #EL L\ EE
EROJRER LR E MO HIRTRER LM/ N—hF— D WV 2B MR EF HREORSHET R U R

IS5 %D8HBRIE JERERSTESICRUCEEICE T 24 9V AICHED

CNI: ALY Za—UVBREFRE . MTORI : BEIES/ VN1 D UEN S VNI BEREER
#aHUSISH U TIF@EAt
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FME% MR RIS RIERHR. R/BROAIU— =V JHED%. Day 1ITEEICEINT
REUR LILNSURCYDAE%. Day 15RUZNMEIRBEECESVWTREUH#IEHAEZSHE
([C10 ZNZENEERMIZ S LT, 26:BRBDOIHATHIMAIRIR T % . SifzR&4 SFEBkiE LI,

< 2IWRSURD/ERTIa—Ib >

IILRSURCD Day 1 15 71 127
&58(mg) TORE WSS

{AE40 kgl £E60 kgxid 2,400 3,000 3,000 3,000
{AE60 kgl 100 kgt 2,700 3,300 3,300 3,300
{AE100 kg E 3,000 3,600 3,600 3,600

TR (268 ORI T &)

LLRZUZED Day 183 239 295 351
&52(mg) YIS

{AE40 kgl £E60 kg 3,000 3,000 3,000 3,000
{AE60 kgl £100 kgt 3,300 3,300 3,300 3,300
AE100 kg E 3,600 3,600 3,600 3,600

Ex =l Day 183X TOTMATRSZ 3™

BEPETEEN TMWASS 2 EEM E COBE. TMARSEWDORENHE. BROEER HERRKERE
(eGFR) DREIEBRUNR—2S5A VHEDZEAL. 1BHB IR (CKD) 27— MiRZH/ S5 X —
S (M/IRE. LDHB. ANEZOEVE) DRAEEBENRUON—RX 5S4 VMo DELE. ANEJTOEVE
DR—254UH520 g/LIEDEIN* QOLDR—R 5S4 VHh5NDZ1L (EQ-5D-3L*°, FACIT-
Fatigue™®)

A DR == 52BNy b A TE S DO TMATZ 225%™

¥ 1 MRZH/ VS A= (V) MRER OLDHE) DIEE LR OIIEI V7 F ZABDR—2S5A VH525% L EDE T ZIET Y AEd 2D, 4878 (288/™) U
FOBRES I C2ERAEUEREE (RUZOBICAEUEN BNE. ZDEANE) CT. TMATZREEZNDE COEEZ G-I IHEEE U,

%2 1)UNZURT R SEIBAISEMUNICEN 252 TV e BEENRE L. ST R CEN T TV ZFIBEZIFT TO B IR R O FNSDE G %=
tEsRLrc,

%3 FHIIRELICHDeGFRTIHIIL. N—2 54 VEHRUTE T L& (B3 L)  IFBIEICHREL .

4 48R (288 L EDRRREZES (I T 2EAIE UTRE E (R UZOBISRIEUIZED SN, T DEAE) THESRLIZ.

%5 EuroQol SIEEAD IERFEHERINZR L.

%6 18mU L DEEIFFACIT-Fatigue DERIRAR. 18mAimDES /N EFACIT-Fatigue DBRIZEZA UL 2.

BEWHBITHSERIFFAS (SADBITNSER) & Ulc, FEEHHIEE TH5Day 183X TDTMA
FTLEEWCONTIE. EBFELTLILNSU R R EHIP TTMAREEN U El& DR EER O
95%CIEEH Ul 95%ClId5EF# E & EA Ulc A ZHmE LUE(C KWKoz, BIREHHIES D
TMARLZEZNER F TOHRIC DV TIF. Kaplan-Meier REEEH S TS Z/ER L. S8 THA
95%CI%ERUIc. TMARSEZDRISHIERE. ANEIOE BEOR—RS54A V01520 g/l ED#E
M0l SRS S CER UCBER R U Z DEEEMAIO5%ClEEBITRUIZ. BT DB #ld, 5T
SR TBETEZF TVBIBEZ I TORD eI RO Z NS DG ERUC. BRESZIF T
B DB ERI95%CIZE R U . CKDR T —IBIDEE DEIS FTmREI95%ClIETR Uz, eGFR,
M) $5 A —5 (M) WREL LDHE. AEZ O VB) . QOLIZ DNV Tl RIERIFEIC KBRS IR
EF)L(MMRM) % SEBRDBEENT TUNILRE EEDREDR—RSA VM EOBEEEHRHRE
HZEBEUTEML. SRR OO TRVNESHETER L.
2ERTNZ  BARAERIC OV TESBRITRES NcY 77— P R OSHl =T o1,



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

BEES(FAS)
B (n=56)
TR, n (%)
B 19(33.9)
gogls 37(66.1)
2)UNSURCHEIS S OER, 9 (SD) . 5% 42.2(15.0)
AFE*.n(%)
BA 29(51.8)
FITA 15(26.8)
BAEA 3(5.4)
BAXEF IUAZRTAIAA 2(3.6)
PAUDFEERYE T SANEER 1(1.8)
ZDfth 1(1.8)
ABH 8(14.3)
A8, 5 (SD). kg 72.9(17.6)"
B&.F15(SD).cm 166.1(9.2)
Day1ICTMADE#E &z Uz B . n (%) 30(53.6)
aHUSEERDFIFBF D RS, T4 (SD) . 5% 41.5(15.8)
BTN (%) 29(51.8)
BE#HE. N (%) 8(14.3)
[/ iR, 15 (SD) 5, 10°/L 118.5(86.4)
LDH{E. 5 (SD) !, U/L 702.4(558.0)
ANEZOEVE F(SD) ' g/L 86.3(14.9)
eGFR. Ft5(SD)*™*. mL/min/1.73 m? 15.9(14.9)
CKDRF—3' n
1 0
2 3
3A 1
3B 2
4 9
5 39

SD : 1R fRE

* BHONEZRIRGL T n=55. § M/JWR#<150,000/uL. LDHEZ1.5XULN. ANETOEMESLIN. [IEI L7 F Z=ULN,
§ EAEGNE 1 130~400X10%/L. || E4EE : 120~246 U/L, 1 B4 © 115~175 g/L, %% EEEEHE 260 mL/min/1.73 m?,

1T n=54
ULN : B#E{B LR LLN - BEX4E TR
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@Day 183F TOTMARE R [EEFHIEER. FAS. Y07 IL—THiZ2T]

Day 183X TOTMATEZEMIF. 53.6%(95%Cl :39.6~67.5) (30/56fl) TEB S NF LTz, MIMREDIEE{EIF
83.9%(47/5681) . LDHBEDIERELIF76.8%(43/568l) TEMENEUlc, MBI L7 F ZMBERR—XS5AVH1'525%
DLHETUIZBEDEIG(358.9% (33/568)  MRFHIEREL™ ZER LI BEDEIGE73.2%(41/5661) TUI.
FIo.BERAEFDOY T T IV —TERICEVTE 3FDVITNETMARLENEZER LF B A TUIEA, 3526ITlF
M/)\iREL, LDHER O IR FHIIERL* AR SNE LI,

XMV REIDIERE (150X 10%/LI L) RULDHBEDIER L (246 U/LUTF) ZBlc T iHEE U,

@52 BN AY A JRRDTMAZLRER) [Z DthDFHEIEE. FAS. Y I 7 IL— B E S ]

MEHIERICAFN TMARE S ZER L. T —9 Dy hF THE TDTMATEE=(F. 60.7% (95%Cl : 47.0~74.4)
(34/564) TEMRINZE Uz, M/IMREDIEREE(EF85.7% (95%Cl : 75.7~95.8) (48/564l) . LDHED IEE{LIF
83.9%(95%Cl : 73.4~94.4) (47/56f|) CEMINEUIc. BT L7 FZMBERNR—=X T4 V5 25% U EETUL
JeBEDE|E1362.5%(95%Cl : 48.9~76.1) (35/56f) . RFHIIEREL* ZER U BEDEIE(380.4%(45/56
Bl) L1z,

Fe . BRAERDY 7T I—TEIFTICEWVNTIE. T—I HybF THDER T 3FDNITNHTMATRE = ZZER L
FHATLUI,

MR IR (150%10°/LLE) ROLDHEDESE (246 U/LUT) T 58 E U,

52;BDHY A TEFRD =
& 52BN A TEEOTMAS S ER OHEES
TMAZSZ=3 TR

%) 1:95%Cl %) 1:95%Cl

100 - 100 - 85.7 83.9
@
S 80- 60.7 & s 62.5
W 5
i A
5 60- ¥ e0-
=) b
% =
R 407 &ﬂ 40
K
d &
|
< 20 E 20
'—

0- 0
(n=56) M/IRERD LDHIE®D MEIV7F I MED
IEE1E E&E1E R—=2SA4IH5
(n=56) (n=56) 25%LEDET
(n=56)



XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

O TMAR2Z3ER 3 T ORI [E:REHEIER. FAS]

T =S Vb THDER T TMATT2E=ERE COHAR (PRE) (F86H (95%Cl : 42.0~401.0) T. T DEFEIF
ok 5%78H15401HTLU (Kaplan-MeierEIC K DHEE) o

TMASTR R ZZER UICBEDEIE

(%)
100 A

80 A

60

40

20

TMASEERNERE TOHIRM

m

T

n

13 141 169

BL 1529
82 43

56 51 36
5443 33

57

31

U

29

85

26

9 127

2%

2

2

N

155

183

T
239

T
29

T
351

T
407

[t

T
463

519

T
575

631

+ 15
W m ™ (@)
6 2 1
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O TMAR2 =M DRIFHIHER [FIEHEIER. FAS. B 72— @RS 6]

26 BB DOYIHAFHIHAB P ICTMAREZ N2 ZER UIZ3061F2 T . Day 141 DREFECICTEER=MICEIF U,
TMASEERINENF COMBPRRIEDSOHLEE. T2 RN 2 ZER UICBEDEIGEF—ELTWLWELIZ, —EBDERET
[ TMATZ2ZER % ENDRFHBIEE DEEZE/-L TV RV —EFHICEBHSNE LI,
TMAZE2ZHDOFHHIEE DS S M/IMRE DB REHFEHS51N. Day 150DXKREHITICBFHZBI2ERENER
bR LR LT,

Ko BARANEFD T T T IV —FERICBVTIE TMATREZ 2 DOFHiHEE Z 1 TEB M HER U 280551 6lEDay
99D KB CICLDHEDIESE(E7ZZR U, Day 113K CICI/MREDIER{LZZRLE LI, B3 16llEDay
57 DK E CICLDHEDIES{b7Z2ZER U, Day 8 DFREEFE TIC I/ MWRE D IER b Z&ER LT U,

TMASEE 5 DFREFHIHERS (Y] RAEFEHARS)

(%)

100 4

40

B
80 -

HD

s

\J

5 601

=

)

& 404

K

e

£ 20 1

'_

o

T T T T T T
8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (B)

=R
n 55 55 55 54 53 53 53 52 51 50 50 50 50 50 49

TMASE2 R3O IR B OREFV S (FIHAFHEHAR)

(%)

100 -
4
W
S
Ho
s
H
D
=
i
W
m
g 20 - —o— LDHIEDE#E
fia —0— MVREDIEREL
—— MEILT7F = VEDN—R5A VH525% EDET
0
T T T T T T T T T T T T T T T
8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (B)
EHERHAR
n 55 55 55 54 53 53 53 52 51 50 50 50 50 50 49



XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

@ MiRFH/\NS X —5 DAEERTN—R 54V hS D LE [BIREFHEEE. FAS. Y 07— THEiZZT]

I/ WREL D FHIEIF R—Z 54 ~D118.52x10°%/LhSDay 8T240.34x10%/LICENL. 26 BRI DOYHAHIA”RS
HEBLT227X10%/LIBTH BT ENBRINFE Ul FEHARBICHE VL TIE, T — 9y THORRET205X10%/L
DL ETH 2T EN RS NEUIc. LDHDOFIIEIF R SRR R—X 54 VHBETL. ZDIEEA LI R SEIIE% 178
BIRICERDHOSNE LIz, DR N EIHIFHE R 24 % 8L CERHHNE U EHABICH WL TE. F— I HvhA TBD
BFmET215 U/LRE CHB LR UL ANEZ OE Y OFIEFFI AT AR 24728 U THENI L E UTc. METHIRIC S
WCIF. T —91vh7F THDERFE T120 g/LBTHELFUIZ,

Fro BARAEROD 77V —T@EIFCHS VTR MAREDOFEEE R—2 54> D74.50X10%/Lh5Day 8
T106.33X10°/LICHEML. Day 463%kE FIHFHEHARI N O'T — 9 hy b4 TBE TORRRC164.00X10°%/L
(Day 113) U ETHBTENERINE LI LDHDTEF R SHIBRNRN—ASA VI SETL. ZDEFEALFE
5% 1 HALAICERHSNE Uiz, COE TIFEAFHMAIR 28U CRHONK LIz, Day 29D EFIEFHmEAR AU
F—IHvhATHFTOREEEFC392.00 U/L(Day 29)%Z FEIBDHIE THE LE LIz, NEZ OE Y OFSES AT
MR A 7ZEL TENUE Uz, Day 113U AIHASHIHARI DR Cl&115.00 g/L(Day 113). 7 —9HvbaTH
FTOXRBRIFTIF112.67 g/L(Day 351) U EDIIBETHELE U,

MAVRERON—2 54 Vh S DE(LE (FHHEL95%CI) DH#ER (#IHASTEHHAR)

e

(x10%1)

285
270
255 +
240
225
210
195 ~
180 -
165 ~
150
135
120
105 -
90 -
75

T T T T T T T T T T

T T T T T
BL 8 15 22 29 43 57 71 85 99 113 127 141 155 169
gt
n 56 53 54 52 51 51 51 51 49 50 46 48 47 45 46 48

V) \ii#8

183 (B)

R—=ASAVHSDE(LE
(X10°/L)

M/VREDZELE

4318 ] —o— =AlfE
15 —0— EFIVICEILIE

T T T T T T T
8 15 22 29 43 57 71 85 99 13 127 141 155 169
R
n 53 54 52 51 51 51 51 49 50 46 48 47 45 46 48

183 (B)

REDEEAT TUAIHREN—-IASA VEOBEEERDREHZELLTOREMRETIICLBREATEZE (MMRM) ZEiE LTz
(BEANDEE | £OBHEE I ToeplitzZAB L) o

57



BRPRRIR

58

LDH{E

LDHiEDOZ{LE

LDHERUN— 54 Vh S DE(LE (FHEL95%CI) DiERE (FIHAFTEHAR)

KAlfE
(/)
855 1.
815 -
775

T T T T T T T T T T
BL 8 15 22 29 43 57 71 85 99 113 127 141 155 169 183 (B)

R
n 56 54 54 54 52 51 52 50 50 50 46 49 49 47 46 48

N—=RSAVNSDELE
(/1)
40
_30 -
-100
—170 -
—240 -
-310 -
—380
—450
—520
—590
—660
—730
—800
—870
—940
-1,010 1
—1,080 -
-1,150 -
—1.220 1 —o— s

—1,290 - —0— EFIVICEILIE
—1,360

T T T T T
8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (B)
EHRE
n 54 54 54 52 51 52 50 50 50 46 49 49 47 46 48

KEEDEENT TUAINHREN-ZISA VEOBEEFNREHZEEEUTCSEAMRE T IVIC LD REAEZE (MMRM) ZEHE LTz
(BENDIRE O 8EEIFToeplitzZZALV) o



XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

ANEZOEVE

NEJOEVEDELE

NEJTOEVNERUR—RS54 VH 5 DE(LE (FIIEL95%CI) DHER (FRAFHEHART)

e =]
(g/L)

155
149
139 -
129 -
119 4
109 -

99 4

89 4

791 :

T T T T T
BL 8 15 22 29 43
n 56 37 46 50 50 50

R—=RASAUNEDZE(LE
(g/L)
85 4
80
75 4
70 4
65
60 +
554
50
45 4
40 +
35 A
30+
25+
20
154
10 4

T T T T T
57 71 85 99 113 127 141 155 169 183 (B)

R
50 50 49 50 46 48 47 45 46 48

—o— RAIfE
—0— EFIVICEILIE

T T T
8 15 22 29 43

n 37 46 50 50 50

T T T T
57 71 85 99 13 127 141 155 169 183 (B)

A
50 50 49 50 46 48 47 45 46 48

KEEDEENT TUAINHREN-ZSA VEOBEEFNREZHZEEEUTCSEAMRE T IVIC LD REAEE (MMRM) ZEHE LTz
(BEADRE O BEEII ToeplitzZ2AB L) .
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@ NEJOEVENDN—ZSA U520 g/LLLEDIEH
[BIRSHEIEE. FAS, Y07 L — TBRES 6]

26 BREDPHAFHEEARCB VT, 5664064 (71.4%[95%Cl : 58.7~84.2]) WAEITOE MEDR—R 514 VH5
20 g/ EDIENZEER UEUIC. T—F AvhA THDEFR T #H/zIC5HIMZER UE Uz,

Fle. BARANERD Y T —TEATICEWVWTIE. 3B 28I HARIC B VW TAET OEAHEDR—I S5 A VN5
20 g/l EDENEER UE U, T—9 v b4 THDB R THIEIGER UIEBEIFVLWEEATUR,

NEJTOENEDIENZER LT BB DEIS (95%Cl) DHERS (FIHAFFEAART)

(%)
100 +

ANEZOCEDR—RS A5
20 g/LN E DN ZR Ui EEDEIS

8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (BH)

ERERAAR
n 53 53 53 53 53 53 53 52 51 50 50 50 50 50 49



XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

@ eGFROFAEMERUTN—R 51V H S DEAL [EIREFHEIER. FAS. Y00 IL— TR ZEZT]

eGFROFSfEFDay 15 TICEMNH HS . 26E—E D YIHAFHE R P TR A ITEBIILE LT, k5t HIRE Tl 5660
43" Day 407F THFELTHY. 50 mL/min/1.73 m* B UE L. BBIEEDHD8ICHBIFTDIRN—2S5A >
BEDeGFROFHIE (SD)1F14.81(5.867)mL/min/1.73 m?Tda¢).Day 15X TICEINFH51(23.29[20.637]
mL/min/1.73 m?.Day 85(&28.29(13.817)mL/min/1.73 m* #IHAsHHEARI DK TR (Day 183)(1£29.00
(15.824)mL/min/1.73 m*TUz,

Fre . BERANERDY 77— BT CH N TIE AR—2 51 VEEDeGFROFAIE (SD) 1310.00(3.000) mL/min/1.73 m?
THh SRR THE R (Day 743) FTELIZHFSNFBATUI,

eGFROD#ER

(mL/min/1.73 m?)
150 +

F9ELSD
1254

100 -

75

eGFR

T T T T T T T T T T
B8 22 43 71 99 127 155 183 239 295 351 407 463 519 575 631 687 743(H)
1529 57 85 113 141 169
=R
n 555452 52 50 46 49 45 45 44 44 43 37 28 24 13 " 9

5554 51 51 49 50 47 48

BIEZITTVNDEEDeGFRIFT10 mL/min/1.73 m*ELTHTELIZ,
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Q@ ENEEBIRHEIER.FAS. Y D2 IL— B2 ]

N—R 54 VB3R SHEBBISHUAIC. 2961 (51.8%) B ZZ T THY. T—I Dy bF THDER T, 296Id
1861(62.1%) HEBRPICETZPIELTVE Uz ORSHISHURICEN ZR (T TVRN 22278055, 204
(35.7%) [FBH 7R LDIRAEZ MR U 76l 38R RICENT 2RI LE L. CNS7HlRefI ClEREMBAER R T
BT E T UL,

FIo HERAEROY T )IV—TEMICHB VT AR—Z 54 VX (FRSRBRISEURIC3GIT 1 GIN BN 22 TH
| RICEHRER R COBMDUE TUIC. IR SRISHURNISERZZ (T TLRN 12 26lEV\ I N, R 551B%E
(CEM7ZFIBL. RIGEMFEERR CEMNUE LI,

@ CKDRF— Y [RIREHEIEE. FAS. B 02 IV —Rif 2 2 T]

BEDKEBD (IR 54 VEHICCKDRT — V4R (FETUICe R—RA 5 A VKR UDay 18307 —9hF5NIc476ID>
5.3261(68.1%) [CHENTCKDRT —IDR—=RS5A VKK FULEUIz. TMATER 23 72:& 0 U2 30615 1961 TS,
TMATEEZEMERE DO FHBEARPFCKDRAT — I LR UCEBE(FERHSNEF B ATUIC TEIB TlE . RX—X
AV RUDay 407DF—IMESNz42681D 55, 2961 (69.0%) TCKDRT —IDR—=X 54 VKK FULER LI,
PIEREHIEAR ICCKDAT — I RBIE LI 26i&. Day 183h Sk D&E# DRFER TAT —I5hRHELER LI,
Fe . BERANERDY 7T IV —FENICBNTIE N—R5A VEICCKDAT —Y5TH4  FIHAFHl BRI ch & Okt AR D
EAFHIEFR (1611EDay 463, 26(FDay 743) X TAT—I5DFEF CUIZ,

R—254 Yh5Day 407F THCKDRF —J DHERS

Day 407MCKDRF—

R=254 2D (N=42)
CKDRF—Y 1 2 3A 3B 4 5

n (%) n (%) n (%) n (%) n (%) n (%)
1(n=0) 0 0 0 0 0 0
2(n=2) 1(2.4) 1(2.4) 0 0 0 0
3A(n=1) 1(2.4) 0 0 0 0 0
3B(n=2) 2(4.8) 0 0 0 0 0
4(n=7) 0 1(2.4) 0 3(7.1) 1(2.4) 2(4.8)
5(n=30) 4(9.5) 6(14.3) 5(11.9) 1(2.4) 5(11.9) 9(21.4)
a5t 8(19.0) 8(19.0) 5(11.9) 4(9.5) 6(14.3) 11(26.2)

COET I 2L O R



XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

@ SE15%R : FACIT-Fatiguef82I7 DR—RS1 Vh S DE{LE
[BIREFEIER. FAS. U 02V —T@fEST]

26BRIDMHISHERI Cld. Day 18318 TF — 9D ESNZ44BIDR—2 5 S DFACIT-Fatiguefs 237 D
ZA{EEDFHE(SD) (F.19.15(16.212) TUTE. H GBI Tld. 7 —9I HMESNCBBICBIT2R—A T4 Vh o DZE1t
SOFHIEIF. Day 351 (n=40)T19.29. Day 575(n=22) T16.75, Day 743 (n=8) T8.81T Lz,

e, BAAER DY T7 I —FBFICBITBRN—25 A VD SAEHERL T (Day 183) £ TOZ(LEDFHIE
(SD)1.6.67 (5.508) TUIz. #EE AR Clat, F— 9 h1E5 NIz 2 THEE T3HLU LD LEHBHSNEL.

FACIT-Fatiguef8 2 37 DI5(E (95%Cl) DL

50

n 40 §

M

X

K]

[0}

3

B 30

©

w

=

()

<

Y- 20 A

10 L TT T T T T T T T
BL 29 71 127 183 351 575 743 (B)
8
EAERARR
n 51 52 50 49 48 44 24 9
53
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Q@ &8EIEH  EQ-5D-3LRAOAPZ DR—ASA VHhSDE{LE
[BlREHEIER. FAS. 502V — Bt 2= 6]

26BRID BRI T, Day 1838 TF—9IDESNIZ46BIDR—2 S5 VHSDEQ-5D-3L A7 DE(LBD
T8, 0.22 T UL, #HEHIRT T, Day 351 DB CF — I MESNIZA2BIDN—2 S5+ U h S DZE LED TSB!
0.25CUL1z.

*/z. BAEAEROY 77— FEATICBV Tl DEBSHEBRE Cla, R—2 54 Vh5DE{LBDFIEF0.05T U,
YrEEIRITIE. Day 351 (n=3) ©0.04. Day 575&0UDay 743 (n=2) ©—0.01T U,

EQ-5D-3LR 07 D¥IE (95%Cl) DR

1.0

0.9 -
N 0.8+
¥
2 074 ~— o *
o
o
U 06-

0.5 -

0.4 l TT T T T T T T T

BL 29 71 127 183 351 575 743 (@)
8
HERHAR
n 53 52 50 48 48 a4 2 9
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XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

Q@ EHZEHFIR

MEP DR CSIF FIOIR ST %307 IAICIEF DRt CS5NPESE (MIEFERCSREN'0.5 ug/mLFiE) S,
BSHE2EZEL CREBERANFHRLELC, 3HIT0.5 ug/mL EOMmEDiERECE REN4EERRINE LA, MM
BPERECSREAIE DD ICERENS Nz TORED9.5%# 8 CAIEEIF0.5 ug/mLKiE cUlz.
T 2 TOHANEL T BSHELAZEL CE2 TOMBEPEHCSREN0.5 ug/mLRm Tz,

HABEERIRGEDaHUSEEICHIF 3 MEPERCSRE-BEIO0T7 1)L

25
HHRE T RARS T RARS
(ug/mL) [= .
100 T
10 4
10
%
0 11 S
Y 14 = %
B . :
;,":‘:1 777777777 ¥7*77777777>t 777777 *7 * *
« i P - : : * "
0_1*f;§ iy ;ikﬁ** Ei . 0.1 Ei i =
LIBREIARE AR T m =
0.01 ~ 0.01 ~ *

T
1 15 29 43 57 71 85 99 113 127 141 155 169 183 351 575 743 (=)
ERERAAR
n 54 55 52 52 51 51 50 49 44 49 48 46 45 46 42 23 8

BARANEE (Y77 )L— )

HAS T HARS R ETHAR
(ug/mL)
100*I
10 4
10 4
i
al
Ln 14
O 14
ﬁ 7777777777777777777777777777
E
0.1 1
14
0 o L ] Lo ] o =3
0.01 ‘I I 0.01 1 ‘ I :
15 29 43 57 71 85 99 113127141 155169183 351 575 743 =)
=
n 3 3 3 3 3 3 3 3 3 3 3 3 3 3 3 2 2

Eusnhoism ERss WHRS5%

- -~ IEPERECSREOC.S ug/mL O | IMERCHRETHIE. * : S E
FEDPREBOKTHRIFPRE, LIHRU MG ZNENBIWAAURUE 1WA UZERT . OF IS 1 U IR UEIWD TN S51.5
XU (IEEZERT .
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0=l

52BF—9HhvhATHET

F—I9NvhF THER (RSEEOHRE74.07:8) (CHEWVWT. EIfERFRIRZEIF34.5%(20/588l) TUTz. EREMERIF
RN OBEEIREN'E5.2% (53/586) . U/ SERBAME. BD\ Bt P S =V P2 /NSYR T S—BEMN -TILI IV
NSV T S—TEN0. LIEERTE. TR N'E3.4% (52/5841) TUIC. EEREESBRIFI3I34) (A, SMENEZ34].
BUIMAEM > 3w | FRESRES, FERANS M4 REBAEA IR BB MEN'E 2615E) [CRHOSNFE Ul FIHAHT AR
(CFET A4 (BUITAE IS 220 261 KRMEDARINASAE 161, SEEAE I 61) (CRHSNFE LD TIVRZUR® EDBSER
UEHIIENFT LTz, kBB DR TIFERHONFT B ATUIC. AEBRICKDERSFILAIE36 (BB sMmHa
0. S M I/ R AN SRBHR . EEZE I A 161) (CFRH SN, 55161 (Rt I/ MR AMERBHR) [ 1)U UR®
EOHRRBRESECEFTEATUR,

F—SHwhF THD R CRIENERBPE " DRESFHUFER A TURD  AEIDEBRSICKBERENERPEICH T D
REREENE T I 2UREMN D DIH TERLEE L,

#1 MedDRADEAFE TIFIFEELBIMMREFIEERE CH Do
%2 FEIDES - KRICECHDIETNEERTH D cHoR LTz,



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

ZEED10%LLICROOSNTBEER (5287 —I AV bFTHET)

584
JVRSURCESHIR GB) (F5{ELSD) 67.97+34.374
2EEER 100.0(58)
=4 37.9(22)
TH 32.8(19)
Bt 31.0(18)
D 25.9(15)
RAENRE 25.9(15)
SIMNE 24.1(14)
HE 20.7(12)
PRESRRZ 19.0(11)
i dasE S 19.0(11)
REMEZHE 17.2(10)
IR 17.2(10)
L7 15.5( 9)
_FIREER 15.5( 9)
i 15.5( 9)
=t 13.8( 8)
&m 13.8( 8)
BN 13.8( 8)
HEbRE 1210 7)
FENESHFHE L) 10.3( 6)
{EAHUD LAME 10.3( 6)
BR=ERE 10.3( 6)
&Rz IR 10.3( 6)
AhERHE 10.3( 6)
U 10.3( 6)

MedDRA ver. 21.0
FIRENG% (%50
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[ sesuausmie RS EREIRE (aHUS)

5. ERRERAEMERER (18 kB DaHUSEE R E U-FESRIEXEBIER : ALXN1210-
aHUS-312:%88) '®

16) HER} : JFERENSMIE R RS O/ \REEZNREUICERHAFESIEFER (ALXN1210-aHUS-312) (REREFHIE LD

Q@R HIE

[EZEMIHEEERIFERED/INRDaHUSEE ZRRIC. M/ WUHAME B IR OB AR S 2 T4
ET BRENTEMEMISIERYNMEE (TMA) ZDH T 372D 1IUASUR® DBEIEZTHES B,
EIVNELEN
BEEERFEEDES (IR—M) EITURR TEBEEDSD 2EE (Dh—h2) LBV T,
O UFSUR DREURVOBEHZRT Do
O 1LASURCOBEHIEEEBNOBEHMHETHEESC LS THEY 2.
© VRS URCDPK/PDEHEETEERT B0
O 1LNSURORMZSEOR MR OB EIMNT 2.
18mABDNEDaHUSES
TR—P1 2180 (3 BBANZH) . IR—h2: 1061 (S5BAAIZ4H)

1. FEEHN 8 Aim CIAEN'S kghl k-
a. JiR—M1 RS EIREEDERS
b. IR—b2 11 2m 1 8 (BRI DBRETEZRES) XIF 1 8mAim (BADEREME
BHES) T AJU—ZJF1IC90BEM ET U TBEAZ T TV e EE
2. IR—M T U TDETHEZAEL. TMADIEF VAN EZRESNcEE
a. AJ7U—ZV 7B IR U—Z 7 RiaE128 BN DI/ M H 150,000/ uL K
b. ROU—ZV 7D NIFZ T — T RI8R128 BN DLDHEN M2 F s K UM RIDE4E(E
EBR(ULN) D158 F T AOU—Z Y THBHNIERIU—Z VT Risa128BLUADANET
O MENSZEH KR OMRICH T DEEE TR (LLN) AT
C. MBEIVFZFZIEN AT U—ZVTRDFEHICHBIFDEEBDI7.5/—tI AL L (B
BESOEOICENMINEREBSFINEI L7 F Z/BEICH D DS T EEEUR)
3. JiR—R2T aHUSDZiEiEh oo fe & (TMAFEIFDOLDHEDULNZ O3 ER]. JUF7F =
EDOULNZ _EO1% R, I/ WREIDLLNE FE2E FHREEE Caoc N CLEEEZES D)
4, DR—R2T. ATU—ZVTBREICTUT DL THEH U ZEUVETMARERBICK TIURR TN
IBDRIHEDERN IE T Y AN RENEE
a. LDHEA'ULND 1.5
b. M/\iREH 150,000/uLLl_E
c. Schwartz#tE = #R U fceGFRA'30 mL/min/1.73 m*& L@->TWL\fz
5. BEEZEDSH. LUTOVITNHICHELIZEE
a. WEDEBAELFICaHUSDEHEREN DD
b. aHUSDEFERENBES T2 TULRWLAY, CNIXIEMTORIIC K D RBEIFHIER  DARE - HExR
ZH (PN EHES) %480 R T 2 TMAN TSRS NI

CNI: ALY Za—UVBRSFE. mMTORI : BFIES/ VN1 Y UZEN S NI BREER
#aHUSISH U TIGE RS

6. FiERURE (/%)

(JEE RSN FRESAEAEIRES)

BE.STUANYT (BETFHHERR) ELT. BEDFERZEL. 1@600~3,000 mgERIisAEE L, IEIR5258#4(21E300~3,600 mg.
LIpg4BNX F8 BT EC1E300~3,600 mgZzRiEssEd 2.

9. BEDESEE I BEBICATIEE (ki

9.7 INR

(GEERBYAIMN 4 FRESTEAEIRES)

9.7.2 K85 kgFRBD/IN\BEEHREUCEMMENR UREMZIBIEE UTIRREIRIFEBL TV,




XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk

IJUMSURCHISEEEEE1100 mg/11 mL Ao HES A SE DBV BRVERFRT — 91310 mg/mLEFICLZBDTT.

6. DIGZICTMAZREEUICEED DB, D& 3HZBR TRt 9 2 TMAD BRI NIESE

7. VNS UR B S OBIEHI3ELINN (SRS CRIERE DI F U ZERL TV 28BS, 1)U
UR 1% 561 2 BRILNICBIERE DI F Vv EER UIcIR S (. D7 F VEEH S 2 BRI RE
TRECTEYGMAEYBEETHRST2DDEUE. LIV SUR R SEEHIICBEENE DI F
EEBLCWRN OB EF. DI F U AEE T DE TCROERLTHS BB EIFMEYE%
FRHRE5 T2 DEUfC, DIF VERBEZ(FONBVES . 2RSHBMNURRIRS%8,BE
[F TTEMBDFHRSERZFRINEESBRNTEEUE

8. AV IILI VT EDLE (Hib) DI F VN URRKE DI F U ZEREL T2 EE

9. HIRTIEEIR LB E N IR BB/ N — N F =P WV DB HEE (F. B BEOKR S BN
RIRRE5%D8HABIE EREMSTE SR LT ICBE T 204 9V AUTHED

SNSRI SHIEN R, 20—V (Oh—N EREE7EH. Ih—R2EEE

28HM@) D#%.Day 1(CHEICEIVWTRELZ LILMNSURYLAE RN S LTz, Day 15
RUOZNLIEFE26:BRDEZREL T AE20 kgl EOEREFSERBR T, 20 kgRmDEEF4
BREREC A EBICERD<HRASZEERRNIE S Ul 26 BB ORIl AR T % R ZEREK4.5
FREMEUIZ.

< AWRSURDERERYT Y 1—)L (26EME%DBGEHRLIT) >

LLPSUR OBRSRmY) | MERE | o nﬁg&fﬁm o | ERSORE
(K25 kgl £10 kg 600" 300 AR
(5810 kgl £20 gk 600 600 AERER
{5820 kgl £30 gk 900 2,100 SERR
P30 kgbLE40 kgl | 1,200 2700 SERR
{AE40 kgl E60 kg 2,400 3,000 8B
(5860 kgl £100 kg | 2,700 3,300 8iBRENE
{AE100 kg E 3,000 3,600 S ElE =]

% BYICREULOMEIF300 mgTHoioh BEIICHES NT W HIE/INZPK/PDEET (5 kgl E40 kgRiBDES4FIN
Day 715 CREEET UIITiT12) [ZBWT. 5 kgl 10 kgkBOHER TIE600 mgh BB ok 5B THHER
B % - FRRAEELR.

EEL 0=l Day 183F COTMATRLER™ (IR—h1 D)
Gl TMASE 2 ZERE COBB (IR—M D) TMATREEHDRENHERE (IR—N Dd) B

DB HEARIKEBBE (eGFR) DAIEBERUNR—2 51 UhHDZ1L. 18I BERK (CKD)
AT =V MRER/VS A —9 (IREL LDHE. AT O VE) DAIEBROR—I 51
hSDE(ENETOEVEDN—IS54 1520 g/l EDEN* (IR—M1 D). FACIT-
Fatiguefd X7 *° MR- 514 Uh 5 DZE(LE SR EDES)

AR TE=l 52BNy b A TE s DO TMASZELZ=3 ! (OR—M D)
¥ MRZH/ VS X—S (RER O'LDHE) DIEREEROMLEI U7 F Z A MBEDR—IS5A UH625% U FDETFEIET VR ET 2. 48R (288 L

T ORRRZES S C2EMRIEUIREE (RUZDOBICAIELBEN BN ZDRANE) T. TMATZEZ=NDE COREE BT HBELL,
%2 TJUSSURMRSRIARISBLNICEN 2R T TV e BEEN R EL EFHERR CBMTEZ(I TWHIBERIT TOBH ST BIER O ZNSDEIEZE

i Oy pal
%3 FHIN R E LI HDeGFRTEHIL. R—R 54 VB U TR T ZE (BbiRL)  IFRIbICHFELI,.
x4 48[ (288 M EDERR7ZES I3 C2ORAELREE (RUZDBICAEL BN S NIX. ZDRAE) THERLI.
%5 JNBFACIT-FatigueDEREZ R,
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BRPRRIR

ENEET N RERIFFAS (BADBITHSRER) & Uz, TEFHAER (JRh—M DH) THdDay
183F COTMAREE=MNIC DOV TIE. LILNSUR DIRGEZFTBE(ICBITBTMATREZ=WNHE D
G EfEt Ulc. CNIF LILNSUR DR S #R (T BEICBITDTMAREENBIDEISDHEEHER
U'95%ClZE&EHUTCE Uz, 95%CliFClopper-Pearsoniiaz U E IEE/RMEFERFRICE DLV,
IR—M DBIRFHBIEB(CHE WV T TMATEEZ=/EME COHRBIC DOV TIF @RAI9S%CICHET
Kaplan-Meier RBE MO MR ZER UIC. TMATTE = DREIHER . X—X 545020 g/L
BLEDANETOEAMEOENF. @ERI95%ClZEHEL L CER SRRICHIT DRI EZ DEIGZR
UCRRBFICERN U,

TR—M1 DR—R2DRIREHEIER ICEWVW T ST OB EF SRR TEMZZIT TN 2EBE LR
TORWVEBEDFIHEZDEIGZERUIC B ZZIF TV CREDEIGDmRAII5%ClIZER Uz, CKD
AT —=IFNR=ZFAVDCKDAT —IEHBUTHE T BIL. ZE (BERL) DG EZ NS D
BERNICENUIC. AT —I DRI EICENSDEIEDMEAII5%CIZERUIZ, eGFR. MiEZHY/ Y
SA—S (/) \Wr#. LDHE. ANEZ O E) . QOLICDWTIE. SREEDEE AT IUAILIR M UNEE
BRBEDR—IA 54 VBEOEEEFRMREHZELLUTCRENEICKDEENRETIL (MMRM) ZH
WTIRE L, S5l R CANE (E0) M EFN TV THEA TES LI UT,

2EMICIR . BAAERIC OV THSBFICHES N Y 77 IV —THET M OHEZE T o1,

6. FERUHE (k%)

GFEEUS M FREAEAEIRES)

BH STUAYT (BEFHEER) EUT. BEDORFREZEZREL., 10600~3,000 mgzRisAELE L. #1085 2i8#(C1E300~3,600 mg.
LI 4BNF8 BT E(C1E300~3,600 Mgz it d 2.

9. HENERZR T DEEICRHT IER (TR

9.7 INE

GEHELAM 4PRSAEEIREE)

9.7.2 fFE5 kgRiBD/NEEENREVCBMER U L2 EIEREUCIRRGERIFERL TLRL,




MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

EEESR(FAS)
, JR—k1 JR—hk2
e (n=18) (n=10)

1481 n (%)

B4 8(44.4) 9(90.0)

i 10(55.6) 1(10.0)
IJURSURCHIEIR SEDERS. 15 (SD) | 7% 6.4(4.51) 11.0(4.97)
ATE".n (%)

BA 9(50.0) 5(50.0)

TIT AN 5(27.8) 4(40.0)

BA&A 1(5.6) 4(40.0)

EANET ITUAZRTAUBA 3(16.7) 1(10.0)

FAUAEAERNIE T SADEER 1(5.6) 0

P NJE! 1(5.6) 0
A&, (SD). kg 22.2(14.6) 41.6(19.0)
BE.FH(SD).cm 111.2(24.0) 144.0(37.0)
aHUSTER DFNFBF D EHS, 1 (SD) . 5% 5.5(3.6) 4.3(3.2)
BTN (%) 6(33.3) 0
Bi5HE. N (%) 1(5.6) 1(10.0)
/) \HRE8. 15 (SD). 10°/L 60.4(32.6) 287.9(74.6)
LDH{E. 5 (SD) . U/L 2,223.5(1,321.1) 7 219.4(56.9)
NEZJOEVE, F(SD). g/L 74.4(17.4) 131.5(11.3)
eGFR. F#5(SD). mL/min/1.73 m? 26.4(21.2) 104.9(29.5)
CKDRF—'.n(%)

1 0 8(80.0)

2 2(11.1) 1(10.0)

3A 1(5.6) 1(10.0)

3B 1(5.6) 0

4 8(44.4) 0

5 6(33.3) 0

SD : 1R fRE
* BHONEZERT. Tn=17
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BRPRRIR

@ J/k—K1 : Day 183F TOTMARLER [EEHEIER. FAS. Y I 7 IL— TR Z 2]

Day 183%F COTMATREEMF. 77.8% (95%Cl : 52.4~93.6) (14/186l) TEMENF LIz, LILRIUR DFRS
Z20%(Fz#Day 21(CEBRZRIEUC 1 BI7ZFRV T, 1781280 IR D IER L. 166IH LDHBDERE1L. 154
PIEI L7 F ZMBEDR—ZS5A U N525% L EDET. 1660 MRANIEBL  ZERLE UL,

Ko BARANERDOT 7 7)IL—TEF 01 613 DR FHB AR P ICTMAT R E= NN RO S NE LT,

¥V REIDIERE (150X 10%/ LI L) RULDHBEDIER L (246 U/LUTF) ZBlc I iHEE U,

@ J/k—M1 : 52 BDHY b TRRDTMATREER
[ZDfthDEFHEIER. FAS. Y I 7 IL—T i 22 0]

T ERRC3 BN TMATE 2= ZZER L (26IH Day 295, 1410 Day 351). F—9AvhF THETOTMAT RS
WM. 94.4%(95%Cl: 72.7~99.9) (17/186l) TEMENE Uz, /MR DIER L. LDHEDIEREL. MBI L7 F
ZUBEDNR—=RSA S5 25% L EDETE. WITNE94.4%(17/18%l) TERINH LI,

Ko BRANERDOY 77)L— #0161 IR HB AR R R O R COTMAR 2= RO SNE LI,

52 BDAHY A TFRmD _
52D AHY A TR DOTMATEE =M DL
TMASE £ 24 B 5 SEEEMOHEER
1:95%Cl 1:95%Cl

(%) 94.4 (%) 94.4 94.4 94.4

100 100
@
S 80- §=.E- 80 |
a0 S
5 60 ¥ e
= ib)
% 1=
= 40 - Tg'i 40 -
it &
B 20 £ 20-
2

0+ 0-
(n=18) M/ IRER D LDHED MEIL7FZMNED
na=ile na=ils R—2SAIH5
(n=18) (n=18) 25%L EDIET
(n=18)

6. FIENUAE (k)

GFEEUS M FREAEAEIRES)

BH STUAYT (BEFHEER) EUT. BEDORFREZEZREL., 10600~3,000 mgzRisAELE L. #1085 2i8#(C1E300~3,600 mg.
LIREABEN 8B EIC1E300~3,600 mgZ s fazEd 2.

9. BENERZRT EBEICETHER (T

9.7 INR

GEEEYS M4 FRSAEAEIRES)

9.7.2 AE5 kgRBDINEEENREVCEMER UL 2 M ZIERE UTCBRIREIRIFSEREL T LR,




XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

@ Jifi—h 1 : TMAZ2ZER S TOHM [BIXREHEEE. FAS. Y 7' 7 IL— i Z 28]

F—SHYbA THDOERT. TMATTEZE2hER F COHAR (PR1E) [F308 (95%Cl : 22.0~88.0) T. ZD#H(F#)E
®5#%158m5351HTUIZ (Kaplan-MeierAIC K 2D HEETE) o
BARANERD Y 77 IL—TFEATD14l1F. Day 29DFekim CTMATTEENDEE R LE U,

TMASEERNERE TOHIRM

(%)

100 + 15961
80
Q_EI‘
o
®
s 60
H
b
=
i
)
R
ﬁ 40
iR
<
=
'_
20 +
04
R EEEE mooom™  ow omowm B @
ERERHAR

n 1811B®BMT & 6 5 5 3 3 3 3 3 3 3 3 3 3 2 1 1
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@ Jif— b1 : TMAZ 23 DIRIFHIHETS [BIREFEIER. FAS. U 00 IV — T 22 T]

PIEAFHIEARE P ICTMASTE 2R 72 &R U2 1461(E 20 BB OFHFHIAB OR TRICSLWTBDRERDZZML TN
FUIL. TMATRE S ZER U, —BFHICT DD/NSA—I TER/IERLZHERF CE RN SICBE N RHOSNF LI
%< DEE TROFKREICHRE. =M/ EBEN RS NE LI,

FIHAFHI AR T I/ WRE D IEE b 72&ER UTc 1 76 1 541 LDHIED IEH b 7Z2&ER Uiz 16614 BT L7 F =&
D=4 VH525%L_EDIE N LI 156Ich9%lF. Day 15K TISEMRL TWOE LT, kB &I 151A'LDH
BEOIERL. 26N MBI LT F ZAMEOR—RS5A U5 25% U EDE T ZZERLEUIC. T —I HvbhF THDEFRE
TIT 1 BI7ZBR< 2 CORE TIV/IMRE D IEFE L. OB CLDHED IEREE. 148 TILEI L 7 F Z/MEDRN—RX 54V H5
25%LL EDIEXFAERSHSNE LIz,

F BAANEDDOY T TV —TERD141E. Day 29(ICTMATRE=DOEEZFIC LIk, T —9 HyhA THDE R
FCTMATEZDEEZ L TWVEUI,

TMASEE 5 DFRREFHIHERS (F)RAFEHAR)

(%)

100 4
@
S s0-
HD
s
\J
5 601
=
)
& 40
K
i
£ 20 1
'_
07\ T T T T T T T T T T T T T T
8 15 22 29 43 57 71 85 99 113 127 141 155 169 183 (B)
ERRARRY
n 17 17 17 17 17 17 17 17 17 17 17 17 17 17 17
TMASE2 =510 HIIEB DR IF50HEFS (FIHASHERART)
(%)
100 4 ® ° °
40
»
)
H0
s
J‘\J
i)
=R
i)
W
m
g 20 1 —o— LDHEDESIL
i —0— M/REDIERE(E
. —o— MBEILTFIMEDN—RS5 1 H525%U FDET
T T T T T T T T T T T T T T T
8 15 22 29 43 57 71 85 99 113 127 141 155 169 183 (B)
EARARRY
n 17 17 17 17 17 17 17 17 17 17 17 17 17 17 17



XAFTIFET0 mg/mLESH (T)UASU R siEEEE300 mg) <100 mg/mLEE] (2)U=UR HIssERSE300 mg/3 mLkk
ZIUNEURCHIsEESE1100 mg/11 mL)h'&BUET Y, SCEDZRVRUERR T — 91310 mg/mLEEIIC LD BN TT,

@ J/k—M1 : MiEEM/NS X —9 DAIEERDIR—RS L VhSDE(LE
[BIREHIEIER.FAS. U D02 IL— i3S 8]

26:BEOHAAFHHHAR P (. M/MRER OANET DE /BOEN. LDHEDE THERH SN, TNIF AR T U
178126107 —I W85 N cDay 351& THRLE LIz,

Fe. BEANERDY TT)L—FHERO161E FIEIFHBE R S RO T — 5 Dy b THORRE CIVWRER OANEI O
EBEDIEN. LDHEDE FAERHSNE LI,

MJ\iREL (F19{EL95%CI) D#ETE

(X10°/L)
440
415
390
365 1
340
315 +
290
265
240
2154
190 4
165 4
140 4
1154

90

Al

40 -

I/ ViRE8

TTTTT T T T T T T T T T T T T T T T T T T T
BL1529 57 85 113 141 169 239 295 351 407 463 519 575 631(H)
822 43 71 99 127 155 183

n 181715 17 17 16 16 16 17 17 17 14 12 12 10 6
1517 17 16 17 16 16 17

6. FIERUAE (k1)

GFEEUS M FREAEAEIRES)

BH STUAYT (BEFHEER) EUT. BEDRFREEZREL., 10600~3,000 mgzRsAELE L. #1085 2i8#(C1E300~3,600 mg.
LIpg4BXIF8BETE(C1E300~3,600 mgZzRiEssEd 2.

9. HEDERZEI BEBEICHITIER T

9.7 INR

GEHEAIM 4PRSAEEIREE)

9.7.2 AE5 kgRBDINEEENREVCEMER UL 2 M ZIERE UTCBRIREIRIFSEREL T LR,
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BR

RRLTR

LDHfE

NEJOEVE

LDHIE (FIHEL95%CI) DR

(u/L)
2,900 -
2,750 |
2,600 -
2,450 -
2,300 -
2150
2,000 -
1,850 -|
1,700 -
1,550 ]
1,400 |
1,250 -
1,100 -
950
800
650
500
350

200 - ® ®

L s s B B B B B B B
BL1529 57 85 113 141 169
822 43 71 99 127 155 183

T T T
239 295 351 407

gt

n 171717 17 16 16 16 16 17 16 17 14
1816 16 16 17 16 17 17

NEJTOEVE (FIHELI5%CI) DIERE

(g/L)
140
135
130 ~
125
120 +
115
110
105 +
100 ~
95 ~
90
85
80 ~
75 A
70
65

o—0—o—
T T T T
463 519 575 631(B)

12 12 " 6

L s B e LA
BL1529 57 85 113 141 169
822 43 71 99 127 155 183

T T T T
239 295 351 407
R

n 181515 17 17 16 16 16 17 17 17 14
16 16 16 17 16 17 17

T T T T
463 519 575 631(H)

12 12 10 6



XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

Q@ 1K—M i ANEJTOEVNNEDR—RASAVH520 g/LLL EDIENHD
[BI:REHEIEE.FAS. U D7 IL— IR EZS ]

26RO IERETHAERRICIC 1 85It 1 661 (88.9%[95%CI : 65.3~98.6]) PAES OE VBEDA—Z 54 U520 g/L
LU OBNEZR L. 7 —9 hw N B0 CHIC 1 BINERLEL.

*1e BANERDY T IL—FETO1HliE. Day 43[EAEITOEVBBON—ZS 41520 g/LL FDEIEER,
L. F =9y A THEDBRICENTEN—2 51 V1520 g/l EDEMIRHSNEUL.

NEJTOENEDIENZER LT BB DEIS (95%Cl) DHERS (FIHAFFEAART)

NEJOENEDR—ZS1UHS
20 g/ LB ER UCEBEDEIE

8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (B)

AR
ni17 17 17 17 17 17 17 17 17 17 17 17 17 17 17

6. FERUHE (k%)

GFEEUS M FREAEAEIRES)

BH STUAYT (BEFHEER) EUT BEDRFREEZREL., 10600~3,000 mgzRisAELE L. #1085 2i8#(C1E300~3,600 mg.
LI 4BXIF8 BT E(C1E300~3,600 mgZz it d 2.

9. HENERZR T 2EEICEHT IER (TR

9.7 INE

GEHELAM 4PRSAEEIREE)

9.7.2 fFE5 kgRiBD/NEEENREVCBMMER U L2 EIEREUCRRGERIFERL TLIRL,
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@ Jifi—h1: eGFROFEERUN—R 51 VD S5DZEAL
[BIREHEIEE. FAS. Y07 IL—#hZEST]

eGFROYSNE (SD) (FR—Z 54 VBED26.4(21.17)mL/min/1.73 m*Hh'5. 263BRIDFIEAEHHEARI D THF(C(£108.5
(56.87)mL/min/1.73 mATENMUFE Uz, #ETHRRS Cld. Day 407 % CHRERZ L2 146(F100 mL/min/1.73 m?
HBTHBELFU,

Fe. BERANEFDY T Ib—TFEHRD1HlIE. R—2 54 VBED10.0 mL/min/1.73 m*Hh'5. 26 BRIDIEASHEHAR DI
TESITIF125.0 mL/min/1.73 mPICEEI0LE Uz, kIR DRSS (Day 743) Tl&146.0 mL/min/1.73 m*CUIz,

eGFRD#tFE

(mL/min/1.73 m?)
300

F9ELSD
250

200 +

150 -

eGFR

100

50

TTTTT T T T T T T T T T T T T T T T T T T T T T
B8 22 43 71 99 127 155 183 239 295 351 407 463 519 575 631 687 743(8)
1529 57 85 113 141 169
R

n 181717 17 16 16 16 16 16 17 16 14 " 9 " 6 2 2
1817 16 16 17 17 17 17

B EZITTVNDEBEEDeGFRIFT10 mL/min/1.73 m*ELTHTELIZ,

6. FIERUAE (k1)

GFEEUS M FREAEAEIRES)

BH STUAYT (BEFHEER) EUT. BEDORFREZEZREL., 10600~3,000 mgzRisAELE L. #1085 2i8#(C1E300~3,600 mg.
LI 4BNF8 BT E(C1E300~3,600 Mgz it d 2.

9. HEDERZEI BEBEICHTIER T

9.7 INR

GEHELAM 4PRSAEEIREE)

9.7.2 AE5 kgRBDINEEENREVCEMER UL 2 M ZIERE UTCBRIREIRIFSEREL T LR,




MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

@ Jih—M1 BEROBE [BIREHEIEE. FAS. U 0 I — i 2 28]

N—2 54 VEITERZZIT TV 6FID 55443, Day 36F TISENZFIEL. £266/H'Day 193F TICSEMZPIEL
FUIE S RBRICHTCISERZRIBUCBEEVWEBATLU .

Fle. BARAERDY 77 IV—TEFTD16lld RN—2 54 VIFITENZZ(FTOELUN . Day 15F TIOENZRIEUFE
UTce

@ J/k—HM1 : CKDRF— Y [EIREHIEIER. FAS. Y J'J IV — T ZE S ]

BEDKEDEN—Z 54 VEFICCKDRT — VAN [EET Uz R—=R 54 VR UDay 183DF—9I 13511136105
5. 1161(84.6%) [CHEWVTCKDRAT —INMR—=RX 54 VKR T UE Uz FIHFHEEAR F(CCKDRA T —I D BIE UIc &
BEHOSNFBATUIL BB CKDRAT —IDIE A HSIRD 212281055, 1Al BIEIBRED 52 EE TUI. ki
R Cld R—2X 5+ >~ RUDay 407 Dl TF—5 55Nz 148126) T CKDRAT —I DX FHERHSNE LI,
FIo. BERAERDOY T T IL—TETD16lE N—R 54 VECIFCKDAT —I5TUIA FIHAEHm AR D& T B (C
CKDRT =V TR AR CH W CTHCKDAT —Y 1T LT,

N—2R514h5Day 407F TDCKDRTF—I DR

Day 407DCKDRF—
(N=18)"
NR=RSAUD | R=RSAY 1 2 3A 3B 4 5
CKDRF—v n(%) n(%) n(%) n(%) n(%) n (%) n(%)
1 0 0 0 0 0 0 0
2 1(7.1) 1(7.1) 0 0 0 0 0
3A 1(7.1) 1(7.1) 0 0 0 0 0
3B 1(7.1) 1(7.1) 0 0 0 0 0
4 5(35.7) 3(21.4) 0 0 2(14.2) 0 0
5 6(42.9) 3(21.4) 2(14.3) 0 1(7.1) 0 0
=L 14(100.0) 9(64.3) 2(14.3) 0 3(21.4) 0 0

(IS N NN I -3 (7 ~N N B
* N=254 U RUDay 407 CT—9NhESNDIF 1441
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@ &E1ER : J/Kk—M1 : FACIT-Fatiguef8 X7 DR—ASA VS DE(LE
[BIREHEIER. FAS. B0 7L — iR Z 2 6]

5wl EDEBZFICHWV T FIHFHERRP DR -S4 UhS5D/NEFACIT-Fatiguefd 2 37 DZE{LEDFHE
(SD)1316.78(14.704) TUIL. iGHARI CTld. T =9I DEONIER—RSA U H S DELEDFHEF. Day 351T
16.67 (n=9).Day 575C17.40(n=5) TLIz,

Fle. BARANERDY 77— TEFT D163, SEEkim Copofafesh. sHiIFTLWE B A TU.

FACIT-Fatiguef8 2 377 DIF5(E (95%Cl) DL

60

FACIT-Fatiguefs8x 377

20
T T T T T T
BL8 29 71 127 183 351 575 (B)
!
no9oo 9 9 9 9 9 5

6. FIERUAE (k1)

GFEEUS M FREAEAEIRES)

BH STUAYT (BEFHEER) EUT. BEDORFREZEZREL., 10600~3,000 mgzRisAELE L. #1085 2i8#(C1E300~3,600 mg.
LI 4BNF8 BT E(C1E300~3,600 Mgz it d 2.

9. HEDERZEI BEBEICHTIER T

9.7 INR

GEHELAM 4PRSAEEIREE)

9.7.2 AE5 kgRBDINEEENREVCEMER UL 2 M ZIERE UTCBRIREIRIFSEREL T LR,




XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

@ Jih— b2 MiEFH/NS X—9 DRAIEE [ERFFEIER. FAS. Y77 IV — T ZZT]

26)BEDOYEAFHEHAR O & Ok EARI (D5 2385E T BF R COMVI Wil LDHIE ANEZ OE MBEOHEBIFLITO®@) TUi,

2&H

(X10°/L)

[/ \ii#%

[/ \ii#%

495 +
465
435
405
375~
345 ~
315~
285 ~
255
225 A
195
165
135
105

75 A

45 A

15 A
_15 -
_45 -

M/\VRE DTS

THIfELSD

T T T T T T T T T T T
15 29 43 57 71 85 99 113127141155169183 239 295 351 407 (B)
8 22

BL

n 10
1

BRI

10 7 10 10 10 10 10 10 10 9 8 10 10 10 10 10 3
0 10

BAANER (B 77 )L— i)
(x109/L)

700 ~

620

540

460

380

300 ~

220 A

140*‘

HERS

—— fEfl1T  —0— EFI2 —@— JEBI3  —e— fEfI4

—28

|
|
|
|
T T T T
1 1529 57 85 113 141 169
—-10 8 22 43 71 99 127 155 183

T T T T T
239 295 351 407 463 (B)

AR
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LDHIED##

=&

(u/L)

270 - T T
260 -+ T T 1T T _ _ _ F15{ELSD
250 A T T
240 - -
230 -
220
210 A
200
190 - -
18041 L7 ’ -
170 ~ -
160 -
150
140 S S -

T T T T T T T T T T
BL 15 29 43 57 71 85 99 11312714115516918 239 295 351 407 (B)
8 22

LDH{E

IR
n 10 10 9 10 10 10 10 10 10 10 9 9 10 10 10 10 10 3
10 10

BAEAEE (YT 7 IL—TET)

(u/v) e

5207 —o— 1 —0— EF2 —e— EFI3  —e— JEfl4

479

[
[

[

[

[

438 }
[

397 1 |
[

[

356

315~

LDH{E

274

233 C———
® :~
192 1

151 A

1107\ T T 1T T T T T T

|
|
|
|
|
|
T T
—28 1 1529 57 85 113
—-10 8 22 43 71 29 1

T T T T T T
141 169 239 295 351 407 463 (B)
27 155 183

AR

6. FIERUAE (k1)

GFEEUS M FREAEAEIRES)

BH STUAYT (BEFHEER) EUT. BEDORFREZEZREL., 10600~3,000 mgzRisAELE L. #1085 2i8#(C1E300~3,600 mg.
LI 4BNF8 BT E(C1E300~3,600 Mgz it d 2.

9. HENERZR T DEEICRHT IER (TR

9.7 INE

GEHELAM 4PRSAEEIREE)

9.7.2 fFE5 kgRiBD/NEEENREVCBMER U L2 EIEREUCIRRGERIFERL TLRL,




XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

ANEJOEVE

ANEZOEVE

NEJTOEVEDH#RE

=&

(g/L)
165 A

160 -
155 A
150
145 T
140
135 A
130 A
125 A
120
115
110 A
105
100 -

TIfELSD

(A T T T T T T T T T T T T
BL 15 29 43 57 71 85 99 11312714115516918 239
8 22

IR
n 10 10 9 10 10 10 10 10 10 10 9 8 10 10 10
10 10

HARAER (Y72 IL—#4)
(g/L) PERs

170 - }

|

160 - 1

|

|

150 - }

|

140 - i

|

130 - ‘

120 \

110 ~

—o— JERI1

T T T
295 351 407 (B)

10 10 3

—0— JEFI2 —@— JEBI3 —@— fEfI4

1007\ T T 1T T T T T T

|
|
|
|
|
T T
—28 1 1529 57 85 113
—-10 8 22 43 71 29 1

T T
141 169 239
27 155 183

AR

T T T
351 407 463 (H)
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@ J7h—h2 : eGFROAIZESE [EIREFEIER. FAS]
26 BRI R ORI DRI & CDeGFROMEBISIU T DB T,

eGFROD#FE

(mL/min/1.73 m?)
175

F5{ELSD

150 +

125

100 -

eGFR

754+
50
25
T 1T 1T T T T T T T T T T T T T T T T T
BL8 152229 43 57 71 85 99 113127 14115516918 239 295 351 407(8)
HHEREAR
n 101010109 10 10 10 10 10 10 10 9 9 10 10 7 10 10 3

B EZRITTNDEBEDeGFRIE10 mL/min/1.73 m*&UTHISELIZ,

6. FIERUAE (k1)

GFEEUS M FREAEAEIRES)

BH STUAYT (BEFHEER) EUT. BEDORFREZEZREL., 10600~3,000 mgzRisAELE L. #1085 2i8#(C1E300~3,600 mg.
LI 4BNF8 BT E(C1E300~3,600 Mgz it d 2.

9. HEDERZEI BEBEICHTIER T

9.7 INR

GEHELAM 4PRSAEEIREE)

9.7.2 AE5 kgRBDINEEENREVCEMER UL 2 M ZIERE UTCBRIREIRIFSEREL T LR,




XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

@ J/h—KR2 : ERDBEE [BIREHEIER. FAS]

NR=R 54 VBB ZZ T TVCEBRBS T R SHBRICBNZRIBLICEE DV EEA T,

@ J/k—h2: CKDRF— Y [EREHIEIER. FAS. Y J' 7 IV — TR 7Z S T]

N—=2 54 VFEDOCKDAT =& AT —I1H8%l. AT —I 2" Bl RF—3amht 1 Bl LT, 26— DFERFHTERRE D
ETRET. 78IFCKDRAT—ICER LR HONT . 261 T1 AT —IDEIL 1 HIC3IAT —I DRI HSNE Ui, fikiTEHEA
BICHNT. Day 351TlIF10681EBZEEIFEHS5NT Day 407 TldT—I MESIV3BITEILEHONFEATLUIZ,
Fo. BERAERODOY 77— TFERICENVWTIE ABIREINN—Z S5+ VEHICKDR T —2'1 Tl #IEAFHEHARI ch &
Uit D REEHERRICB VL TH AT —V 1Tl

Q@ B8Ei5H : J/Kk—br2: FACIT-Fatiguef A7 DR—R 514 VWS DE(LE
[BIREHEIER., FAS. YT IL— T fEth 2 3T]

S5EELL_EDEESHICHIFBIVRBFACIT-Fatiguefs 2 17 DFHIE (SD) [F_— 2 54~ T48.88(3.603) . Day 183T
48.88(5.410).Day 351T47.63(4.470) TLTz,

E1z BERNEFDY T ) — FEFICB VTl SELLEDEE 26I0/NEFACIT-Fatiguefs 2 37 DFE (SD) 4.
R—254>751.50(NA) . Day 1830 Day 35152.00 (NA) THELZE U
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Q@ EHZEHFIR

<Jik—PM1>

[MEP O EEECS 1. MO S T #3007 LIAICIEP OBERECES A EE (IEFIERECSREN'0.5 ug/mLiE) SN,
RSB AZEL CHEEANFHRLE U, BERALADEZE 2BDON—2 51 Y DRAEB 272 E (EBlCDay
15).£7C0.5 pug/mLKiE ULz, kAR Cld. £7T0.5 ug/mLRimcLrz,

HABEERIRGEDaHUSEEICHIF 3 MEPERCSRE-BEIO0T7 1)L

A& 20kgFft
YIEAETmEARS HASTEARS
(ug/mL)
100*E
10
X
Bl
n
O 14 s
F
B e
0.1 A i i * *
j H ”j!ﬂji T —
0.01 4 - ‘ ‘
1 15 29 43 57 71 85 99 113127141 155169183 351 575 743 \)
HHEREAR
n 11 11 10 10 10 10 10 10 8 9 8 9 8 9 9 6 2
A& 20kg &
YIEAETmEARS HASTEARS
(ug/mL)
100*1
10
i
Bl
n
O 14
Fr
B fmmmm e
i f pel gt .
il : . ] -
0'017 T T T T T T T T \I T T T T T T T
1 15 29 43 57 71 85 99 113 127 141 155 169 183 351 575 743 \)
HHEREAR
n 7 7 7 7 7 7 7 7 8 8 8 8 8 8 7 5 0

HEugnhrois= WS Wigs5E

- — - IEPERECSREOC.S ug/mL O | IMIERCERETHIE. * : SHE
FEDPREBOKTHRIFPRE, LR U MG ZNENBIWAURUE 1WA UZERT . OF IS 1 U IR UEIWD UL, S51.5
XU (IEEZERT .



XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

<3dR—hk2>
MEP DR C5IF. PO ST #3307 IAICIEF DOiEsE Co5NPESE (MEF R CSREN'0.5 ug/mLFiE) S,
BREHELAZEL CREEERNFRULELI,

IJURXITBEEDHDaHUSEEICH T3 MEFEHCSRE-—HFRTO0I 71

1KE20 kgkKif 1A&20 kgl k£
weg/mv0) [ e
N
2 o1l
n
7 . |
B i
K N LRSLNT TN
]
I 1 : I i i :
L =] B I i
0'01 766 Ie : ee 69 6
1 15 29 43 57 71 85 99 113127 141 155 169 183 351 1 15 29 43 57 71 85 99 113127 141 155 160 183 351 \)

B
n 222 22 2 22 2222222 8 8 7 7 8 8 8 8 8 8 7 7 8 8 8

BEugnhrois= Wikss EiRsE
- -~ IEPERCSREOC.S ug/mL O IMERCEREETHIIE. * : S E

FEDPREBOKTHRIFPRE, LiHRU MRIFZNENBIWAURUE 1WA UZERT . OFFES 1 U IR UEIWD UL, S51.5
XS (IEEZERT .

6. iERURE (/7%

(GEHBYBIM 4 PRESAEAEIREE)

BE. STV T (B FHEIRZ) LT BEDHREZZEL. 18600~3,000 mgZzBsAEE L. A0 5 28#(121E3300~3,600 mg.
LI AEN [F8E T E(C1E1300~3,600 mgZmiEsstd 2.

9. HENDERZH I 3EBEICHT I IR R

9.7 INE:

(GEHESAIM 4 PREBAEEIREE)

9.7.2 K85 kgFBD/IN\BEERREUICHEMMER VR MEIBZEE UTCIRIREIRIFERL TV,
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O==2it

52BF—9HhvhATHET

<Jik—K1>

T =9I HybA BRSO IRES2.40:8) [CEWV T BHERFRIREF47.6%(10/214) T, FREHERFSI
FET9.5%(2/2161) TUIZ,

BESBRFAIEEE100%((21/216) T FRESBRIFFEL7.6%(10/214)) . TF. UM, LIRGER, BBEHNE33.3%
(B7/216)) . SMEN'E28.6% (56/214l) TUIC. EEBREEBRIE 1481 (DA ILAEBBZX. BRNE 2673
L) [CRHONF UL FETFROONF B ATUIZ. BEBRICL DR SPIHF I (BIMEIU—ERUEM) TUIZ.

<JR—b2>

F—=9NvhATHER (RSO RIES0.2958) [CHWV T BINERFIREF20.0% (2/1041) TUI.
BESRFAREEE100%(10/106)) T EFFESERIS LERF40.0% (4/1041) . ORRIREER30.0% (3/1041) . LIF
BB, CPE, IREAR, O LR EREREN'E20.0% (52/104l) TUIC. BEBBEER(E 16 (LXUERE. k. K
BEXR) [CERHONF U ETH AEBRICKL IR ESPIAIFERHSNFEATUIZ,

F—IHYhF THDER T, IR—M XIFIR—R2(CHB VN T EEENERIE* DIRS(FHUFE B ATUID, REIDE
SR BEIRANERGE (TN I BB HEENME T 3 B aIREEN B fcd TERLEE L,

KAFDES - BRICEHDIEIB I NEERTHIIchHTRUI,

2B EICRHSNBAESBR (52BF—9hy b4 TBET: OR—H)

aR—R1(2161)
JIVRSURCESHIR GB) (F5{ELSD) 64.96+34.757
2EEER 100.0(21)
FE 47.6(10)
TH 33.3( 7)
B0t 33.3( 7)
LIREERN 33.3(7)
I=FE 33.3( 7)
i 28.6( 6)
SIMNE 28.6( 6)
77y 23.8( 5)
& 19.0( 4)
) 19.0( 4)
2% 19.0( 4)
e 19.0( 4)
AP 19.0( 4)
S 19.0( 4)
Rtk 14.3( 3)
Rk 14.3( 3)
FuERER 14.3( 3)




MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

JR—R1(2141)
25 14.3( 3)
E9 =D 14.3( 3)
#HZ 14.3( 3)
Ispf 9.5( 2)
TERRNS 9.5( 2)
BIER 9.5( 2)
DA IV AEBIER 9.5( 2)
IREER 9.5( 2)
BISAER 9.5( 2)
DA LA ETUERRE 9.5( 2)
IR RS 9.5( 2)
SRR 9.5( 2)
{KME 9.5( 2)
i 9.5( 2)
HBODOEER 9.5( 2)
&l 9.5( 2)
U/ ) \NERAE 9.5( 2)
BWRELR 9.5( 2)
EEBE 9.5( 2)
FEEHF 9.5( 2)
FE =1 9.5( 2)
RS EBIS 9.5( 2)
Bk 2sEAZE 9.5( 2)

MedDRA ver.21.0
FHIFEE% (B0

261 EICROSN-BESR (52BF -9 hy b4 TBEXT: Jik—h2)

J7k—b2(1061)
IIVRSURCHBSHIRE GB) (FHELSD) 52.69+4.019
2HEEER 100.0(10)
ERuERR 40.0( 4)
OREIREER 30.0( 3)
_IREER 20.0( 2)
hER 20.0( 2)
IREER 20.0( 2)
DA LA ERTERRGE 20.0( 2)

MedDRA ver.21.0
FIREE% (BIF)
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| esnEEnm % (@88MG)

6. ERHEEMERER HIFEERRAEDSEMMGEBERRELEZEERS VI LILY
St R R TR LEERERER : ALXN1210-MG-30651%E%) 7

17) & BEESER RO SBEHRNERE ZNRE U ERHESEMBFER (ALXN1210-MG-306) (EE3E i)

Q@R HIE

ENGD EEENHERSEFRESEDTHAChRAKEB DAL BEMGEEERRIC. MG-ADLONEICE DL
T.2IUNSUR DB E S ERELESHT T 5.
[BIRBEH]AREBROBEER TOLILNSURY DR LM, PK/PD. RUREBRIEDIFHEIRSHCT D,

REABAEEIFEE THAChRIERR DA (185U L) 2BFIMGEE 1756 (LILASU R 8866, 75
tREE8IH. SBEAANERIGE LIV URE6H]. S EREE7H)

FEMB-EE5R T VY LML SR B TR E &S R EEH R AR RR4BEDAT -2
JHA 26BN _E5#S VS MELLER. RR2EBDIFERIERBAN DB SN D RTU—ZVTHRD
%Ml QUK BN, PP AT, BA) ZERIEFELUCHREESZ LIVNSURBNE S ERBETS Y
FLEIRHF ULz SV LMEEEHATIE. T)USURYEICEDay 1ICcHEICEI<KYTAE. Day 15K
ZNLEIFSBRIR CHEICEI<HERAED LILNSU R EZER T TR S U, FSEREICIFDay 1.Day
15ROZF A ESBRERET. SSEREER T CIRE U FIERIERATIE. SV LML BEHE TR CH
%Day 183 (26:808%) DaHii#(C. 1)USZURCBTF900 mgDLILNSURE %, PSRBT AECED
<HEREDLINEUR®ZNITNHER T CIRSL. Day 197 (281885 LI 2 TDEE(ICSBRERE T
BICEID<HBIRED LILNEU R EIFER T RS U, WS NBAUEEs T L.
A0 —Z TR CRBEIHEIESE (IST) * A2 (F TV eEBE F BB PICHELUTISTERZ (T2
TE 12U SV MU EBHIRICE GERIBUEMN EZNICHBEHMUIIBEDH. ISTOREZE
P HERISTOEBIZSFB U, EREIR I, a5k st S CRE UCIRIRIEL I RO NIEBE(E. LA
Fa1—BEBAEDVFIRATOA N ML B OT U VEEEA (VIg) *E] B LTz,

59 LMELEREE
< ARV BOBRERTIa—)b >
2ILRSUZRD Day 1 15 71 127
r58(mg) I Elz fERE
R840 kgl £60 kg=Kii 2,400 3,000 3,000 3,000
{5860 kgl k100 kgki 2,700 3,300 3,300 3,300
{58100 kgl k 3,000 3,600 3,600 3,600

< FSERBEORSRATIa1—Ib >

ZILRSUR®D Day 1 15 71 127
w58 (mg) VCRg RS

KE40 kgl L60 kgkifs 0 0 0

15860 kgl k100 kg 0 0 0 0
AE100 kgl k£ 0 0 0

XAFCIF—EBDIST. AT O REVIVIgIZIEFMGDERIFTE L,



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

IFEIRIEREA

< LIVRSURBOBRSRTVa—IL >
AILRSUZCD Day 183 197~869. 8T &
®58(mg) BRMES HSRE
AE40 kgl E60 kg 900 3,000
1AE60 kgl £100 kgkis 900 3,300
{AE100 kg £ 900 3,600

< PSERBORSATIa—)L >

LLRSUZCD Day 183 197~869, 8B &
B5E(mg) B TES RS
KB40 kgl £60 kgki 2.400 3,000
1AE60 kgl £100 kg 2,700 3,300
15100 kgl k 3,000 3,600

IEREREE . BAZST—EOETILILAEUZ®10 mg/mLEEINS100 mg/mLEEINDYIER =
£SOy
- ERAREVB(LDES
1. MGZU—E : [IBBRE N (i DIREEBLENNERFEDEZEDMGICRDHIET
2. BENIFERE TEUAND. LI NHhDMyasthenia Gravis-Activities of Daily Living (MG-ADL) IBED X
OPH3RA VRFE TR RUIEDNAR—=RSA V5211 >V hEB{EUIcEBE DR R
3. ARIBYEMN LA F1—aEEERELE WV EEBEDERDERICETSINZINN B2 IR

(SPZFN | dnd 35-5)

MG-ADLEER D7 DR—=X 54 VNH 526 BFF COZE(LE

BERETEEM Quantitative Myasthenia Gravis (QMG) #8207 DR— 54 Y h5268HF TOE(LE.
QMGHZAIT7HR—=ZZ54A U526 BEFE TICE5RA VU LELEEEDE|G. Revised 15
Component Myasthenia Gravis Quality of Life (MG-QOL15r) A7 D= 54 V1526
BEFETOZ(EE. Neurological Quality of Life(Neuro-QOL)Fatigue X7 DRX—XS5A H
S26BIFFETHDELE. MG-ADLIRRI7 IR =X 54 U526 BIFFE TIC3MA MU EHEL
BEDEG

[FEEHRIERER)

BEEEE \V\G-ADLE R 37 . QMG X7 . MG-QOL15r 27 K U'Neuro-QOL Fatigue ROA7ZDNRN—2Z
A4 Vh56088E COELEDRIFNEIL

4. FHRENIFFHER (HhHt)

L HISFEHEIIE (BET 07U YRS AN MBS LB E C R DIERDEENEERIEEICRD)

6. FENU RS (ki)

<£HESEHEIE (REJ 07V YASHIRER I MBHEEEC K SEROEENBHIFISSCRD) >

B EACIE STV T (ELFHEER) LT BEDHFREZEZREL, 102,400~3,000 mgZzhaiaAEE L. FIEHE5 2;:8#(C1@3,000

~3,600 mg. LIE8E T E(C1@3,000~3,600 mgZsifsE+d 2.
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BRPRRIR

B OEBATHRERFFAS (BRADBATHRER) & Ulc, TBIHBIBE TH3[MG-ADLE R O7
DN—2S54A VH526BIETDELE] TlE. REATEEEDRETIL (MMRM) Z{ER Uz, TR
TlIRAT—9 DRI THIEN . ETIVICIEFEIER TOMG-ADLEEZ I7 DR—R 54 VH 5D
ZLBERIDEY. AR, KB ERANROAER X FRE DT E (A, i (BAAET Tl
#EN) ZEENT TUAIMER. R— RS54 Y TOMG-ADLBZ AP ZEERZ B EUTHMPAALR,
HIBRTEBISECED<KMMRMOSEBSNIEplBIC &Y. iR 58O R/ —ETSBEHIELVHERE
Uz, BBBERNORETEBREIDIEEEROE T I LICIE SIS D B ETINER Wz HEDE
HEDHE(CFKenward-RogersiEZERUIC. XR—R 54 EF SEEEDYIOIZ SRIICEO NI R
BOFHIMBEE Uz,

R—2S5AVUHSDZ(LEICEET 22 TOBIRHEES & FEHAEE & EHICMMRMIC KR
HrUTzo QVIGHR R T 77 D51RA MU EDEER OMG-ADLES R 37 D311 M _EDBE DS
& —RILEEEEVDRETIL (GLMM) ZBWV TR U, ETIVICEEBR TORBER EREL
OBEEE. REBREE R OSEER G ERRE DT B, it (B AL Tl #iR<) ZEEH
FIUAIME R— 251 Y TOQMGIIFMG-ADLIAZ I7 (RIGEHIC K> TREBB) EEERZE
EEUTHIAAR . SBERDRETERIOEREEROETILICE. EEED Bt D 8T =R
Wze R—R 54 VBl RBREDYOIRSHIICES NI REDFHEES Uz, £c. QUG R 7 D5
RA VR EDHER OMG-ADLEZ 7 D3R4 VN EDBEDHEBFEIC. ZNENXRE LI
TRA >V NBIDSHE (QMGHZ T7 1 3.4, 6. 7. 874 VU MG-ADLESZ I7 1 2. 4.5, 67101 /1L
B &T-or.

SEURFROH. FREFIEZBAVTEERVBIRHEIEEDBT COSIBBREHHUz, T2
SHMEEE s ENICEE CH B E. U T OIERF CEIREHBIEE #5HE Lz,

1. QUG ROFZ DR—=2 54V H5268E COELE

2. QUG AP HIR—= 54 VU H'526:88GF TICE5MRA VU EeELIEEDES

3. MG-QOL15rRAOA7 DR—A 54 VU Hh'5268FE TDE(LE

4. Neuro-QOL Fatigue A7 DR—S5A V526 BE TCDE(LE

5. MG-ADLESZ D7 HIR—R 54 VH 526 BHFE TIC3MA VU FiELCBREDEE
REAREZ 1 D O5DIEFE TITV. T ZMICER TRVEHEIEE (p>0.05) i'&H oo ima . B O
IR CIFMEtZNICERIBEFRLEUT,

FIC LU TORICEDE FEMHEENUBIREHAEEBE DY 77— T Z{To1z.

HI7W—7 HFIU—
s 3| W NN N =N PN
4R CEleNgeg
A FIP A BEA T
YO SEFDFE 18 ~65/%. >655%
ST JUF IRFOA RDF IFIRFOA RUSADISTOH, JLFIRFOA R+
fDIST. 78U
SZN S DHEAR =thoYE, >thRE
MGFABRFES 48 1LV
thE 240~<60 kg, 260~<100 kg. 2100 kg

* ERICEKE. AT IESH. 7 ITREECFEEOHNZEND,



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

I&\%%’%
- TIVRSURCE IS e ast
; (n=86) (n=89) (N=175)

MBI (%)

S 42(48.8) 44(49.4) 86(49.1)

pogl 44(51.2) 45(50.6) 89(50.9)
HBREOHRSEOES. T (SD) &% 58.0(13.82) 53.3(16.05) 55.6(15.14)
A& . n (%)

HA 67(77.9) 61(68.5) 128(73.1)

FIT A 15(17.4) 16(18.0) 31(17.7)

HEBL 2(2.3) 5(5.6) 7(4.0)

BAXET IUARTAUAA 2(2.3) 4(4.5) 6(3.4)

FAUAFERRIET S ANEER 0 1(1.1) 1(0.6)

Z DAt 0 1(1.1) 1(0.6)

NER 0 1(1.1) 1(0.6)
A5, F15(SD). kg 91.6(23.37) 90.9(29.45) 91.2(26.57)
MGEEHF DR, 45 (SD) . 7% 48.6(18.54) 43.7(19.04) 46.1(18.91)
MGFABRERS3$8. n (%)

2521a 22(25.6) 24(27.0) 46(26.3)

J521b 17(19.8) 15(16.9) 32(18.3)

75 A1a 22(25.6) 34(38.2) 56(32.0)

75 2A1b 19(22.1) 11(12.4) 30(17.1)

J52Na 2(2.3) 4(4.5) 6(3.4)

J52Nb 4(4.7) 1(1.1) 5(2.9)
MG-ADL#A R 07 15 (SD) 9.1(2.62) 8.9(2.30) 9.0(2.46)
QMGHZ 7 45 (SD) 14.8(5.21) 14.5(5.26) 14.7(5.22)
RIU—Z VT HIREBICARDREN HDEE. N (%) 43(50) 39(44) 82(47)
SZHI SR IU—ZV T EFTCOMGHEERE. n (%)

JUVIRTS—EHEEH 82(95.3) 84(94.4) 166(94.9)

FLURZVDO/prednisone*' 65(75.6) 76(85.4) 141(80.6)

FLURZVOY/prednisone® IADIST* 70(81.4) 73(82.0) 143(81.7)

MR LA (L AF1—85) 23(26.7) 23(25.8) 46(26.3)

MR LA (1BMEAE) 7(8.1) 7(7.9) 14(8.0)

IVIg* (L A% 1—55) 30(34.9 39(43.8) 69(39.4)

IVIg™ (814555 24(27.9) 22(24.7) 46(26.3)

SD: {2l

*1 AFCIERAERR.
*2 AFLTCE—HBDISTRUIVIgITIFMGDBEIGHFE Lo
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94

OMG-ADLER 7 DR—R 54 VHh'526i8E5F TDE(LE [FAS]

MG-ADLZ 7 DR—2 54 V1526 BIEFETCOELEDR/N_FFHMEIF. LILNSUR B T-3.1. SSuRE
T=1.4THY) . LILNSUR B TS URBEEBUTERBHENRDONF UL (BN _FFHEDE  —1.6.
p=0.0009 (FIFRMERIECEIMMRM 1, 1ILMSUR B TR 553G 1BENSHENRBHOSNE U (BRI
REFHEFELIVNSURET—1.7. FSERET-0.9) . Ffc. BAAERICHT 226 BEE TCOELEDR/ N —FF
BIFLILNSUR B T3.7. SSRET-0.6TUI,

MG-ADLEER 7 DR—R54 UH15 268 F TORE(LE (FEFHEHIER)

&M

2JURSUR E TSR

(n/N=78/86) (n/N=82/89)
LSMean=SEM —3.1+0.38 —1.4+0.37
(95%Cl) (—3.8~—2.3) (=2.1~-0.7)
LSMeanDEfEZ=LSEM —1.6+0.49
(95%Cl) (=2.6~-0.7)
pfE (IR E RAEICE D KMMRM) 0.0009

MG-ADLEER A7 DRN—R 54 VU Hh526i8HFE TOREILE (YT T I — )

BARAER

IJLRSUREE TSREE

(n/N=5/6) (n/N=5/7)

LSMean=SEM —3.7£1.19 —0.6%x1.05

(95%Cl) (—=6.5~-0.9) (=3.0~1.9)
LSMean®DE¥EZ=+SEM —3.1x1.54
(95%Cl) (—6.7~0.5)

* R=2 54V TOMG-ADLZA D7 ZBEHRZEE LU THIHAAT,

LSMean : &/\_FTHfE, SEM | %382, Cl B E. MMRM : RIERIEREGIRET IV

MG-ADLEER 7 DR—R 54 VHhSDE(LE (LSMean. 95%Cl) DFEHFHIZE(L

1] ]
K 2
13 —0— 1JURIURE
S M o PTERE
2
N
Ay
N
I G s A D G ’
<
X %
~ gsksk
n
X
SH
o 51
<
(O —
= 6 T T T T T T T T
BL 1 2 4 10 12 18 26 (B)
BIRAR
1JLh=UREE(n) 86 83 86 84 84 83 82 78
FS5tREE(n) 89 85 87 84 86 84 82 82

% p<0.05. % p<0.01. k% p<0.001 (ARIDEZE LpfE) . MMRM (R— 251 > TOMG-ADLIEZ 17 #BEEHZE B EUTHIBAALR)
BL:R—ZS1>



XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

O QMGHR A7 DR—RS54 U H1526:885FE TDZE{LE [FAS]

QMGHRIT DR—RS5A VD526 BBETCOE(LEDR/N_RFYEIF. LILNSURET-2.8. PSERET
—0.8TH, LILNSUR BT SERBEHBUTCERERNED
IR ERISECEDIMMRMY 1, T)USSUR B TR 5B 1 BEN SHED
SURPBT—1.6. FSERET-0.5). ZORDFEL TV UL e, BAAERICHT226BEETOZLEDS

INZFTEHBEIETIVNSU B T—0.4. S REE 0.6 TUI,

=4
ot

QMGHERAI7 DR—R 54 U H'5268EFF TOE{LE (BIRFHEHIER)

HoNFU BN _FHIEDZE : —2.0.p=0.0009
SOON (RN _TFIEF IV

&M

2JURSUR E TSR

(n/N=76/86) (n/N=78/89)
LSMean=SEM —2.8+0.46 —0.8+0.45
(95%Cl) (=3.7~—1.9) (=1.7~0.1)
LSMeanDEfEZ=LSEM —-2.0+£0.59
(95%Cl) (=3.2~-0.8)
pfE (IR E RAEICE D KMMRM) 0.0009

QMGHRITZ DR—R 54 U 1526:BEFFE TDRILE (BT T IL—T )

BAAEH
I)URSURE TSREE
(n/N=5/6) (n/N=5/7)
LSMean=SEM —0.4%£1.24 —0.6%+1.28
(95%Cl) (=2.9~2.2) (=3.2~2.0)
LSMeanDE¥EZ=+SEM 0.2£1.78
(95%Cl) (—=3.4~3.9)

* R=2 S5V TOQVMGH A7 ZBERZEE L THEHAATE,
Cl: ERXE MMRM : RIERIEER

LSMean : &/\—FFHIME. SEM : {R¥ER=.

SURETIL

QMGHERI7 DR—R 54 VS DE(LE (LSMean. 95%Cl) DIEHFHIZEIL

QMGHRI7ZDR—2R

=0~ 1JLFIUREE
-0~ TSEME

BL 1 2 4

2JLhEUREE(n) 86 81 84 79
FSEig#(n) 89 81 84 76

0 12

ERERAAR

80 73
77 72

18

79
72

% p<0.05. %% p<0.01, %3 p<0.001 (MAIDBE_LPIE) . MVRM (N—2 51 > TOQMGHZ TP EEIEHZBE L THBAALR)

BL:RX—=XSAY

26 (@)

76
78

95
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QOQAMGHERAIAZHR—RASAIYNS526BEFFTICSRSA VMALEREL-BE DS [FAS]

QMGHZIT7H'5RA VN EELIZBEDEIE (95%C)) [F. LIUASU B T30.0%(19.2~43.5) . SLRET
11.3%(5.6~21.5) ToHW, LILNIUR B TTSERBEELBRUTERICEV T ENRINE U2 [# Yy XH (95%C)):
3.350(1.443~7.777).p=0.0052 (GLMM*) 1. BAANEF TIF LIUASUZ B TQMGHR R 7 A5 R4 VMU EDEL
E(CZEITIEBEN VRN O fcd BEDEGZEL T BT LN TEFRATU.

QMGHER AT HR—Z 54 V1526805 TIC5KA VU EHEU-BEDES (BIXEHEIER)

2E£H
IUNSUZ B FSuRE
(N=86) (N=89)
BEDIS 30.0% 11.3%
(95%Cl) (19.2~43.5) (5.6~21.5)
Fw AL 3.350
(95%Cl) (1.443~7.777)
piE (GLMM®) 0.0052

* N—2X 54V COQMGHA D7 ZBEHZEEE U THIHAAT.

Cl: S8~ GLMM : — i {IRERS

MRETIL

QMGHRIFZ DR—R 54 VU N526BIFE TICET LIRS Vb EDBREDES (BIRFHEIER)

> =0.0049%2
8 p=0.0049 W LRSUZCR
1 N FS R
27 p=0.03882
1 il
e
=i} = *.
4 26 p=0.0179"
)
I |
£ z5v 0=0.0052*2
s
O I
24 p=0.00622
23 p=0.0078
T T T T T T T T T T T
9 80 70 60 50 40 30 20 10 O 10 20 30 40 50 60 70 80 90 (%)
BEDIS

*1 BIREHEIRE

*2 —MRLIRFEREGMRET )L (GLMM) ANR—=2 54 Y TOQMGH A D7 ZEERZEE U THHEIFAAT,
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XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

OMG-QOL15rRA7 DR—RS54 U H'526:815F TDE(LE [FAS] (BE1EER)

MG-QOL15rRO7ZDR—RS5A VHh'526BlE TOZELEDR/IN BT HEF. 1IUNSURBET—3.3, FStmE
T—1.6CUEIBRINZFEFHEDE : —1.7.p=0.0636 (HFFR{TEHRIECE DILKMMRMY) 1, Ffe. BAANEHICS (T2
26BIEE O EBDR/N _FFHYBEIFLILNEU R B T—4.8, SSEREET0.8CLI,

MG-QOL15rRA7 DR—R 54 h526:;8MFF TOZE(LE (BIREHHIEHIER)

25

2JVRSUR B TSEiE

(n/N=78/86) (n/N=82/89)
LSMean=SEM —3.3+0.71 —-1.6%x0.70
(95%Cl) (=4.7~-1.9) (—=3.0~-0.3)
LSMean®DEfREZ=+SEM —1.7%+0.89
(95%Cl) (—=3.4~0.1)
pfE (RS E RAEICE D KMMRM) 0.0636

MG-QOL15rRA7 DR—Z 54 U Hh526;B0FFE TDEILE (YT T IL—TiEHT)

BAAEH
2JURSUR B TSt
(n/N=5/6) (n/N=5/7)
LSMean=SEM —4.8+1.56 0.8+1.46
(95%Cl) (—=8.5~-1.1) (—2.6~4.3)
LSMeanDEEZ=+SEM —5.7+2.14
(95%Cl) (=10.7~—0.6)

* R—2 54 VTOMG-QOL15r R A7 B ERZEE U THHAAT,

LSMean : BR/\"FFHIE. SEM  {R#E3R2%=. Cl B E. MMRM : RIERIEE

SURETIL

MG-QOL15rRO7 DR—R 54V Hh5DE(LE (LSMean. 95%Cl) DFERFHZE(L

SAVHSDELE
- N

MG-QOL15r2a7 DR—Z

~0— 1JLFIUREE
@~ TSEME

BL 4

2JLEEURE(n) 86 85
TS>mEn) 89 85

BL:R—=XZ5AY

12
(S

84
87

82
81

26 GE)

78
82
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@ Neuro-QOL FatigueRA7 DR—R 541 U H'52688FF TDE(LE [FAS] (BE1EH)
Neuro-QOL FatigueZ 7 DR—2 54 V52688 E TOE(LBOR/N " RTHEF. TILNSUR B T—7.0,

TSR C-4.8TCURE (B ZEIHEDE : —2.2) . Ffc. BARANERICBI(FZ26BEFE TCOELEDHR/N_FETY
BlF1IVNSURCET—9.0. FSEmEEc—4.7CU,

Neuro-QOL FatigueRA7Z DR—R 54 U Hh'526iEFFE TOELE BIREHEER)

2EH
1)USUR® B TSEiE
(n/N=77/86) (n/N=82/89)
LSMean=SEM —7.0+1.92 —4.8+1.87
(95%Cl) (=10.7~=3.2) (—=8.5~—1.1)
LSMean®D&¥fEZ+LSEM —2.2+2.42
(95%Cl) (—6.9~2.6)

Neuro-QOL FatigueRA7 DR—R 54 VHh'526i8FFE TDE(LE (Y T 7' IL— )

BEAER
1)URSUR® B TSEiE
(n/N=5/6) (n/N=5/7)
LSMean=SEM —9.0£7.96 —4.7+7.70
(95%Cl) (=30.3~12.3) (=25.1~15.6)
LSMean®D&¥REZ+LSEM —4.3%+11.09
(95%Cl) (—=33.8~25.2)

LSMean : /N ST 918, SEM : {2%45537%. C| | {SREXE

Neuro-QOL FatigueRA7Z DR—R 5414 U Hh5DZE(LE (LSMean. 95%Cl) DIREFHZE{L

=0 1)JURSURE}
0 FSRE
e
~ I8
s
X g
ge
0
S8 54 N T L @emmmmmmmmmmmmmmmmmmmemn
2%
8 N
5
3¢
zZ
T T T T T
BL 4 12 18 26 (@)
e |
IJLA=UREE(n) 86 83 83 82 77
TStREE(n) 89 83 86 82 82

BL:R—=XS5AY



MAFTIET10 mg/mLEEN (LILNSUR riEEEE300 mg) & 100 mg/mLEE] (1)U HIREESE300 mg/3 mLk
2JUNSURCHISEEHE1100 mg/11 mL) A ET Y LB DR VRVERER T — (310 mg/mLAFIIC L2 BN T,

@ MG-ADLIER A7 HR—R 54 V152618053 TIC3RA VMU LHELBEDEIS [FAS]

MG-ADLZ 7 H3A >~ NU EE LIz BEDEIE (95%C) (& LIVNSUR B T56.7% (44.3~68.3) . S5 MEE
T34.1%(23.8~46.1) TUIZ,

MG-ADLEER 7 HR—R 54 U 526BEFE TIC3RA VMU LREBLEE DS (BIREHEIES)

=&H
JIVRSURE TSEE
(N=86) (N=89)
BEDEG 56.7% 34.1%
(95%Cl) (44.3~68.3) (23.8~46.1)

MG-ADLEEZ D7 DR—R 54 U h526BEE TICETUIRA VT EDEEDEE BIREHEIER)

26 22.9% 7.8%

W Z)LbSUREE
W FSuRE

p(
2 25
W
e _
N
Rz
gg
_
5 i
<
9 23 56.7%
=2 63.9% 53.0%

T T
9 80 70 60 50 40 30 20 10 O 10 20 30 40 50 60 70 80 90 (%)

* BIREHIIES
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R ARRR

QO N—ZAS54Uh5608IFF TOR A7 DERIFHZE(L[FAS]

TJUREUR®/2)VRSURCEE86H). SR/ LILSSU R BESIBI (FNZNBERABIR O 7HIESD) [CH T DR
(FLLTFO@) ULz,

MG-ADL#R D7 DR—R54 Vh5608HFE TDZE{LE (LSMean. 95%Cl) DFEIFHIZ(L

SV LMELEREA

TSERE BRI R
IILREURCICYIWNER

MG-ADLSRO7 DR—ZASA4 VUHhSDZE{LE

_6 u
—0— LIURSUR/TIVRSURO B
=71 -0~ FSER/TIVNZURCEE
_8 u
T T T T T T T T T T T T T T T
BL12 4 10 12 18 26 28 30 36 38 44 52 60 (&)
EHREE
Jm%ill/)'\i%éf 868386 84 84 83 82 78 75 75 77 76 75 72 55
JJM\\'}; g;( { 898587 84 86 84 82 82 80 80 82 77 79 76 58

QMGHERI7 DR—R 54 VH1560:8EE TDEILE (LSMean., 95%Cl) DFEIHIZE(L

PZN (Ao TSENEEE FFEIRIERH

IILREURCCYIWNER

QMGHER A7 DRN—RSA UHhSDZE{LE

~0— 1JVFSURS/IJVZUR B

=71 <@ FSER/TIVNIUZOR
_8 u
T T T T T T T T T T T T T T T
BL12 4 10 12 18 26 28 30 36 38 44 52 60 (&)
R
Jwﬂlﬂ\i%if 868184 79 80 73 79 76 71 64 73 62 70 69 51
JJWEJ; gf%(T{ 898184 76 77 72 72 78 69 66 75 65 70 64 49

* p<0.05. %% p<0.01. %% p<0.001 (FRIDBE_LplB) .
100 MMRM (REERIEREDRET L : R—X 54 Y TOMG-ADLHEZ I 7 X FQMGHRZ I 7 ZBEEHRZEEUTHIFAALR) . 55 MEHERID 3



XAENTE10 mg/mLEE (T)UMSU R s3iE8%E300 mg) &100 mg/mLEsE] (/U= HIsEEE£300 mg/3 mLk:
2JUNSURCHISEEHE1100 mg/11 mL) A ET Y LB DR VRVERER T — (310 mg/mLAFIIC L2 BN T,

MG-QOL15rRI7 DR—R 54 2V H560:BEFE TDE{LE (LSMean. 95%Cl) DEIFHZE( L (BEIEHR)

S LMELEREA

SEREE
JVRSURE(CYINER

by

IFERERM

MG-QOL15rRA7DR—ASA VUHhSDZE{LE

=0~ IJVhSURY/DJVNSURCE
=@-- FSER/DIIVNIUREE

BL

J)Lb=U R/ 86
ZILREUREE (n)

FStR/ 89
IJUZUREE(n)

4 12 18 26
85 84 82 78
85 87 81 82

30 38 44
B

73 74 75

80 77 78

52 60 GB)
69 55
76 58

Neuro-QOL FatigueX27 DR—R 54 VH560580FE TDZE{LE (LSMean. 95%Cl) D

(BEREH)

TSERERF
I)LBEURE(CYIVER

IFERERR

RENZEE
2 1 , |
S5 L©MELEHA ‘
W |
£ |
B [
) |
0 o
2 4 ‘
P B b bl P A Qe L L |
Y \
N
i
"( |
S |
R 124 |
X |
[0}
3 |
oo |
B —16 ‘
(VI
- |
e} |
C?' |
o —20+ —0— 1JUFSURE/IJVRIUROEE }
§ -0~ FSER/IIVNSUROEE |
|
-24 4 ‘
T T T T T
BL 4 12 18 26
=1 ®
IRZDR B 8 83 83 82 7
ks 8 83 o o o

LSMean : &/ "5 F5fE. Cl : ERXHE.BL: "—=X51 >

30 38 44
BRI

73 74 75

80 77 78

52 60 GB)
70 55
76 58
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BRPRRIR

@ EEHEES IR T 55 77 IL— FEHF [FAS]
FEFHHEE THEDMG-ADLIERA I DR—XTA h'\526BEFE COREEE(CK U T AOMET2HRFE (Mo, 1£51).

NE. Fiin 4 E) B GCHTH S DHIR. MGFABEIRDRR)  RUHRIGER (X=X 54V TEALTVIST) BT
D7 — T ERELE U,

MG-ADLEERI7Z DR—Z 54 V1526 B E TDE(LEICRET Y T T IL— TR

LSMean
mEN FStRE LUMSUZE BEIEO5%C)  piE
(N=89)  (N=86)

24k 160 - 1.4 31 -1.6(-26,-07) 0.0009
bz

Jsk 75 P -1.9 -35  -1.6(-30,-02) 00217

B 58 o ~0.9 27  -18(-36,01) 00584

PUPATE 17 — o -15 33 -1.8(-48,12 02117

B% 10 el ~06 ~37  -31(-67.05 00806
TR

S 78 P 1.4 -31  -16(-30,-03) 0.0201

it 82 e 16 -32  -16(-30,-02) 00243
A&

FITA 27 o 16 -31  -15(=35,05) 01345

BA 117 P -15 29 -1.4(-25,-03) 00134

Z0ft 16 — ~0.9 -68  —-59(-10.4,-1.5) 0.0125
Ve S DFER

18~658 110 ® -1.3 -30 -17(-29,-05) 0.0061

>65% 50 o 1.2 29  -1.8(-3.4,-0.1) 00370
ST D4R

JVFIRFOARDH 34 o —2.1 “42  —21(-41,-0.1) 00367

IVFIARFOARUADISTOH 36 o -05 ~35  -30(-49,-1.0) 0.0043

VFIZFOA RHEDIST 76 P 1.7 23 -0.6(-20,08 04089

120 14 — o1 32 15 -47(-105,1.1) 0.1054
U S DEARS*2

<chsfE 77 Pe ~15 -36  -21(-35,-06) 0.0050

>thoE 83 ™ -15 29  -1.4(-27,-0.1) 0.0350
MGFABSERS 48

I 72 E 1.7 24  -07(-20,06) 02705

I 79 ’y 1.7 -36  -1.8(-3.0,-06) 0.0029

v 9 — e 23 ~49  -7.2(~149,04) 00593
K&

240~<60 kg 15 — el -3.1 —44  -12(-50,25 04676

260~<100 kg 89 ‘o 1.2 -33  -21(-35,-0.8) 0.0021

2100 kg 56 ™ ~16 ~33  -1.6(-33,-00) 0.0499

20 -10-5 0 5 10 20

IIVNEURCBHENR TS EmEHE

%1 RETIE—EBDISTICIFMGDBEITIETR U
*2 SSUTHS R —Z VT E COHIBPIYEIF6.5F Throlz.

LSMean : &R/\—FFHE. Cl - SHXE
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XAENTE10 mg/mLEE (T)UMSU R s3iE8%E300 mg) &100 mg/mLEsE] (/U= HIsEEE£300 mg/3 mLk:
2JUNSURCHISEEHE1100 mg/11 mL) A ET Y LB DR VRVERER T — (310 mg/mLAFIIC L2 BN T,

@ EHZEHFR

IIVRSURC DI SEZ(FT=BE LT, LIUNSUR OO S T %309 LINIC ISR OiEEE CSHPRE (M550
BECSREN'0.5 ug/mLKiE) SN, 268 D2R SHIRE &@LU CREERNFHRLEL,

MmiEFiEERCSRE-REO7 71

(ug/mL) 2JVRSUR® DA

100

10

BERECSIRE

fé E i
N

Day 1 2 10 18 26 (B) Day 1 2 10 18 26 (B)
B
Wiz5a BRS5%
I RESBRODAEIF RS TR0 LINICER LU,
- -~ BWEORIE (MEFEHCSEE0.5 ug/mLkim) . O | MEPHBCSREE THIIE, * : SHNfE
FBDPREDOKTHRISPRIE, Lm0 FRFENZNHEIWLAMR OB TUDMIZER S OFFE 1 UM UEIMA NS 1.5X0U5)
MEBEZRY .
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0=l

529 LMELLERHA (26;8/)

BEBROXREGIFLIVNIUR B TIF0.7% (78/866l) . FSLREFTIE86.5% (77/89%) TUIz. EBHEE
RIFTERTHY . LIVNSU R B TE18.6%(16/868l) . FSEMRELTIF25.8% (23/894) I(CRRHSNE U, EELBE
EERORFEFLIVNIUR B T23.3%(20/864l) . S EMREET15.7%(14/89%) THY FBREEBEES
RIFLIVNZURBFTCOVID-1 90, —BIEMEEMFELE (B 261, 2.3%) . SSRB CIFBAEMHESAE (361, 3.4%) .
RSN (261, 2.2%) 'ROSNFUIe. BEBRICE DRSSP IHIIFTIVNIUZ BT 261 (COVID-1 98K, BRAHER
EESENE16)) . FSERBC3BI CEACHSRIGN 24, EEBREA 61) (CEBHSNF U FELF LIV U B T24
(COVID-190k, BIHHIMAYE 1 B1) (SEROSN. FSEMBETIFFRHONFEATLU,

AILRSURY IR SHE (60BRAFETDT—9™)

BEERORBESIELILNIURRSEM*T88.8%(150/1694l) TUIC. TR EEERIFTER (2841, 16.6%).

TR (2361, 13.6%) TUTc. BEERBEEERDFKIFENG(324.3%(41/16961) THY) . 2B EICEROOSNCERIFEIE

FhIRSAE (4451) . COVID-19 (3f1) . COVID-190fik. F1E5. sk, — @I MFEIE . FZh. [FIRRE N O NEE (52

Bl) CUIE. BEBRICEL DRSSPI E 3B (COVID-19ffk. B i85, EAEMBE) [CROONFE Uz BT

(FABITERHSN* DD B26E ERDS S MELBHRICHIF D LILNSUR EHDHD T IFERIERAICTE LU

2B CORTICESEEESRIFVINBHCOVID-19(IUNSUR®Y/TIVNSURCE, PSR/ TILNSUREH TR

B) TUIz,

*1 FFERIERAIHT LI 2B E D5 BRI T #ICT— 5 Ny b TERIBUIC. 7~ 9 Ny b TRR CoOBOFBERT LT SREDT— 56

2 ggglfttbﬁﬁﬁlla*iﬁé@ﬁﬁﬁﬁ(Cl)bI\EUX‘@?)‘W B HRSENEE.

*3 VI NOETDHBES BERUEHIMS Nz, 136, T Dy A TELEIC3ROREEARE SN TN O RBES BiEE LS i Nz
(COVID-19. &@YE=t. FATHDIETE14) .

COVID-19 : $BII0F D1 )L ARRE



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

SVY MEERIDEREEERDRERINNR
(ZEHEOVITNH DB TEREDRIRESS%LU L. XISBRAKHDONTNHDET
BAEDORIRZEH2RLUL) (Z2METRER)

2&H BHAAEE
SEErRIA 4348 (SOC) ~ EAZE (PT) VRSV B TStmEE VRSV B TStmEE
(N=86) (N=89) (N=6) (N=7)
n(%) n(%) n(%) n(%)
BEER 78(90.7) 77(86.5) 5(83.3) 6(85.7)
REFED S OFERE 38(44.2) 28(31.5) 2(33.3) 3(42.9)
COVID-19 5(5.8) 3(3.4) 0 0
PREBRRZ 5(5.8) 4(4.5) 0 0
_FIREESR 3(3.5) 5(5.6) 0 1(14.3)
HHRREE 30(34.9) 32(36.0) (33.3) 2(28.6)
GV 16(18.6) 23(25.8) 0 1(14.3)
SRENEDFEL 8(9.3) 3(3.4) (16.7) 0
BEESE 29(33.7) 29(32.6) 3(50.0) 3(42.9)
T 13(15.1) 11(12.4) (33.3) 0
G0 9(10.5) 9(10.1) 0 0
] 5(5.8) 0 0 0
HBEERBLUREHEEES 23(26.7) 23(25.8) (33.3) 0
i 7(8.1) 5(5.6) 0 0
BB 6(7.0) 7(7.9) 0 0
—fi% - EEREES IR SERRIDIRE 22(25.6) 21(23.6) (16.7) 1(14.3)
i) 6(7.0) 6(6.7) 0 0
FEL 1(1.2) 5(5.6) 0 1(14.3)
BE . PEBFICUBSHIE 6(7.0) 17(19.1) 0 0
EANCHIRIE 0 5(5.6) 0 0

I E—ERNE-RECEROHER USSR ELTRR e BEERBIFMedDRA/J ver. 24.0ZRWVTHRRUI,

COVID-19: 378307 DA )L ARRZE
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1. IRUN

(1) #ABEERIFERDOPNHEE LB B MEFEE HEARVBEFAT—S) "
ER RS (ALXN1210-PNH-30158) (LR T IS HIFBROPNHES 1 2561IC S TURY I 2
B(CE D<A - HE(OAE+8EIC ODHERAE) TIRSUILE T ORYEIRRIC OV TR LELI,
DEREDRS5%I0HUADAET. STV TOMEFRENSEEESRICEEL AEICEISEICIE
DHEFSABDRSICEY26BEOEEEEZEL CMEPREISRRES CTHBLEUL. Flo. BAAESEL
BAAUSNDEEDPKBRER FELLTVEL,

AABRERIRGBEDOPNHEEICSIF 2S5 TURXY I DMETREHTR

(ug/mL)
2,000
SEELESD
1,500 -
1
il
# 1,000 A
T
H
500 -
{ é 15 25 59 43 59 7H 85 59 1%3 1ﬁ7 141 1é9 153(5)
ERERHARY
125 120125123125 124 125 125 124 124 124 124 125 123 125
STURARY JYIOAERSEOEYERE/INSA—Y
2] {A840~<60 kg {A860~<100 kg {A8=100 kg
(n=125) (n=41) (n=79) (n=5)
FE+SD 771.4+£165.89 846.7+174.34 740.3+£146.62 645.0+£181.25
Cmax
(ug/mL) CV% 21.51 20.59 19.80 28.10
hoE (8EE) | 761 (403~1,310) 846 (470~1,160) 736(414~1,310) 656 (403~905)
FEELESD 391.21+£136.774 424.15+116.191 377.8+146.30 333.6+93.26
Ctrough
(ug/mL) CV% 34.96 27.39 38.73 27.96
hoYE (&EE) | 358(199~1,500) 412(199~775) 351(257~1,500) 308(252~482)




MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

REDSTUAVY T HIGHBIRSEROEYENEB/NSA—T

26 hE40~<60 kg | 1AE60~<100 kg {AE=100 kg
(n=124)° (n=41)° (n=77)°< (n=6)
F5{ELSD 1,378.5+£275.94 1,528.8+£279.47 1,292.9+242.83 1,450.0£219.00
Crnax
(ug/mb) CV% 20.02 18.28 18.78 15.10
ohoE (&EE) | 1,365(780~2,100) | 1,520(909~2,100) | 1,280(780~1,790) | 1,365(1,260~1,790)
F5{E+XSD 472.7£157.94 548.3£167.99 438.8£139.25 391.8+£143.75
Ctrough
(ug/mb) CV% 33.41 30.64 31.74 36.69
ol (88EH) | 463.5(135~1,000) | 538(257~1,000) 433(135~790) 353.5(250~579)

a)Day 127(F8h'39.5 kglohoTz 1 BINSENT LS.,

b)Day 127(257—9 W RABUIZ 1 I3 BRA LT,

c)Day 127[CHEDT—I D RBUIL1AINESENT NS,

EBRETDOSTURAYIT DEYENE/NSA—I DEFAEEELERE EDLER

2&H (n=125) BAAEH (n=18)
Coo FAELSD 1,378+275 1,440£310
(pg/mL) cPoR{E () 1,360(780~2,100) 1,280(1,120~2,100)
Coou FA9ELSD 475+159 529+181
(g/mL) choR{E (&5E) 465 (135~1,000) 482(322~1,000)
AUC, FAESD 1,008,7924237,274 1,123,611£285,583
(g - h/mL) choR{iE (§5EE) 981,000(511,000~1,830,000) 1,047,000(817,000~1,830,000)
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(2) TURT BBEROPNHEECHS T 3 METEE HEARUVBERAF—5)% 0
EHEHEESEIEEER (ALXN1210-PNH-302:88) (CB WL T, TOUXY EEDOPNHEZEO/HIICS TR I #{iFE
[CED<HE - BEWIDAS+8E(C1 DDHIFRE) TREUEEDOEYBEIC DOV THREILEUT,
DERBEDRS5%30HLNDRAET. STURT T OMEPEENSEEELCEEL, ABICEI<SBIC B0
BREDRSCELY26BRIDSEANZBL CMEDEE I AR R CHBLELZ, 3o, DRAABEEOEA
PIHDEZEDPKERESIFFELILTWLE U,

TIVRAYTBEPOPNHEEICSFZSTUXY I DMETREHTRE

(ug/mL)
2,000
THEELSD
1,500
i
e
H 1,000
T
g
500 -
1‘ é 1‘5 2‘2 2‘9 4‘3 5‘7 7‘1 8‘5 9‘9 11‘3 12‘7 14‘11 15;5 1é9 1é3 (=)
ST el
97 95 95 95 96 9% 96 9% 95 93 94 9% 9% 95 95
STOTURY JYOHERSEZDODEYEE/INSA—9
20| {A840~<60 kg A860~<100 kg 582100 kg
n 95 26 62 7
Coros FH5E+SD 842.9+203.47 903.2+150.42 823.1+216.00 794.7+239.70
(ug/mL) CV% 2414 16.65 26.24 30.16
hREGEEE) | 811(511~1,750) | 893(656~1,450) | 779.5(536~1,750) | 802(511~1,240)
n % 26 63 7
Coown | THIHELSD 405.4+121.24 448.2+151.41 394.5+108.28 344.3+50.29
(ug/mL) CV% 29.91 33.78 27.45 14.61
thoRfiE (B8E) | 384(197~1,040) | 440.5(219~1,040) | 373(197~896) 352(294~421)




MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

REDSTUAVY T HIGHBIRSEROEYENEB/NSA—T

26 thEB40~<60 kg | 1AE60~<100 kg tAE=100 kg
n 95 27 60 8
Co. | THYELSD | 1,386.3+268.42 1,561.14261.30 1,349.7+233.00 1,071.1£115.87
(ug/mL) CV% 19.36 16.74 17.26 10.82
choRfE (88E) | 1.400(902~2320) | 1,520(1,040~2,320) | 1.370(902~1,850) | 1,040(924~1,240)
n 95 27 60 8
Congn | TIIMELSD | 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
hiRfE (§58) | 508(232~854) 542(340~854) | 472.5(240~853) | 472.5(232~520)
EERETOSTUAITITDEYHEBINSA—IDEFAEHAELEALEDLLE
2E&EH (h=95) BA A& (n=5)
Cone SS{ELSD 1,386+268 1,226+225
(ug/mL) choR{E (&5E) 1,400(902~2,320) 1,250(902~1,490)
Coough FI5{E+SD 5014143 466:+245
(pg/mL) choR{iE (§5EE) 508(232~854) 460(240~854)
AUC, F5fE+SD 1,047,579+208,164 1,052,000+384,797
(g - h/mb) chiR{E (§56) 1,040,000(601,000~1,690,000) 947,000(722,000~1,690,000)

QVEFHREHICHIT2EYEE

STURXR T DEYEREICH T BMHR NE. Fikn (SHE) FHEAERE X EE

RS DOREZRFTT DN

HBEFEBLTCOTE A UD L. BEMPKET DR, BEAKRUPNHES (CH VTR F&s. AT, FHEaERE
DEYPHENDEZE(LROSNIBED e CENSHEFRBIFAZ LA TN

ENIBRERSCEDSTUINYT

ENO)=
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(4) FABEERIFRAED 1 2L L DaHUSEEC ST B MBEDEE HEARUBEEAT—9)

EHRHEISMEEER (ALXN1210-aHUS-311588R) [CHWV T FAFESERIREED 1 2 EDaHUSEEZS584I(C
STV TZHFEICE DAL - B2 (ORAS+8B(C1 QDR AE) TIRS Ut LT DEYENREIC DV TREY
LEUIz,

FEICEDSBICIODHIFAEERSUICEE. STUANY T DMETREIFBERE R (CELEL. #)HATHE
B E kA C P MBEPREICEFHONFBATUR Ffe. BRARESEBERALADEREDREE(ICD
W BRAERBICRERDHDERFFBHOSNFE A TUIZ,

AABEERIFREEDaHUSEEICHF 2S5 TYRXY I DMETREHR

(ug/mL)
2,000 +
1,500 -
jiod
i
H 1,000 T
HL
=]
500 1 +
T59{ELSD
1‘ ‘2‘9‘5‘7‘8‘5 ‘11‘3‘14‘11‘1é9‘ 3‘51 5;5 7213 (S))
15 43 71 99 127 155 183
ERZHAR
n 55 52 51 50 44 48 44 42 23 8
55 52 51 49 49 46 46
STUXR TYIES5EDEMEER/INSX—T
(Cmax :n=52, (n:1 2) (Cmax :n=35, (n:5)
Ctrough 0 n=55) Ctrough o n=38)
F15fE+SD 754.3+265.3 788.0£163.1 747.31296.6 722.4+£266.9
Chnax

(ug/ml) CV% 35.2 20.7 39.7 36.9

ohoUE (&) | 698(174~1,830) 744(500~1,070) 669(174~1,830) 548(502~1,040)

Fi5{E+LSD 313.2+£106.2 342.5+104.3 311.4£108.6 256.4+80.7

Ctrough

(ug/mL) CV% 339 30.4 349 31.5

chaR{E (EEEH) 301(62~729) 335.5(187~522) 299(62~729) 275(167~371)
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MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

REDSTUAVY T HIGHBIRSEROEYENEB/NSA—T

24 {KE40~<60 kg | AE60~<100 kg 1582100 kg
(n=46) (n=18) (n=26) (n=2)
TIHELSD | 1.458.4+256.2 1540.6+218.5 1.406.8+278.5 1.390.0(NA)
G V% 176 14.2 19.8 NA
(ug/mL) 1,465 1,490 1.470 1,390
PREG@EE | (586°1980) (1.150~1.980) (586~1,890) (1.350~1.430)
TELSD | 506.9+2155 564.8+227.4 469.5+210.8 472.0(NA)
Ctrough
ey | o 425 403 44.9 NA
cheR(B @) | 506.5(87~1.100) | 550(87~1.100) 479(91~853) 472(451~493)

NA 3120
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(5) 181 kimDaHUSEZICH T3 MEHEE HEARUEXRATF—9)'®

ERHEIF ISR (ALXN1210-aHUS-312588) [CB WV T 18mARmDaHUSEE 3 14IIC S TURNY T = FEICE
<% - HE(OAE+4BICT1BN(F8BIC T DDHRAE) TIRS UL EEDEYBNEEIC DOV TIRETLE LI,

<Tth—M (BHESARAROEE) GEARVEFAT—5)>

FECEIKHIEAEZ4ABICIENIFSBICTORSH®. STUAYTOMBEPREFEREERICEZELEL
feo REX DN 20 kgRiEmDES (4BIC10) £20 kgl EDFEE (8B(IC1ME) TREEIFFEE CLIC,.

AABEERIRGEDaHUSEEICH T B 5T YUY T DIMETREHER

(ug/mL)
2,500
F5ELSD
2,000 -
1,500 +
i
H
HT
H 1,000 -
500
1 ‘2‘9‘5‘7‘8‘5 ‘11‘3‘14‘11‘16‘;9‘ 3‘51 5;5 74‘13 (=)
15 43 71 99 127 155183
HREREAR
hE<20 kg(n) 11111010101010108 9 8 9 8 9 9 6 2
th&220kgn) 7777777788888°8 7 5 0
STURXR TYORS5EDEMHEB/INS A —9
AE<20 kg (4BI21E#%5) AE=20 kg (8BIC1E#%5S)
(Cmax :n=9, Ctrough ‘n=1 0) (Cmax: n=6. Ctrough . n=7)
F15{EXSD 646.7+235.94 718.3+261.14
Cmax
(ug/mL) CV% 36.5 36.4
o oUE (£EEH) 569(270~1,020) 629(534~1,220)
FEHELSD 240.5+118.19 227.3196.27
Ctrough
(ug/ml) CV% 491 42.4
o oUE (EEEH) 233(58~432) 213(142~435)
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MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

REDSTUAV T HIHHABRSEROEYEBE/NS X —T

1£8<20 kg &8=20 kg
(4B(C10#%5) (n=8) (831 E%S) (n=8)
F5{ELSD 1,443.3£517.50 1,838.8+£270.42
Crnax
(ug/mb) CV% 359 14.7
chIR{iE (EEE) 1,395(760~2,240) 1,890(1,490~2,280)
F5{E+XSD 667.61£294.85 532.1+£162.73
Ctrough
(ug/mL) CV% 44.2 30.6
thR{E (E5E) 678(193~1,090) 505(280~790)

8 <20 kgldDay 155448220 kgldDay 127[CREOMBABRRSUL.

6. FERUHE (k%)

GFEEUS M FREAEAEIRES)

BH STUAYT (BEFHEER) EUT BEDRFREEZREL., 10600~3,000 mgzRisAELE L. #1085 2i8#(C1E300~3,600 mg.
LI 4BXIF8 BT E(C1E300~3,600 mgZz it d 2.

9. HENERZR T 2EEICEHT IER (TR

9.7 INE

GEHELAM 4PRSAEEIREE)

9.7.2 fFE5 kgRiBD/NEEENREVCBMMER U L2 EIEREUCRRGERIFERL TLIRL,
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<OAR—BR2(TTVRI TBEEDHZEE)>
REICED<KHEERSUER. AE20 kgRmDES (4B(210) &£20 kgl EDOEE (83B(C1@) DEREE(EE

EECUE,

IJVRRTEEEDHDaHUSEEICSIFZSTURXY I DMETREHTRE

(ug/mL)
2,500 -
FE{E+SD
2,000 -
1,500
a8
|
iz
g 1,000
500 -
1‘ 1‘5 2‘9 4‘3 5‘7 7‘1 8‘5 9‘9 11‘31‘2714‘111!‘5516‘>91E‘3 3é1 (=)
EREARY
ffE<20kgn) 2 2 2 2 2 2 2 2 2 2 2 2 2
#E=220kgn) 8 8 7 8 8 8 8 7 7 8 8 8
STURY TYERSEDEYFHE/INSA -
A8 <20 kg AE220 kg
(4B(C1ERS) (n=2) (8EIC1@EHRS) (n=8)
T5{E+SD 1,027.0(ND?) 881.9+184.32
Cmax a)
(ug/mL) CV% ND 20.9
choufE (EEE) 1,027(734~1,320) 904.5(550~1,100)
T15{E+SD 464.5(ND?) 440.8492.37
Ctrough a)
(/L) CV% ND 21.0
choE (EEE) 464.5(374~555) 460(315~587)

a)N=2DT=HFAIE
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MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

REDSTUAVY T HIFHABIRSEROEYENEB/NSA—T

1£8<20 kg &8=20 kg
(4B(C10#%5) (n=2) (831 E%S) (n=8)
F5{ELSD 1,550.0£311.13 1,706.3£309.10
Crnax
(ug/mb) CV% 20.1 18.1
chIR{iE (EEE) 1,550(1,330~1,770) 1,770(1,220~2,060)
F5{E+XSD 709.5£166.17 479.5196.78
Ctrough
(ug/mL) CV% 23.4 20.2
thiR{iE (F5E) 709.5(592~827) 456.5(380~639)

8 <20 kgldDay 155448220 kgldDay 127[CREOMBABRRSUL.

6. FERUHE (k%)
GFEEUS M FREAEAEIRES)

BH STUAYT (BEFHEER) EUT. BEDORFREZEZREL., 10600~3,000 mgzRisAELE L. #1085 2i8#(C1E300~3,600 mg.

LIREABEN 8B EIC1E300~3,600 mgZ s fazEd 2.
9. HENERZR T DEEICRHT IER (TR

9.7 INR
GEEEYS M4 FRSAEAEIRES)

9.7.2 fFE5 kgRiBD/NEEENREVCBMER U L2 EIEREUCIRRGERIFERL TLRL,
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(6) HABESEIRBEDLHFUMGEEICH(F 3 MBERRE HEARVEFAT—5)"”

EERHEFZEMABE R (ALXN1210-MG-3065488) [CB VW T @HRESEIFKEEDE2BFIMGEES6H|CT T
AR T ZREICE D<A - AE(WORS5+8EICTEDHIEAE) TR ULCEETOEYBERIC DOV TRETLE
Uiz

PIOAEDERS5%3I0PLADAET. S TUXY T DMMEFTEENEEEED (175 ug/mLid) [CELEL. A&
([CEDBBICTODHFAEDRSICKY 26RO EEREZEL CMETREFEEREE CHBELIL,
T HARABEEHRALADEZEZDOPKEEZEFFELILTWLE U,

BAREZERIREEDEHEMGEEICHTZS TV T OMEFREHER (Ao —IU)

(ug/mL)
10,000 +
T9ELSD
1,000 + ‘\I\I\I\{
o 100 ~
i
B
Hr
S 10 A
111
0.1+
Day 1 2 10 18 26 (@)
H=™
n 86 85 82 80 74



MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

STURRTYIOAERSZDOEMENEB/INS X —9

241 {AkBA0~<60 kg | (KE60~<100 kg {kE=100 kg
n 86 7 47 32
Cow | TSEESD 874.1+184.24 1,054.3+163.57 912.1+170.39 778.84160.96
(ug/mL) CV% 211 15.5 18.7 20.7
choRfiE (858) | 836.0(399~1,420) |1,060.0(778~1,310)| 868.0(692~1,420) | 779.5(399~1,350)
n 85 7 46 32
Coon | THIHELSD 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
choRf (8388) | 397.0(234~1,000) | 520.0(451~751) | 422.0(305~1,000) | 339.0(234~570)
RBEDSITUXI THHIFHAERSEDOEMHHEE/INS X —5
24 {KE40~<60 kg | {AE60~<100 kg {AE=100 kg
n 76 4 43 29
Cow. | THIEESD | 1.5483+359.43 2,015.0£345.40 1,645.3+337.63 1,340.14267.95
(ug/mL) CV% 23.2 17.1 20.5 20.0
chiR{iE (838) | 1,500.0(810~2,510) |1,900.0(1,750~2,510)|1,660.0(1,060~2,410)| 1,340.0(810~1,990)
n 70 4 39 27
Coon | THIHELSD 586.6+173.91 887.3+82.72 635.7+157.28 471.3+109.47
(ug/mL) CV% 296 9.3 247 232
choRfiE (838) | 570.0(211~1,030) | 866.5(817~999) | 649.0(241~1,030) | 456.0(211~635)
EERETOSTUATITDEYHBINSA—IDEFAERELEAEDLLE
25 BEAEE
n 76 6
(#g;";;u Ti5(ELSD 1,548.3£359.43 1796.74204.12
chi{iE (5 1,500.0(810~2,510) 1.845.0(1,460~1,990)
n 70 5
(/fé'/"r“;hu F5{ELSD 586.6+173.91 771.6+78.18
chaR{iE (#5E) 570.0(211~1,030) 817.0(679~835)

4. FHRENIFFHER (HhHt)
L HISFEHEIIE (BET 07U YRS AN MBS LA C R DIEROEENEERIETICRD)
6. FENU RS (ki)
<£HESEHEIE (REJ 07V YASEHIRE I MBHEEEC K SEROEENBHIFISSCRD) >

WEACIE STV T (ELFHEER) LT BEDRFREZEZREL. 102,400~3,000 mgZzhaiaAEE L. FEHE5 2;:8#(C1@3,000

~3,600 mg. LIESE T E(C1@3,000~3,600 mgZsifss+d 2.




YRR

(7) BAAPNHEZE(CH(F510 mg/mLEEINS 100 mg/mLEFINDY)WE X DT OMmEDEE""
ERHESEIERE (ALXN1210-PNH-30255) O#EGEHECSNT. STURTTD10 mg/mLEEINS
100 mg/mLEFECIUEZ ZBAAPNHEBESHIERREL T B IDRIRDS TURT T OEYENLEIC
SNTHELEU. BRIV EZ DRIE TS TURY T OMBEPDNS TREDFHER O DRETEREZE L
e T e BRI —I DRMIFRELGT>THI BB R ICIDEYFEDERITHFONFEATU,

10 mg/mLEFIR U100 mg/mLEFIZ SO TUXITMERNS TRE

(ug/mL)
1,000 A

800 -

600 ~

s

400 -

200 +

10 mg/mL&sH 100 mg/mL&sHl|

n 8 8
O TFYIE R ANE
10 mg/mLEFIDTRAIZ5# KM U100 mg/mMLEFIDYEIRSHDIERNS TREZRS 88D

KFHRISPRIE, LiRR O T iREENZNEIWHMUIROEN U MIZRT . OFFH T LD IR
FE3WAAINST.5XUNIEEZRT

STUXR MRS TREDEREGE =

STV TMERNS TiRE (ug/mL)
10 mg/mLEH] 100 mg/mL&4El
n 8 8
F9{EESD 502.9+184.2 498.0+214.3
chR({E (E5E) 424.5(322~868) 401.0(318~928)
CV% 36.6 43.0
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XAFTIFET0 mg/mLESEN (T)UASU R siEEEE300 mg) <100 mg/mLEEN (2)U=URHIssEESE300 mg/3 mLkk
2JUNEURCHIsEESE1100 mg/11 mL)h'&BUE T Y, SCEDZEVRUERR T — 91310 mg/mLEEIICLDBD T,

(8) HEAPNHEZEICHIFS10 mg/mLEEINS100 mg/mLEFINDEIIE X DRiEOMETEE
HEAF—9)™
SEN4EE 8 (ALXN1210-PNH-20158) DI FEHERBICE VT, STUXITD10 mg/mLEFHNS5100 mg/mL
BENCENIB R TEHNEAPNHEZ 25612 WRELT VB DFIRD S T T DEYENREIC DOV TIRETLE
UTc. BB R DRIR TS TUAR TDMBET NS TEBEDOFEEN P IEFEEE CUI. Fio. @57 —
I DD HIFRERBOTHY  BHEYWBZCIDEYHEDERFHFONFBATL.

10 mg/mLEFIRUV100 mg/mLEFIRSEDSTUXYTMERNS TRE

(ug/mL) JIR—R~3(8BTEERS) JIR—MO 2B EES)
400 * "
w300
K
H
#L
=
200 -
10 mg/mL&gH 100 mg/mL&A| 10 mg/mLEYH| 100 mg/mL&4H|
® 1 HMNE

10 mg/mMLEFIDETAIZS5H MU 00 mg/mMLEFIDYEIRS5HDIIER NS TREZR S 8D PREOKFARS D IRIE, ik O i
[FENTNEWH MR OB NUDI7ER S  O1FIFEE N WD IRUEIWH NS 1.5XUAIEFEZR T, 100 mg/mLEFIRSH DY
NS TREZTHD CERN I 2BI0DT —I =R LT,

STURARTMiEPSS TRE DT E (OR—~ ~3:n=18)

AEE" Al HstE STUXRTMERNS TRE (ug/mL)
n 10
Day =111 10 mg/mLE&El
choRE () 294.5(110~394)
n 11
Day —55 10 mg/mLEsE|
CRIRAE (E0FH) 282.0(121~365)
n 16
Day 1 10 mg/mLEE|
CRIME (E0H) 286.0(200~405)
n 15
Day 57 100 mg/mL&dAl
thR{E (5EH) 267.0(113~420)
14
Day 113 100 mg/mL&H]
CPRAE (E36E) 261.5(116~367)

* 100 mg/mLEFIDY DR 5HZEEE (Day 1) ELICAIEH. £ TOT Y FIVIFERSFIDN S THICERRUI.
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STURXRTMiEP S TiREDCHREEETE (OR—~4 1 n=7)

AER" A HstE STURYTMEPSS TRE (ug/mL)
n 7
Day —167 10 mg/mLEE|
CRIRE (E0H) 238.0(157~326)
n 5
Day —83 10 mg/mLE&El
chiR{E (E36H) 292.0(199~316)
n 6
Day 1 10 mg/mLEH
chiRfE (FaF) 291.5(208~350)
n 7
Day 85 100 mg/mL&El
CRIRE (E06H) 282.0(212~334)

* 100 mg/mLEFIDY DR 5HZE%E (Day 1) EUICAIEH. 2 COY Y FIVIFERSHIDN S TITERIUI,




MAFITIF10 mg/mLEEN (TIVPSUR miRRE300 mg) &100 mg/mLEH (1)UhSUR HIsEE#E300 mg/3 mLK
2JUNSURCHISDEESE1100 mg/11 mL) HeE T HY, SLEDBEVBRVERERT — 9 (F10 mg/mLEFIC L2 HDTY,

2. 3 HEARUBFEAT—I)

REAL—Y3VPKOBREETIVICKIBSN . BRERA (HV-1025:8'% . 124) TORLIV/I—MX VDD TS
& (Vo) DEEBDFIE+SDIF3.25+0.36 L. FWHIV/S—hAVRDATRERE (Vp) DHEEBDFSELSDIF2.18
+0.25 LU RE2L—Y 3V PKORIRETIVIC KBS N, SNEHEDPNHEE 22 26| (BARAEBE234) T
DVCDHEEBDTHBELSDIF3.45+0.65 L. VpDHEEBNDFE+SDIF1.91£0.32 LTUL,

W MR FEICMERRROMREMNRICHT T D2 EMEE /70— F Lk TH 35 TUXR TBEE
DRMERI EEZAONET,
STURRTFMPICTRESEINZBMI V/INTETH) ENCEICHEE T 2. Bl maBREERLEIBATL

Tzo UL, IgGHIAFRA R IR BIFT 288 L CBEMN SR RNBITIT 2T LN SN THYY S TUXR TN G2/
CAZEERBICHETDIEL BREDBEZRITDEEISNET,

3. {3

STURRTRIBREO7Z/BZESTIVINTETHDIH KHEHEREERLTOLEE Ao

4. gttt HABEARUBFAT—9I)

RE2L—Y 3V PKOBKRETIVICKIEBESN . SBIMEREEDPNHEE 22261 (BAAEBE 236 ICHIFTEDSTUXY
T OREFRABE R FHAD T EESDIE49.7£8.98 LI,

BOtEHRERBLTVWEEAD STURXRT DR FEIFMOREIOTUY EEFICKEVD T, BlfEEIC K25k
MEFRIFBRNEFREINE T Ko FUEIFHAPICBITITDEZEI SN BANFESNDTREMN HHUE T,
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1. 1/Em%r¥-22 23)

STURXR T BVRNM THACSICRERNICRE L. TNICK>TCha(IEM P F T4 ShF2 V) RUCSb [#EK
WBPESHE (Cob-9) DEMZRINT 2 T 12y N DR ZEREZL. Cob-9DERMZIIHILE T, iz, COITRFRN
(CHBBETDTEICKYERBANTE MR IS LR IR ICH U TN T 52— A T MEMDF Y =1k
PREEGEDRECATTRGHF S E DB D FRFLET,
COERERE FEEE DIV O— LA ARIGPNHES  aHUSEER U2 GEMGEE LBV TS TUXR T
ZERY 28 FRIZ IR L. PNHEE R U aHUSEE DM AN S MEN B P 2 SEMGEE DM AT DM
REAERS(E. STUXRTDERSICLOTHEINE T,

STURXR T DIERERF

[ Lo F A8 ][ —_ ][ . ]

PR IVEGE) 7

—RRHEICXT T 2 FRiEhkEE 1eiE
RREEHIRE C3 [ @ AFHHET }
e 7Y =1

FEAR A
‘

C5b-9

ZILVRZUZ® N

E/7O0—-F IR

BRI & DR F M
[CH S B SmhaE

EBEESH
WARTFIASREIY MRaRLE B
S543)— > P AR W
7FTIATFY i Rl S
SAE RIE(RE MRS OASfE
i REE L REEMEAE AT BT B
M ARARE MRz R B EES IR OTE




STUXRTE. pH6.0TCENS DEFEE R U E MEIRIEFcZE S (FCRN) NDIEEHR 4 ZE5H2 L ZBNICHEE
SNFUIC(EEPH7. 40MEBARRE TIE C5EDBEICH T 2HEFHINTY) . TDHRER MERZRDOIHAI YN —
LOBMRIE T T G ECSETHROEBINMBELE T T DI ERTAN IV NY — ANSFCRNICKIUME
JVN—=bAYNIUB A I)LEN, ZORR. STV T ORRFABERFBHANERSINF T,

STURR T DFEIFERFRISREROHF

o HHEastZ2Re
I » PHIKTRIIE C D
c5 IVRY—LADEPH(=6.0)
/ _— STURTTDCSADE
© pH7.4 e B B
5 z =L (‘E:j/ \
e Sz =
= FcRnZTUTE

YA =YX W # UH AT )L DFHE
TYRY—LRD{EPH (<6.0)
STURXI T DFCRN~DFRF]
¥ BH ER ERS U

HUBAT)LENZ242

743 - EHRNELOEYENIE
TURY—L
pH6.0 =P *PKE B (YD R) RUPDRER
(¥R, ex vivo) [CTHEER LT
UV —LA
I
AIRZHHRaS (& _ERZHHRa

24)Sheridan D, et al. PLoS One. 2018;13(4):e01959009.
(FIEABX : A5t ER(FAlexion Pharmaceuticals, INC.OZIBIC K> TERIES Nc. AR DLEE(FAlexion
Pharmaceuticals, Inc. DHERUHKETHD.)

25)Roth A, et al. Blood Adv. 2018;2(17):2176-2185.
(FIZHER : BB DEE(CAlexion Pharmaceuticals, InC.DHERUHENSEND. SHEICAlexion
Pharmaceuticals, Inc.&kWE#LE. BRIHL. ARBMEFEZBELTV2ENZEND KRR/ D
HME/MREY R—NIHB L TAlexion Pharmaceuticals, InC.D3ZIE#E(F1z,)
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2. FEBRAREER

(1)NOD-scid¥ 9 X EF LB\ =B EhEE/E AR (T R) 24 20

NOD-scid¥ D RIFBEHICCSZRIBLTVD T E RUENSX FE MEFUAICH T 2R BMEZRIIA TERVT &
Mo, STUARTROTIUIR T DFURNTEEER N OWIN T 2ENZFIRROBEHCAWE LI, E FCEDIEE
HWRIRICKDTMBENTEEERIIEDETILERDIZHIC. YD R(TDay 0~35GLE& TH) DA, E hC5EE FRS
LEUIc.Day OICSTURTY TRIGIIUXYT100 ugaE DA ICEOERAERSL. S TUXR IRV IIUIR
TOIEFEERSVC ex vivolliEBIMEE #sHBLE U,

CSIFFENCBVT. STURANY TR IIURAR T OEFHIFZNZEN25.37£1.028BMU27.65£2.28HT.
Bk DEYENRE SO T 7 A )L 7ERUEUIC, — /. COFHE R TR S TURY T (EDay 28F CHIRNEMEA%Z
[FEAERET Day 35FTCIIURNY T KU mARZ BN HERUF U (FRE : 5T UX<T13.40+£2.18H.
TOUXRT3.93+0.54H) . @mHialEDay 3F T, CoNTEHEDBIMEHZFFTER(CPEELE LIz Day 14TlE.
TOURR TIFCSBREBEERZRIGNIZDICHU. STUXR TFH83%DAEZRU. Day 28F CEH7EE
(#950%) ZHfER LR UIc,

ERCSDOFETRUFETTOSITUXY IRV IIURY I OMETRELE (%)

(%)

100 A
W
=)
iy
Bl
H
HL
% 10 +
o 1
J = ITJUXYT
= - STURYT
o} —l— IJURXIT+ERC5

- STURXIYT+ERCS
1 T T T T T T 1
0 5 10 15 20 25 30 35 (B

AR

STURARITRIBITIYRR T DEFE FRUFHEFE TOENCSTTTECRBCAIL (NOD-scid¥ D R)

(%)

100 ~
----- p S
P NP S ST L
B
60 | ""44
B "
-
o o
@+ EIC5
] —l—= IJUXIT+ERCS
-+ STURIYT+ERCS
0 | | | |
O 20 » 30 35 @)

AR

24)Sheridan D, et al. PLoS One. 2018;13(4):e0195909.
(FlgABf - AB&IFAlexion Pharmaceuticals, INC.DZIEIC K> TEES Nz, AFHXDEEE(FAlexion Pharmaceuticals, Inc. D ENUHETHD.)
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e MHEIEARREN VSR

1. R HFEEER

STURAR T DEBERADIZNTH 2 MCSEF MAREONBI TOHEEZRIRT D END. E MR ZRW N
VitroFHIl B TIFTEVWEEZEZSNFELE. 5. TTURIY T TORAB D CSREE DR RN S PR SRR,
DIMERNUOTIRBANDFE(CH T DI RITDBKIFRHONTVIEWNTENS. in viroRE M EREBHER(IFEHEL
FHATU,

FIe. STUXR T FENCSITREN T, hDHHFNICEET 2B FEELFWVIZH. N vivoREHERERERNS
ERNTOBEGFFRTETRNEEZEZONFU IBIC. TIUAY T TOREEDCSFEEDRRRERN S IR SRR,
DMERNUFRSESRNDFEICH T DRI DEKRIFEROSNTVIRBRWNTENS. in vivoREHEEBHRIFERLF
BATUIRZ,

2. SMHER (oYY RCSE/IO0—F)Lintk ; BB5.1 mAbIC&Y )

(1) BOig 55 R
STURRTDE NCOBERRE - BEFEMRSEZFELTNBIENS, PR SHEHRIGRBLE A TUL,

Q) RigRSSMHHR(TIR) 7
STURR I 28RS L TOBPDIIEDCRCSEIERH SN T AR CAVSE R E YR FELEL
e STURR T =BV ERER SEMRABRIFEELE A TR ZOIH, TTURYTDRERELTHT IR
C5H 04— (R IR IACSHIE ; BBS. 1) BRAVCRER SHERBERBLE U,

B walp | s |(HIT | esm &R

BB5.1 mAbDEIBIER%Zex vivoiAIMER T
UTe#E®R.BB5.1 mAb®D60KU90 mg/kg/BE:
Tl B EDMmEDHBEREERERUC. 60K
0.30. agrg | 090 me/kg/BRCHIIZBMBESERAISERRE
60.90 EE | THh) . INSDEOERIF30 mg/kg/BEEKDE
O SfeTENS. 5IEREHMLIEBBE.T mAbD
ROREMHRICHITDHEBSHEF60 mg/kg/
BEUT.

0.60 me/key 88t T e gﬂ%—g;\ 3851
S 25T . gne | MADE30 mg/ke. B20C26;BREERNRAIE S LIz
30 mg/kg/mze: | Powd | 0.30.60 | 26BE | byt (NOAEL) 1360 mg/kg/BE e
el 1 5 SNz

CD-1V¥DR | i SEF70T I

CD-1¥2XR
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e MHEIEARREN VSR

(3) STERABIMEHIR (T R) >

STUARTFEMUHDMBER TIFACSERZERS T SHHRBRICAVDBEYREYEBRIFELRV S, E£JE
FESHHBREERLUTBATU L. ADIICI DAY IRACSYOS —MAE (BBS. 1) ZAWVWT Y D XDESEF

126

MR rERBLEL,
1’5 w58
EiE =R G (me/ke/38) B5HR R

60 mg/kg/SBEEDI CHITIIRDAER R UHEXIE
o SOBEEREFAFSNIA . EBEEICHEE R
0.30(30 meykeg | M ZEBI~SEE | [FEBH ST TR UMETERN R EN'R
D1 | EREERUY ey | SR ER) HSINEN DT, Fo BRISEE - AR AT

iy | BAREFELEICRY | BBARA 60(3’5m o | M AECRI~aRAE | BAERECBVI ARSI,
TBHHER ,a@@g) & AR Ao~ | HEEIODEMCE T BNOAELIZ60 mg/kg/iB.

LSRITEIIE

B DI Wi DIFALEE. BE - BAIR D LRI
[CRIT BB EE (NOEL) 360 mg/kg/ELLE
EHEES=.

0.30(30 mg/kg

30 mg/kg/BEE

- SR DA R ORSE B RIF SR T,
60 mg/kg/BEEDEAIR 1 BIICEEAIL=T . 26
[CHAEBEE R EENERDO N,

BEYROE - BROHEICEI T BNOELE60

CD-1 | Bf - BRIBRAE Z=8108) GD6.12 : : frigind

£ B /kg/BLE. 60 mg/kg/BTREERNE

oz | T EsE | P 6060 merke | 0.60 my/ke/m: | S 0 s 0 MRS SETEAREN
ZB20) | GD6.9,12.15 ‘

mg/kg/BEEZ SN, BERORE - BBIED
H14ICBIT HNOAELIZ60 mg/kg/BLLEEZER
S50z

(4) ELSHRBRRUH A REHER
EEEA T 28YE (YO ARVS YR BROCSEXERGEZERS BV 2. EiELE R A TUI,




T

BRI ICRAT IR EFHAR

BRI ICET BB EFHAR

—RIIRHN : STURY T (B TFHEIRR)
Ravulizumab (Genetical Recombination) (JAN)

7 F T HEE CrosHiz70Ns700651518
L& Cio16H1583N2710O33456

Z:S B STUXR TR OEBGTFHEBRAEMEE/ JO0—FILAETHY . YDA MEECSHR DB MERTE
I e~ TLU—LD—0% RUOENgGHRERIN DD, LEEDEHIBIEKHICHE T D, Flo. HETES
DCH1ER. &I B CH2EBD—ERIFIgG2 (¥ 288) h57xk)  CH2BBMDI% ) ECH3BRIFIgG4 (Y488) h 57
%, HEHDMet4 29K U Asn435(FZFNZFNLeu USerlCBIREN TV, STURXTY TF, FrA Z—2)\
LAY —IEMIBICRIELETSN . T TURXY T 448BDT7 =/ EBEREN SR DHEE2 AR U214 D
T BERENSIFDLE2ATERINDEY V/INIE (D FE $148,000) TH .
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WA OSERH TICB I BREN >

(LIVMSUR® SiEEEE300 mg)

HBR | (RERECEESD | RSN (R AE e
BERE | o oo v 308 | 30mL i -
e 2~8C/EX (6nBECE) | A5 R/ \A 7T 300 RF THABATH ST
DEEETENE | o o e 30 mL ] -
E3) 23~27C//H; 1208\ 35z 7 v 127 AETHRIBN TSI
RS ER] 1 MU SR AEENBEDTE

INA )L 25C/O4R
RS kix. BN NIE
10 W/m?

SR FRRRE TR
J81,200 kixh, faimrss
HNRET T RILF—200
Wh/m?

MEREARL  PIV= O LSE CER

EZIFRRDolc. 4 Xk
RoO~ SIS 74— (SEC-
HPLO) RUF+vEESU—E
k&N (CE) CRIEUTe AR &
DFEEIF. BEREDRR
[SEDLKICDONTETU A
RBOKLBIEITH T DR
RSN,

SEEHER | [~ @R 1 mUAA 7L AR D = R A% (51—
KX | 25°C (1B3R~E60%) O IR 2~8CTRELARNA | M) W EBEKDSRET
[CRESNHBREMS 7 BOITEN THDTEERER
FrUNCANB@E O LM HBREMTF v/ | U,
K5 SR TRE [CANZZ V== AETaENA
1,200 klxhl k. 200 SNAT )L
Wh/m2 E o bR BREFK KL EMT v /NICA
NF=ABNA 7 )b
o RS | TR (h—h)L
THORBREMF v /NCANT/NA
7)U
(LIVPZVU R HISEESE300 mg/3 mL& U100 mg/11 mL)
HER RFRIECRE/%) {R7ZHARS {R1FR A8 R
TIUNSURHIsEEEE300 mg/3 mL:
6 mL
f s 1528+ 77 )L
%ﬁ‘g{%ﬁ 2~BC/ N 18558 Q;ﬁé&%ﬁikﬁ%% 100 /11 mL: | 1BPRETHRIBKTE T,
13.5 mL
HS2NA 7 VBT
TJUNEURCHIsEESE300 mg/3 mL:
. omL | -
MERTENE | )3 97 /sms el | DDA VB 1 hBE TR THB T

AR

TIUNSURCHISTEESE1100 mg/11 mL:
13.5 mL
HSZINA 7 JURIST

BThsa ER
CEZEM)

[CREEDREIER]
25 C(HEXEE60%)
[CERESNIEAREM
FryNCANBEe=x
HSVTERNTRE
1200 klxhIX E.200
Wh/m? E

TIURSURHIsEESE300 mg/3 mL:

6 mLNA 7 )L

VNSV HISEESE1100 mg/11 mL:

13.5 mUNA 7L

o iR} : 2~8 CTRIFLICARG/NA
7

O UL TE N R AR EMTF N
[CANETZIVEZOLBETEENLAE
BNATIL

o PR E KL EMT v /NICA
NfeAR&/NA 7

e hlkAaEHM  TxaRE(h—~)U
THORREMF v /N ICANTZ/NA
7

MEEADOD ZxEE (H—
M) DEBZEHNDSRET
BDICEMTHD TSR
Ul




RV EDEE B

IRV EDEE

BRHIXS  £EYHRER AR NS ZERER (ER-EMEOUSZ(ICKIIERTEIL)
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(LIVMSUR® SiEEEE300 mg)

ARES 30100AMX00022000
FIEMRENEIOEVERAE | 2019468
B AR MM PREBIEAEIRET 1 20206 9H
- L HASFEHENE (BT 07UV REBFH TR AN FMRPLEECLDERDERN R
SEICR2): 202268H
RMEENEHFH 2019494
AR7chiia R 2019498

(LIVPZVU R HIsEESE300 mg/3 mL& U100 mg/11 mL)

R TIURSUZHISEESE300 mg/3 mL : 30300AMX00316000
eES 2JURSUZCHISEESE1 100 mg/11 mL : 30300AMX003 15000
2JURSURPHISSEESE300 mg/3 mL: 2021488
R 2JURSUZPHISSEESE1100 mg/11 mL: 2021488
2 BABFEHRNE (RET 07U VARSI EX R MRS LA L DERDEBI R
S &CFRB): 20224583
EMEENEFR 2021F11RH
ARFEREREA 20211218
AR 211 EERVURVBEFEZRED L BYICERT D E.

(RIEMRENEIT OE VERIE)

21.2 EATOBRIEGIDED TREN TSI ENS. BHEIRTTER . —EHDAESICHRDT —IHERIN
DERTOEF A ZENRICERMEREZERRT D EICK  AFIERAREDERIBHRZLEEY
BECBICAFDLZEMRUBWNEICET DT —IZRHICUEL. AR DB IEFERICHERBEZ
EUDTE,

21.3 AR D®RSH REERBANET O VREDZH . EERICHEBL. AFIDURIEIC DOV THTHIC
BETEDEH - EEEEDHET. BIRRERRIVE DI aEICHREUIcEEE D& ZE ofc £
TOIHTONBDRD RERTEICH IO THBEREEZHB DT L.

CGEHERRIM 4 FREBAEEIRET)

21.4 BATODBREADBH TIRONTWNDIEN'S. BUERTTHER . —EHDEAICHRD T —I D EREIN
DETOEF. REFZNRICERMEFEZRET S EICL)  FEIERBREOERBERZEET
BEEBITAFDREMRUEIMEICETET — I ZRHICUIEL. FEIDBEIEFERICHEREBZ
#EUBDT L,

21.5 A DKRSH IR M M REBIEE R OZRTOBERICHEBL. AR DU TFICOVWTHTAICE
ETE2EH - EREEDDE T BIRRERIE DI BERICHEBUICEEDEEZR /e £ T
DIHTONDRD RERTICH IO THEREBEZHELD T L.



(ESREEHEIE (BRI 07UV KEH IR AN SR EEEC L DERDEENEHIMZSICIRS))
21.6 EATOBRIEAIDBH TROENTND T EN'S BHERTHE . —EHDIEAICHRD T —I D EEIN
DFTOEF. A ZNRICEREREZRET D EICKV . KFIERAREDERIBHRZEET
BECBICAFDLZEMRUBMEICET T —IZRHICIEL. AR DB IEFERICHERBEZ
BB,
21.7 AED/RSH . 2 BASEEMHEEDZITSBRICERL. AFIDOURTEZEIC OV THTHICEETE
DEEEN - REHEE DD E T, BEIRRERIYE DI G CHEB U EEME DB ZE o fc_ ETDHT
PNBERD BERTTICHTE DT BEREBEZE LD L,
(RBRFEFT LDER : 55(CTRL
BEENRETER:
- REMRBANETOE VR : 202956H (104)
- JRHR AR M M4 PREBAFIEIRET 1 2026578 (551017)
- 2BASFEHENE (RET 0TV REETREAN FIMRRLEECKDEREENRE R FEICRS):
20264 8H (44F)
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