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1.1 FEIDESICKD BEEXRERPIEZRIET 2 ENB D FETHIBROSNTNDIcH U TORICTHNER
I5IE,[6.1.11.1.158]
1.1.1 AADOHESICELTIE Bﬁﬁ%)&.m\ WUJ%JJHH&SITI%(%%\E,Er IHEEES) IOER U TERRZ 7
T BERR A R R F?b\%%b*wl I ELICEZRLU MEAIDER S FOEY/GLEZTST
1.1.2 RR2AERZET 53 E‘/\*”EIKTL\'C J?EU KA S RIICBERA R Lﬁﬁé'?ﬁ?:/%%ﬂiﬁ%ué:
MBITHEUTIIFVDEBINEEEZEET 5,
1.1.3 BRAEBRE FEGNARBZCEDIENH DD T BRARICHDICBE CEERMER KU ERD
DHET, HDWIREIRR ERFIED W R OVEERN A RE R ERMR EDEE T TR 5T DL,
1.1.4 BERAREBERIEDYR T ICDOWTERE| CEEEEEL/ URRREDVIBIREEEICER S BIREAR
RREICEIET 2RIEANRIRLCHZRICIE. BREICERIT DL OBEICEREZEZDIE,
1.2 KA RIEERBNES OEVRIE. é‘FEﬂi/ﬁEﬂli}T&ﬁffﬂ%ﬁ S BIEEH MDD S WS R R
BFRERANY }\EAE%(?E*%%%% ZED) LT BAB R ODEMODETORR ELOBRED B
Mz EFDBEHRESNDGERICOMEET D& e AR SRBICEILE AFITERZTTAIES
EHITIIRWT EEESD, $§U@ﬁxﬂl$&0fﬁﬁl$%$%ﬁ FZORIEICHRFHAL. ABZRF THOKRES
IHIE,

2. ER(RDOBEICIKRELEWI L)

2.1 BEXAFERPEICEELCWDEEEREZELIEIEZTNNHD,]
2.2 KEIDOED T ULBBUEDEEEFEDH D EHE

PLOSAYI7—IEAEH /ﬁ_)alj N’
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FRDREE

VYR (% 27V T EEFEARZ)  UT. 27U XX 7)) IE KEAlexion Pharmaceuticals,
InclCEWTEBFRIBIRMICK > TERE I/ b MEERKDCE (C5) #iEWed s MEE/ 2O—-FIL
TR TY, #30,000U EOY IR RCEE/ 7 O—FILTELD BHEINMEG1. T ICAHEKULET, %
BRERVOI T 79 —#EEIZ 5cH. E T L —LAT—IEBEROE NEBEEICY Y A BHEERESE
HzBEL TmbGT.TmAbZ & MEL ., & SICFCRARERREROHAEEEIEZRETS2ZETY U U XD
EEENE U, VU URE COERENICHEE L. BEEHICE T 5C5 N 5Chak U ChbA D Z R
EI DI ET RRBUEZBRODN DERWICEHELX T,

FEAEMRB AT OE ¥ RIE (paroxysmal nocturnal hemoglobinuria : BU . PNH) (&, & m & 12 0
phosphatidylinositol glycan-A (PIG-A) B{nF D& RMGEAZEEIC & D Glycosylphosphatidylinositol (GPI)
7 > H— B K@ AFIEHERFCDEIN KB U e MERM Y O— VIEICIBIEY 2 2 & TRIEYS 5. HAREEDRME
ﬁ%’(“@”' 2, CD59 &, fiEN 27 — RICE W TRARABEER R (C5b-9) O ERE L ¥, FRINER%E FiAD
WENSEELTWET, LML, PNHEETIEZCDEOMNKIE L TWB O FEHGERNICKRKREAEZ N U o MERF
Bz TmENBMZLEILET,
VU Y ORI E. 1997 FEICKETHEEY U< FREPNHUADKEEBE % TRICEHA S . BRI E
BEnfcl e s, 2002F LD EREICEWTPNHEE ZNRE Lo/ Oy MEER (C02-001 #88) MFwm S
nNE U, 20k BNE IERKEER (C04-001 &#HEg : TRIUMPHEER. C04-002 &35 : SHEPHERDE &%)
ICEWTPNHICN I 28R OLLMENFEHME 1. 2007 F3 A KEICEWTHR TS TEZREINE LT,
ERNTIF2007 F X D EfES NCPNHICN T SEEREER ICE W TEN EAKROBERER O T2 MM TS N,
REERENTS O VIREICE T 2AMINE] 23X IERET2FHREERE L T2010F4 BICHER
FoAFREEF L. 6 BICRKFTUER U,

JE AR M M IR S AEAE(#EE (atypical hemolytic uremic syndrome @ BUF. aHUS) (&, #EFIEIE S IC L DA
mEAM - /RS - SEBRELNTHO MRV ERE (thrombotic microangiopathy : TMA) Z£9
ZEETHIBEERETY, FRIFMOTARRT, ZMH ST ELUAICBRL, BITELIEFHTICEDIREELT W
ZEPHBENTVWETY,

VU X" DaHUSICXS 9 2 BRAREFM £ 2009 F K D Bk THItA = 1. BN [ AR SRR 2 5058 (C08-002 U8R,
CO8-003#5) UL hAOZ~NRY T 735k (CO9-001 :HER) DIFERICEDE. 201 TF9RITKE. 2011411
BICEUIC TERENE LT,

EN T 2011 F4 AL, BARAaHUSEEK G O e b EEMEABAIC L D AF DR EI LRI N, BARICE T
5EME - 22T —Ih S BNRRRBREEZNET 2HUENEM TSN ENS, 2012F10AICHE
JEINZEEBRFE L. 2013469 AIC SEEANAM M IREFEERERICE (T2 Me RN ERE O DORIBEX R
ROBMARZBREULE U,

2 HIEEMHENE (EEMHESE ; myasthenia gravis @ BUT. MG) (&, SIETRRGERBEDIEELICED
HREHESE (NMD) CEE L THRZ7EFILI) YRBECAGEIEE T 2 & T ERISh2BBERIEETS
R ERR R T RERIE & TNITHAE T SRR ENRGBEEDEEICH N 5T 2T DR ICFRD
5NET,

VU U R O2EBMGICN T SERKRFHMIE. ROMGEEEZ BYIICR T I MDD S I HRRERD T



IO TUMGEE (BA) ZWRE U T, 20094 &£ O EAE I ABERREER (CO8-001 5ER) N FtE S
nE Uk, 2ok, £ IHEEERARERKSER2 55 (ECU-MG-301 5 : REGAINGEER. ECU-MG-302 5 :
REGAIN#k#EER) TARAIDEME 22N THlichicZ &EN5, 201 7F8BICKINT 7 EF)ILaY %
BHEAEGSTEOH A2 SREFEHENIE,. BFI0BICKXETHZEFILIY VRAKIGAGEO2SHE
FEARIEIRE) DNBEX SN RAEMAEATE SN K L Tce EATIZ, 2017fﬁ12)§ e REFEHENE (RET
07 Y REFEREXIFMBHUFEIC L SEROEEIRELRIZEICES) ) (BA) OREEXIFRNRDIENN
ARBEBBELUE U, 51T, 6mALI18mARIHD/NY /E\%iMG$%€ri‘_‘r%€t LT, 2018F &L DT
5 AR E PR AL R RR AR LR (ECU—I\/IG-303 AER) THRAOEER O ZEENFHE S N EARICE W TRIEROA
EDEBMICHR 2 BERTCARFE—PEEAGRHRF 2T 2023F8 BICARBENK U,

HEREBEHAANRY ~ T ABEZE (neuromyelitis optica spectrum disorder : LR, NMOSD) I&., R#EEA I
HEHTEESHAROBERZHYE T 2BD THRLBEEOFRERFRROBCREEREERETT, BRESHEE
ICERE SN, BEEDORBIFFRAREETT, MEFRDIT T FRY >4 (aquaporin-4. AQP4) FLiRH IR R D
FANOYA MRAICEHRIKRL TWBAQPAICHES U Z G % 2 & TS I SN 2 MAMKRE R
EENELZRETI,
20094108 £ HDNMOSDIcxtd %Y U U X EROBZEEE (Proof of Concept) iR & U T, #TAQP4 Tk
G DONMOSDE A BE 4Bz R e U IEEREMESRHBRNEINIC TITHO . NMOSDIZX 9 % A Hl
DBRBENRZRT FHENLBRIETFT VY ANES NI &M S, 201454 B & D FE NEEBRER KR (ECU-
NMO-301 i E&. & O'ECU-NMO-301 505 0 #ik 5t 55058 T 3 2ECU-NMO-302588) = %M L £ LU oo ECU-
NMO-301 HE D#ER Ic il X, ECU-NMO-302 iXER D FEEATICE W TNMOSDEE ICR T2 TV VAN TD
BMEROZL2EDTMEE N, SSICARRICEFENSHAAZRBEER TRAKOT—IHBE NI &S K
INTIE20194F1 Bl KETIEREE2 AIC "TIAQPA ARG EDNMOSDE A BE X T 2 /A% OBEIGEMD
RSN KETIF20194F6 A, BN TIF2019F8 AIcEATEINEK Ui, EATIE. 20194F11 BIC "HEHREE
BERANRY N T LEE (RHREHAZART) OBXK T OMEXITMRDEBIMARZEE L X U,

eV UURNE 2022F12 BRTE. PNHICH U TREL EUL AF Y A—X RSV 7R EMAS0nEU L
T, aHUSICX U TKRE EUFHRS00 BEX E T A DH TS FRMCR 2 HEBMGICX U TRER St
5401 ELL LT NMOSDIc U TiHFR400 EU ETEEES N TVWET,

Fleo VU EEBNERRICH U TRE SN 5Prix Galien (7Y - AU 7 VE) %, 20084 (K E. 2009 4
ICIET7 I VATRELTWET,

VUYX

(x o2 U X v 7))



45

2|

YUURE, #ETVINICEICEVWRNETIHENICKES TSI &ic kD, BEKME
B HECE5b-O DA ZEHEI S MEMCS E//7O—FILINFERAITT, (BFHRX
18.1 fER#EFF) (p105ZR)

YUURZE, fFEHES5TZ4DO0KE —RIEEREAETI/OEVRE (PNH) *',
JE BV A M R BEEAEIR R (aHUS) **. 2SR EEHENE (2HEMG) © R
REREERARI NS LEE (NMOSD) * — MU TREBENREZRIELET,

* 1 REEX FRIRIE TREMRBANES OE VRIEICE [F 2BMINE ) TY, FHR20F12H22HICEESBHREL D HD
REAEERORELZI TV ET (HEES | (20%) $2208),

2 PR AR FEIEMIRBEERRC 51 5 MR N EBEOIH, T,

3 PR EHRIS (S SLEEHENE (R 07 ) Y ABHTEESIMTHUBA & S EROEENERGHA R
2),CF, FH26%12 A8HICELESHAE L DAVERAERROIRELSZI TV ET (REES : (26%) £3589,

K4 DEL DRI FREBBAR Y b5 AHE GRRESERESD) OBETH TF, FA264%11 H20HCELS
KB & D ALBRAEEROEEEZI TV ET (2SS | (26%) $3539),

(p18~99 &)

<EEMERENEIOEVREICE TS EMmING >

EINSEIEERREER [CO7-001 :ER (AEGISEER) ] ICEWT, BIMDIEIFETH S AE
Bk &E 3R (LDH) {EDN—RF51 Y SDOBEELKET (p<0.0001. Wilcoxon®
FFEMIERIRTE) HBHSNEK LT, (p18~22Z8)
B EIEERREER [(C04-001 &R (TRIUMPHERER) ] ICEWT, 75 ERELEER
LTAEZ/AOEY (Hb) RELEREBEDERGIEM (p<0.001. FisherdIE#
RE) & RERMMNR@MMEBMHOBTEGREL (p<0.001. Wilcoxon®E
BRE) b@RH5NhE U, (p23~25Z8)

<FESaBYRIN 4 PREBAEEIREE ICH 175 MAR MG/ N & FEE D3N >

BN ETHERESAER [CO8-002FE] ICHEWT, MMERBDOR—RAZ1H5D
BELGIEM (2;:BERV4:BEHLE26 BEXTORAEH. p=0.0001. ANOVA)
& MRFERIEREIL (17611361, 76%) hRHS5hFEU, (p35~41Z=8,)
B ENRERREER [CO8-003 & Ek] IcHEWT. 206151861 (90%) TR
ER{EHFEHSN. 1661 (80%) T /NOEEE (TMA) ARV N7 —ZZERK
LFU7 (p42~47 S8)



<£HPEEHENE (REIOT ) KREFIERENZMBFEEEICLSERD
EEHN R IZEICRS) >

SEMEEFEERERRER [ECU-MG-301 55 (REGAINEKER)] (BEA) lKEWT,
FEFERBE THS26 BIcH I3 EEHBENER T EESF (MG-ADL) #8237
DR—RFAVHDEDEREBEILTSEREODHTERENRBOSNELE
(p=0.0160. Worst-Rank ANCOVA), (pb8~65583

SEMEER L RERAZER [ECU-MG-303HR] (6MUE18mKTRE) IcEWT,
FEHHIER THSQuantitative Myasthenia Gravis (QMG) #2317 D~R—2X
FAVHSDELELEREGETHROSNE LU (FERTKRTH 128K,
p=0.0009, REFHNEREWRETIVICEDSHIRFHGERAE). (p73~81Z2R)

<HREARFTHERARINZLEE (REEFHEXZS0) OBETH>

SEIHHE R FERAREER [ECU-NMO-301 #HER] I WT, FIEIBFEEX TORAFEIC
77EREDBTERELROHSN (p<0.0001. BRAOV SV I1&E). VIUR"
BEICEODBRIRAIMETULELI (V\Y—K10.058 [95%EF XA : 0.017-
0.1971), (p84~92 )

RGEMEAE UTHIERE PRI, EELREFPE. infusion reactionhREINT

W&d,

BEIERELT, 10%L LDORIERIZED. RIAERX. BFE. 5%U E10%XKiED
BIfERIZBMEKEAME. HIS, IELE, FE8, V7L IV IHEEK. B2, #EHRE

SNTVWEY,

EFRXOREROERVHEREEOEOZ L EOBEREZ SRS,

‘/'JUX

b S



FEBIFEDLET I+ TEBELIZS W,

2023 F8 AXE] (B6hR. FAEZXE) OB FRXICE D =1ERK
) BFARICEHINERENBVWEBICDOWTIE REEB>TVWET,

1. ES
1.1 FAOHBREICELD, HEARBREZRKIET D ENHD. XTHABRDSNTVWSTIH, UTORICH
MEBI B E, [6.1.11.1.158E]
1.1.1 XA DHEESICEL TIE, BRAE RS rwwﬁﬁﬁdﬁﬁ\ﬁr EEEES) ICFR L CHEZ 7
[TV BB A ERRENRONCHAICIF BLICZR U TMEAOKRSFOEVGUEZITD Z &,
1.1.2 R RZET 550 #%WMTIﬂU$ﬂ&5m BREARICNT VI F U aEET S &
BEICIHUTITIVFYOENEEEZERT S &
1.1.3 BEBEAEBRE IR RRBZ-ED I ENH DD T, BEAFICTHDICTHEBE TE 2EER/EAKRVE
EDH &ET. 52 WIHRERERREEDZH A BRI R EREER & DEE T THRS5T S &,
1.1.4 BEEXREBEEED Y XAV ICDWTEEICTHAL., URBRPFEOCVIREEZERICIER ST, HEXRE
R ICEET 2EIEENRIELUICGBRICIE. TREICEKT 2L OBEICERZEZ DI &,
1.2 XAF. BEERBANES O VRIE. FFRENAM M REEEER. 25 UEEHEIIEH 2 W\ T HRERS
BER AT N T LESE (BHREHAZED) CT2RBABZROEMO S & T, AR LEOBRMEN BRI
T LFEDZEHMINDIGZRICOMEET S &, T, AFERSHRICEIS., ARIFERZTASIES
EEHITIFRRWT & Z2ED, AR OBMERVEREZ BENXIFZOREICTDHAL. AEZETHEEES
ER s

R EIER)

1.1 AFE, #BARCE ZRHEMNICHE U TRRBHRESEROERZIIFI L XY, ZOERBEN S, KKBHES
HIC KL BEBEZ R OBMREAEICN T 2 RBEREMET U, BBIERERREEOHKIEY RN ERT 2 I &N
HIENET,

BB A B R E (LB YD DR [C 2R S OSAEN EHE S NN IS L RE R BERE T hY, BRRIGETTUESE
U THRICEDEREUNH BT, BEIEXAEREENRONDIHEH D WEEBETERWVGEEICIE. BEEICE
K2, BYRBMERICLDEBENNETH D EE2EBENIIEERE (XIENEE) [CHRELEYT, R
NOEEIRFEE R OVERRERICE W T, ARIERARICBERA R IEREIELA . BIEA RN NES DEEGRE
BRAERBRPFEDORENRESINTED FETHABBESINTVWET, LM > T BRWAREZET 255
ZBRWT, RAL AFRSRIICHEARICH TSV F U zEET 2L &b \%%LﬁkklmmrQUX
7 ROEERZ BARES B BHEARRFEOZHI R RBEN TR ERER S EEE & 20 RaK
ICTDICHEBTE2HH T AR ZRETZVLENG D ET, £, AFDEREEZITTWSIEEICTLT
BREAETVF V2B U CBIMEET 2 2 ENERADHA R4 Y THES N TWET, DDl
ELD FITEREZWET 2RENH D ENSRELX UL,

1.2 PNHEZEBILEDEEREE TI N SEMFMEBEDO L S Y X7 DEVEEMUN TIRARNREE TH
D +DBMEROBFTEZWNEREEH D EFEA, FFRESICKDMERBMOIGH, ZNICHESIAEY
O VEDRE. BIMEDER. TS DERSRE., PNHERAXES NI ENBOHENFE LI, TD—
H T AEREICK D EEGBRPEEDOHKECAFRSRIEROERLRAEARMEEOTHENBZINET,
5. aHUSEZELBEEDEEREB TH D BEORIRFISFEEICESNTWET, BEOIFELAS



WhHn2BBIEDaHUSOBHEIC L DKIB0~0%DEE TEBEDRKENEL T, £D—H T, FAIK
Sl & 2 EF R RIYE DRI P AR S R IR O M ER/NDEENRE S NE T,

o, 2FEMGRRBRISHEHESMORIE & NI SIRIRFTRDRB ICRE SN REFEZEDEEICHH
L5 YL LR 5 WNCBERA (IPIEs. SRERER. e X EARM) ICEED RV MGl U TEBIFEDRREA TR
EDRREX TT5E D RABFRDER U, BIFOREAIC THAICRIGHEDE SN 2MGERE L T
FRIRDIEEMEB E XS RRREELROSNEK T, TD—A T, FAKRESIC L DERBRBRIEDHERNER
SNFT, RHERFTWAIARY T LEE (NMOSD) (&, EICHEFREROFHICEASI 5. ARLEICESZ
1o 5 TR THRBER DO PRFHRERDO B CREMEREIEREB T, EEDOHRMARERXITERTIETRADBRZ
BHELET, FARSICEDBRY X7 DETHIEBHSNE U H tOBISIE & Flkk, BERREAERIAED
URIWHDET, Lich> T KA PNH, aHUS, 25BIMGEEH % LN IFNMOSDIC 7278 FF# = 52
EEIDS & TOaREDBERENERIEZ LR 02 CHBT S NS BEICOHRESESNIDENH D ET, i,
A L BaIE. PNHOBMIER, aHUSD M2 R/ NIETEEIR. 25 MCGOIEIR R NMOSD DB IC
X9 BBETH D, PNH. aHUS, £2FBMGCKRUNMOSDIZ I § 2REHGIBEETIRBWI £ Z2&H T, K
BB &Rtz BEICTRIAT 2UENH D DS BAORNXEDTHZRITZA THREL X LT,

2. 22 (ROEBHEICIFREGELEWVWT L)
2.1 BEIEAFERRRIEICERELU TWDEBE EREEIETLIEZFNLH D,
2.2 RENDBA T UBBUE DEIEED H 5 BHE

(REEH)

2.1 FEARGICE DBIRXERPIEDORIEV AINER TSI EMERSNE T, TDdH. WRARERRIEIC
BERELTWSBERFTARSICEDSSICIERZBLSEIBENDH DN RIEZREL X U,

2.2 KANSY VN BRAITH D GBEIEDHKIRT SAEUENEETE RN ENS KEZREL X LT,

3. #RX - TR

3.1 #ERk
L 1IRAFIL (R b wIk—1)
iR e 30mLARDAE

VU U ZEEEE300mg | BWES | T2V XY T (BETEERR) 300mg
iyl BlEFNUDTA 263.1mg

U BRTKEF kU LA—KFY 13.8mg

U VBE—KES N U AEAAY 53.4mg

KUY JLR— K80 6.6mg

AHENE. YO BBEERRMAEEAVWTREI NS, BETRRICE VT, Fib
B ELUTOYDOMBERERD (FILTIY) RO Y DORBRFHEEAD (I155)
EEALTWS,

VUYX

(x o2 U X ~v 7))
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3.2 HAIDHIK

HR5c 4 VU ZRiEENE300mg

27N mEBRHGR

pH pHB.8~7.2

RBEEL (AEBIRRITL) 1 (HEEERERICKLDAHRE (Bmg/mL))

4. HEEX I3FhR

OREEREANEI OE VREICE T 2 A MM

OFEBaBYRIN 4 FREBAEREIREE IC & (7 5 MAS I\ N B FEE D 1D

O FREEHENE (REJOTY Y AEFEREX BB EREIC KL ZEROEENRBERIBRICIRES)
ORMRFRRANRY M S LEE (RHETHEXZST) OBETH

5. BIREX IS RICEET BFE

(FheEHE)

5.1 KENIFAECS DFRZEE U, RBHEESERCOb-QDERZIHITZ2EEZ 5NS6H. BEAEY L
U &I 2RBREBMEICLEDBEEERELLCT K RDAUEENH D Z NS, AFOBMERVTEE
ZTCERUCET AERSORIZEERICRT U BVIBNREZICH URSERIRT ST &, T,
AEEEICBE LU T BRBABEZET 2565 2KV, RAL AFRSHAD DR EH 281X TIC
BEIRAREICNT 2TV F U zHEHET D & FITNEANOERFRESICEL TE MARE, 1> 7LV
EbBICHT 2T 0 F Y OEBIRIZERE L. REBDSBAICIEENZNOI I F U OEBZRIT 22 &,
[1.1.9.1.1. 912, 11.1.1. 11.1.2. 17.1 28]

(RIEMERBEANEY OE Y RIEICE 2 AMmImE)

52 704 XK —FZFICLDBREZITV. BREERENE/OEVRIECBEEZH SNCBEICKRSZ
BT DI &,

5.3 AEIZ " EFEBT DBICIE, BMOZHIRMREMANEEEZ S, SEHLRAMOMENRATNDEE
ERRET D&,

5.4 FAC K 2 M EREDOIMFIHR. BEENEIRROEGMRFEZ I N TULEN,

5.5 XA D2 MEBRMAIEICH T HUENRIFEZ SN TLEN,

5.6 REZ S (C & DPNHRMER Y O— > HMEINT Z7/ch, AFEHIE U CBEICEERMERBIMNES S5
2EETNDHDENS FFDOEWUEROLREEZ+DICEBRELUc LT ARKREDRIFZBEEICHRFT L.
BURNREEICH LIRS ZRHRT ST &,

(GEERBYR M M4 R EBAEAEIREE IC & 1T 2 MAR RV B FEE D)

5.7 MFHIHEEIC & 2 IFBEAMERESEEER™ OREICHERIZ I &,
¥) TIEHBSAMMREBIEERRE (aHUS) 2B A1 R2023) (HABEZ: - HANERZS - HAMKRF % -

HAMARZR - HABEZR) 22EICT 5 &,
5.8 ZRMEMEMHNIEEDEBEICKN T 2AFOBEMER TR MEIFHEILL TWLWERW (AR RV,



(EBUEEHRENE (REJ/O7Y VY REFIREXIIMBHMEEEIC L Z2EROBENEELRIZSICRES))
59 AFIS. M7 EFILAY vERETAGEDRBEICKE TS &
5.10 A&, 704 RAXIEFZFOAR ﬁuuﬂwﬁa&‘%ﬁﬂ%UﬁUbwL ICEMUBRWEBEIC, ULTICRTEBEEAN
DiIGEERIT DI &,
BRI O7 Y Y REFFRAN B LEEEZHTL CHEROEELNRE R EE
CAHEVCEWERZICL D, 2B/ 07 Y REMFRAN R HCEEDOMITNRE R EE
(REBREHRANT NTLEE (RHBERERAZET) OBHETH
511 AFNE 7 7 7R VATEBHEDOBEICRET BT &,
5.12 BHREHARNRY bS5 ABE (BHEEHAZESD) Y OBEIERTI L
X) TERMURBILIE - BERERAZDENAN RS 2017) (AXERER) ASEICT DI &,

6. BiERUHEE

(RIEERBNES/ OE Y REICE T A Mmins)

BE. BRAKIE, TV XY T (EaFlEZ) & LT 1E600mgh 5&RE%FHIAT %, EESE. B1EOD
BRTHE®REZEHE4ERBEEL. 201 EER (WEER S 548ER) H51E900mgZzE2:E(C1 [@
DERTREFET %,

CGEHEBAM M RSEEZEFICE (T2 MMM NEREONFHIRVCESFMNEEHENE (REI/OTY VKE
FEEEX MR EEEIC L ZEROEEN’EERISSICIRS))

BE, TVYXAYT (BaTFERz) & LT, TORE - BETABEENTET %,

FnX [SAE BAH HERFHER
18Rl 1 E1900mg% 381 B Tat4E | #EHES4BRE, S 1 [E]1200mg% 28I 1 [
18 A
40kg E 1[E1900mg %81 [B] T&H4 [E] e E54BEH“NS1[E]1200mgZ 28I 1[4

30kgll E40kgAsE | 1[E1600mgZ @1 ETat2E | #EHES2:8/E %D S 1 [E900mg% 28I 1 (O]
20kg E30kgksE | 1[EI600mg%iE] Bl Ca2E | #ES2BEEED S 1 EI600mg% 28I 1 [E]
10kgBl E20kgEs# | 1EI600mgZE1 B Tat1[E | #EkS51:BE#ED S 1 [E300mg%E2:38(C1 [E]
5kgll_E10kgAiE 1[E1300mg% 81 [E]T&H1 3] AEEE1BEEN S 1E300mg%3:8(C1 (5]
(RAREHRRANRY N5 LEE (REREHEAZET) OBHERTH)
WBE. BAKCIFE, T7 U XNT GErFERZ) & UT, 1E900mgh 55 =R %, YKk E%. B1 B0
FfECHbikE5ZzE&HEFH4RIREFEL. 201 HERER (WK SN S54BEE) Hh51[E1200mgZz2E (]
ElDERRTREEET %,

PP
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7. BERUVHEEICEEYT %5

(BAEMRBENTEY OE Y REICE 3 AMmmE)

7.1 AR OMAEEDETICE D AKEORMEEDORENRIIND o, REBREET TSI &,

7.2 RAESRK2BE TlIcmBEPABE KRS (LDH) SEHEDETHRD SNBRVBEICIE, AH DR Sk
MOBESZRNT ST &,

(FEBRRYAIN 14 PR B AEAEIREE IC & (7 2 MAR RN B REE D)

7.3 AHEIOMABREDETICL D, MEHEHNNEREEDBENRIIND o, KEHREETT DI &,

(EEREEHENE (REJ/OT7Y Y REFTREXZMEHLEEIC KL ZEROBENRERISSICRD))

7.4 AFOMAEERTICE DERBENBSIND D BEBRZETT 5 &,

75 AFIOLBSEHBNEEEZNRE ULBRKRERBR T, FEAEDRERIGAITHRSMIBRI2EET
ICIERDWENE SN, 2BNEEHENERE THORENFHFZHAL TWSEEICREWTIE, 8iE
REBLIEDY RN BWIREEN G B e S URIRX T 4y hEEE L, REHKREI2BETIC
ERDWUENBH SNBVEE T FADEREFEERFT D &,

(REBREHRANYT M T LEE (RHBEREHAZRT) OBHETI

7.6 AR OMAEEETICEDBREOBENIH DD, BREBREETIT DI &,

7.7 XH %z —EHEE S % BROBEICDOVWTRET L. BROBEDFHDNRD SNBVWEE TIF, AFI DK
5z ds s,

(GEEBUAIM M REBEEREICH T2 MigEMNNEREONGH. £ SREEHBHE (REI/OTY Vv AKEEH

AN MR EEEIC L DEROBFENEHEIBEICRS) RUEHBEHEAANRY NS LBE RERE

BEAEEL) OBHETH)

7.8 M LEE (BN ERL) ICK DAFO—INBRESND Z & FERERBMBAICIEHECEIAEEND
ELREVOTY VREETEAICEIDIY RY —LARNORREMFCZRIE (FcRn) O U H 0 U > JHEEN
FEESINDAEMENH D Z &N S, AR SR ICMRHLEAR, FERENRETIIERE/OTY VRKE
IR E BT 2RBENH 2HBEF. TRESEICAFOBABREZEBT DI L, BB, THRIFVI 2
L—Ya Vit RICEDERESINLEDTH DI NS, HARSERIIBEOREZESRICEHRET I &,
[10.28E&]

BEEDAXRFIRGE AEIDFHEFTREE RS DRHA

- . 300mg 1 =] D>E300mg _
b= =9 1760 7L

BRER s 600mgll_E B> =600mg | 1 X607
i B A AR T 300mgil E 1[8]{c>&300mg #1760 7R

NN R 600mgLlLF 1= D>E300mg _

7T ‘D 1]~ == ; \/ \; s E/

GEIOTY VKEETEE 900maLLE Bl > =600mg M TER




8. EEREXNIEE

(RIFERBANES/ OE Y RIE)

8.1 AT EIC & DPNHARIMERY O— > AMENT B fz6, KEIZ AL U IBEICEERMENAMAES SN
ZEENDH D, KBIDESZFIULEEICT U T, HMESER. MERAMNRZFNICHEET DERE
EROZETERCBERL. RBICH U CEUIBLEBZITS 2 &,

(FEHBSA M M4 R EBAEREIREE)

8.2 AEIR SRR IEIM/IVMREEE EHNICE=5 Y > 7 L. KEEADN RO SNBRWVSEIE. KF DR Sk
DEEERNTZI &, BH. FEEDIEULBAICEEOMEUERNNIEBENRITT Z28ENNG 512
O, AFIDFZESF I RIE12BMIFBEDOREEZTERCERL. LB U CEYBRLBEZITD Z &,

0. FENERZRI HBEHICHI HEE

9.1 &fHE - IEREEDHZEE
9.1.1 BERXERPIEDEIED B % B E
AANC K DBEIRR R RRIEICEERE L P I KB 0ENH 5, [6.1. 11.1.1 8]
9.1.2 BREEDBERIIRPEELRDONDEBE
KSR RIS (BEIEAE. FIARE. 1 Y 7TV TEE) (L 3RPEICEER L LI < BB REH
NH 5, [61.11.1.1, 11.1.28E]
9.5 itim
TR EIEIRL TWBS A D H 2 I IE BB LOBRMENBRIEE EEh 2 I 258 (ICDH
w5952 &,

9.6 &3l

ARLOERERUBAREOBEREZZE L. RIALOME ST EZRFT T 2 &o
9.7 INR
(REEREANEV/OEYREKE T 2BMIMFHROCRERTHEARY S LEE EHEFREAZST)
DEFET )

9.7.1 NREZWRE ULIcBERO RN ZHEIFEE UERIRERIZER L TWERW,
(FEERBUAIN 4 PR BMEMEREEIC & (7 2 AR MU EREE D)
0.72 BEHEARKER. HERXIF2H ARBOARENRE ULBMERVOLZEMZER S U CRKRERIEE
ML TULRL,
(ESUEEHENE (RE/O7Y YREFREBEEX I MRFCEEIC L 2EROERLI’EELIZSICRS))
9.7.3 BHAMGKER. AR, ARNIFOMARHEOHN EZNRE UBIUERVLZEMZIEFEE U BRKRER
FEREL TWRL, ECU-MG-30355&IF. 6 U E18mMAFZRE U TERULLM, 12mEKEDRE
EFHHAANSNED DT,
9.8 &
BEOREBZHEELLGHL S, BEICKRET D&, —RICHEKEE (B
AE. FTEERE. RRIHEEES) PME T L TW 5,

‘/UUX

(x o2V X <% 7

13
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10. HE{FH
10.2 HHASER (BHRICERT 52 &)

EHIZE EREREEIR - BB AE KR - BEET
AeEsO7 ) v aH| AGREISOTY VEEEOHBIERSIC | ARESOTY VEH & O3B
GRUTZFLYZUI—INE | &> TAFIOMENHEB T 282N | BE5ICLD. FKHOMBEPEENMETT S
ANGEI/OT Y V) 20T, AT BBAICI. FAOBFTER | FTREENH Y,

[7.82H]

B5xEBI D&,

IT7HILFFER ZILT 7
BT z)

REIDHNENRIETT 2HBETNHIHDD T,
KA K2 BFEZRBT 2HEICIF. T
AIWFFXFER ZILT7 7DH A 7 IILEREIC
B 2ERIEESIS2BEBUBICERST
BZEMNEFLEULL,

IT7HILFEERN ZILT77ICED  FA%
SORBUFCREMR (FCRn) ICHEE T 5%
HoIMEFBREABET I 2 A8E4ENH 5,

11. BHERA

ROBEMERALH SoNd I ENH DT, BRZ+DICTL, EEN
PIRIMBEETS &,

11.1 EXBEIEA

11.1.1 BERERERRRAE (SEEAEA)

=4
At

HENZBRICIIRSEPILET 2R EHE

BERR 2 X SRUMAE = FAE L. BAUCEIELT 22 EDH DD T FAIDKSITERLU TIE HRRREED
PIEARE (B2, e, IHEMEE. EHR. BERREBOZE L, K8, Bl - B, &3, SRKEMNE) E08
ReTRICITO &, BEARRIMENFEONICERICIE ESICRRL. EAIOKRSFDOEYZR
WEZITS &, BRREICN T2V F V2BV TORIELLAIW, ETICESAINBH SN
TW3, [1.1.51,9.1.1, 9.1.228]

11.1.2 ERBRRE (EETH)

BEEMERRE. MARERE, A V7TV TEREFOERBRRRENDGSDOND I ENH D,

B

(5.1, 9.1.2&E]

11.1.3 infusion reaction (J8E7<H8)
v I TFFI745FV—ENH SN ENH B,

11.2 20t DE1ER

10% 2 £ 5%~10% i 5% i SERLNER
N ~ FORIERLL FRRALE, > . "
ERUREEREE - His - [ElEriEsD F WV BB
iR _ _ R, BREE, SRR m, iR _
N NN
=] N\ ealor N Eﬁ [T
- . i R, BBk, A e, pas | 0 BICTR BACTRE,
ﬁﬂ’%— /b HID—_DD:I: Hg\\% Eﬂﬁ\éxgﬁztlrﬂzy%% %%_ ﬁﬁg\ J 79HEDW%\ u/i:P\E\—Flz%:l\
/M B RIEIZJIL JiSNN X [EH%H:IJ.[[H\ EﬁE@;FlI%FLX’
S BEER FOERARER, R, IRERE. BE. | 1Y 7T Y TRESR. BEA%E.
Py - FE TESTERALIERS. R, RIEMEZE | M. EREMIERE. L. KR,
RSB [ RIS IR




10% L E 5% ~10% i 5% 75w SEFENAEA
FriBE - - BUUILC M. SRS | &8
S ° . o0
N ERmEREE, ik, | THER REER oA
FRERR RE R wag, | o B0 HUERR B Es
o o |y Tor | s oL atEEss, mk | B EER TRBRR. B
@%E ;uﬁaﬁk HE\EE% & %4%@% Eﬁl]ﬂlﬁ EH}%E 7 %\ X\:ﬁﬁ&éﬁ\ ﬁ&\ ﬁﬂﬁ&\ BE)%
% K TNBED, B T 7 | s, EAM, MU, BK'
Zx Atz DRSS | L RESR F A U PR G
REX, QA Y ITEE BT | a0 R
ALPERE. EUIIEY ER Cx
ISR BB, SR s, AF TR \\
ARE - - BEEM, FamB, g | O HEYRS A0
MBS, FREIRE D@, Fh e
B SR
f‘ﬁ%ﬂ _ _ ﬁ@kiﬁi@.\ %Eﬁéﬁ\ %7}[/7‘5 \/ 1&7‘] IJ '7.[3\.[“1&\ /\:E7 D 7 '\_
sz, B 22
o B B e e | mEw ShE. BOEE. HE
AR BhPSIR. BRENRS. OB AN |y mipennss "mmin g
- B IEEHE . ERARE. B | KERS. B, A EE S
R TR SO, BRIE . T
ETER - - BEEE ARAR BERm
— B - Bk . B, BR. O | BIREE. B n. REEEE.
TR ST, RIS
B R REER. (. SHALHL. E | % 5. B, AR, &
B w2, FP . S ERERE A ST BB
R - - - ST L —
BT - - 5o % TR, BER
— ~ N B, EC 0. M. &
[=IR — — = I I &
1 - D I, BIE. TSN T iyl
BRORGEE - - %’fggﬂﬁﬂt BIRRIE BRR. | geomue meg. B
Wi BES. & &5, EE
=== — _
= B4 ol PR
Zof - - HEIEE -

) KRR FREEREANE O VREZ N R & UcENERRESE CO7-001. FFHRASAMMRBEEEFZNRE ULCEAL NOXNRT T ¢ THREMREER
C11-004JR O EMERARFER C11-005), £BIEEMHIRNIAEZ MR & U ERERERER ECU-MG-301, ECU-MG-302 XU ECU-MG-303 [ &1 5 BAABED
fER, RAREHEAANRY b T LAEREE EHEEHEAZE0) 2R & UTCERARGR ECU-NMO-301 ROECU-NMO-302 IC& 1T 5 BAANEBEDRERN S &S
UTco

Yy

(x o2 U X ~v 7))

15



14. BAEDIFE
14.1 FEAIREFFOER

1411 BEYV Y ITNATZILDSLEZREWMD  REEZ LH/\Y VEITEAT 5,

1412 HREERER BE7RUEFHKR (5% XIEHBY Y7 ILRZ SBE/Ny ZTFITHRMU. RH
Zbmg/mLICHE R T 5. (FMULICBRDOBE IEAFIS00mMgD % E60mL. 600mgD #% & 120mL.
900mg?MIZE180mL. 1200mgniHE240mLTH %,)

1413 FRUICEREZEE T 20H/\y VEZBENCENIEZRE EONTBRL, BT 5, Gky v
IRODRET 2HBFNNHDH RU THULIRSBRWT &)

14.1.4 ARE. M FROZEDNGVD, BEREZITO> I L, (EE. Y. TOMEEZROHHDIIE
BAuLBEWnwZ &)

14.1.5 A%, FMULCRIETERCHICERTII L, BRE. POZEIRETDEEIFE. HFRULRIF2~
25°CTHREFE L. 24 REMANICFERT 2 2 &,

14.1.6 FRUICHEERSHIICERICRDZETHET 22 &, (MBALRWT &)

14.2 FAIRSROER

14.2.1 AT LBFEAE U TOHAV., 2RERAKR S K THRS BARKRSZ LEWT &,

1422 AFNIMZ U1V SO EETZHEDE L MOEFE @RESEELAVWT &,

14.2.3 %R U &R Z 18U LTIF25~45 70, 18K CTld1~4 BN T TRBET T 200 BEDOFH#.
FREICHU CEERET S &,

1424 A OB SHICRIERANEIRL LEEIE. EMOYIM TR EREZE 36X EKRE5ZHIEL, 8BS
KTH BEOERNLET 2ETEEICHRI DI &

15. ZOMDES

15.1 BRAERICE D < 158
BRERTABRIC 5 L THHRIGHRIES N BEDRD SN AGEKR LERHRSEEER L OHE
35BS SN > T

15.2 JFERARABRICE D < 1548
% R DR fRIRFEAERER (60mg/kgZ BRI ICHIRPIZS) KRV T BERRERN B S,

16
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nnl;ﬁm"fﬁ ‘c.- Bﬁ '§' % Elﬁ

ML . BRESUIEFEFER FlE8~16R—IZSBIEEI L,

I.PNH

1. EP9%E I 4ARRARKER [CO7-001 KB (AEGISHER)1 "> 'V
(SHERHERA — 7~ HER)

(B B]PNHEZICHT 2V U U X" OFMERVDLZ2EZIRETT %,

[x RIMERXETVFYOEEZZFCEAAPNHEZE294)

V2] /fl Y/ 'J U Z°600mgZzE1 B, 4Ei%5 U, 5BEICY U X900mgz 1 E#% 5, D%, 900mg%z
C1[El 485 U, R5HAIF12:8ETH > 1.

5T a—)b

ey il B AR AR
BED
3B
2 BRELLER A 1 2 3 4 5 6 7 8 9 10 11 12
B A E YUDES
DL F DB DRSS (Mg) 600 600 600 600 900 x 900 x |900| x /900 «x

[FMEEE] ZZHMER - R—X 51V ZEHEL U5 1288 ICH T 2 A KRESR (LDH) EOZLE
BIREHMIER  LDHZ{L 2 DR TEE (AUC). PNH%MBR;&@&'{EE\ FACIT-Fatigue A 7 —JL
[version 4] X O'EORTC QLQ-C30 X A7 Ic & D EHIl & 11 5QOL. MIRAE K O %
AT/ OE Y, @S
[RIFEHE] 512 HERR TCOREEROENMEDOBRITZEBR/ICRE U e, 5TEIL BTN RER . intent-
to-treat (ITT) T REN A ANT2EE). pre-protocolEM (ITTEITTRERD S 5 HAFRE
’EZZT. D OBRBRERTEEN S DERREMIEVWESE) RORBEREZZ T LINTDE
ENSRBIRABITHNRER & U,

10) #WER : BRE DEERREER (CO7-001) (EFRRFHEERD
11) Kanakura Y, et al. Int J Hematol 2011; 93: 36-46
[(MZEME R - AFERIdAlexion Pharmaceuticals, inc. DXED H & Ef S niz]

4. FHEEX IFFNR (R

REMRBANTS OE YV REICH T 2B MmN

5. MBEX (IFRICEIEY 23R ()

(RIEMRENEY OE Y REICE T 2B MMiNH)

52 70— A hAKNU—EFCIDREZTV BEMERENE/OE Y RIECHEEZH S NICBEICRSZRBT 5 &

5.3 AH|Z H 5T DFRICIE RO t@i’ﬂiﬂiﬂﬂiﬂb\f EEEZOSN SBROVBMOMENRIAZNDBEENRET DI &,

5.4 FANIC & 2 MASFEIAE DINHEN R, BRAELENR R CIESRIFHEB SN TLRL,

5.5 REIDOBEBMAEIC ﬂ@'%&%xﬁ%tiﬁﬁ; 1SN TLERL,

5.6 AAKRS [ & DPNHIRIMIR Y O— > HUEINT 27, AFE I UG RICERBMERNENIBOSNEEZTNLH S I M5,
FAOEMER VCRER Z+0ICEFE U LT ARARSDRFZEEICKRIT L BYBNRBEICH UVREERHBKT 5 &,




Bk
(1) #512;BEICH T BLDHEDN—Z 54 v H 5 OE(LE (FEFEER)

KE12BBICHE T ZLDHERN—ZXZ A VICUNTERRBETIRO SN F L (p<0.0001. Wilcoxon
DI SHIBRIRTE) o

AMOIBETH HLDHE EFR—RT1 Y R L T B51EENSBEREICHA L E Uz (0<0.0001),
% LDHIZPNHO#8 & O E B QRERRIEIR TH 2 MERAIMDIBIZTH D MALDHEDEIN L. PNHEZEICH 1 2R MOEMN & EENQIERE%E RY,

FLERR K REESR (LDH) fE (U/L) iR (SFi51E)

-

\5/ 1900 *: p<0.0001 vs. R—=XZ1AY~

w1700 Wilcoxon DFF S IRAIIRE

i 1500 T8 £SE

o 1300

T 1100

(@)

= 900

%

B 700

Hﬁ 500

& 300

® 100

i 0 2 4 6 8 10 12 14
w5 HRE GB)

SE : fR#ERE

FHfiTE  LDHEZ BARRM BB, HERFEIR 288 (OAE UAHE U 7o,

Yy

(x o2 U X v 7))

19



(2) mmE (FIRFHHEER)
FRIIROMMBRTIE I, N—RF 1 > EHBL TRER TRICERICRD LE Uz (0=0.006),

71 [ R D i 1L ER {37 25
N—254 Y (&5H12:8H) | BS5KTHE (R5%12:80H)

A B (730 D R R B 2.0 0.0
(SF5{E+SE) (5.2+1.0) (1.5+0.7)

p=0.006

WilcoxonD FRF S FIERII&RE

FfigE VU U RS 28R ICE U foORERMIK (PRBC) O&EA# e Y U U X ERIE R ICEI U 7.PRBCEAIEE B U Teo

(3) [EEFEH] K5 = (BIRFHHEE)
% & (FACIT-Fatigue A7) 15V ) U RS BHE L OR—R 51 VTN THBENIROSNE L L
(p<0.05),

¥ FACIT-Fatigue R 7 DEMIZEF DREZRL TH D REICA AT DETIFEF DB EFRT, FACIT-FatigueX 37 D3R+ > MU EDZEALIF, &S
LN OBEERNICEERRZERBET 2 I ENTHINTWS, Uich> T RAT7HBLUEEINT 3 EBANICEEREY OHRE. 3L O IZREE
HICBRRES LANILOBLE 125,

FACIT=Functional Assessment of Chronic lliness Therapy (12 B & x DHEEESTM)

FACIT-Fatigue X O 7 D##%

8

@ 7

® 6

gl\_

'e 5

Dy

S

]\’\R 3

X 2 -

,} : #: p<0.05 vs. R—RZF1Y

Wilcoxon DRF =~ IBRIIRE
0 F4918 +SE
0 2 4 6 8 10 12 14
583 GA)

Tl E BMEREBEREICRE T 2EF T IHEY S s ic. QOLFHEIEER T SFACIT-Fatigue 7 —JL (version 4A) ZF Wz, EH AT
|[FFACIT-Fatigue T —I)LOZX AT )V T HA RZA V> TEHUfce R—=XZ4 VEX D7 (F¥ELSE) : 38.5+1.9,

20



(4) [BZER] BHBERAORE
- ENE I35 [CO7-001 5 (AEGISRE) ] IcE W T, VU U X %5 X N PNHEZE 294D #7165 % H.
N=—2ASA4 VHICAT—IT1 U EDCKDZEHE L TH D, GFRD FR{EIF130.8mL/min/1.73m? (BFH26.2~
317.3) Tl

YUY REI2EBICHEWT, 296191241 (41.4%) TCKDR T — I DZLNRH S, Z17A U IE164]
(652%) TUTo 18I TIHRES12BBICHEDIAIERIFRH SN, CKDRAT—IHCKDR UM S AT —1
NBLERBDE U,

VDU R aRAEFOREERRDORAT—IDE(L

R—ZFAYDAF— = - AL
SEE 12 (41.4%) 16 (55.2%) 1 (3.4%)
2F—3I3~5 1 (3.4%) 2 (6.9%) 0 (0.0%)
2F—I1~2 11 (37.9%) 5 (17.2%) 0 (0.0%)
= =yl fo X1 BB D | BERRT—IAOEL
IS B RERHERD S AL UL 9 (31.0%) 1 (3.4%) xz:%{t:;bémifiyi@ﬁz

[ R] BEEXETIFYOEEEZZITIHAAPNHEEZE294]
N—2 74 VIcH|TBPNHEE D BEEE
EBMEBEHR (CKD) R T — N (%)
25 —Y5 (GFR < 15 mL/min/1.73m?) 0 (0.0%)
2 F—3I4 (GFR 15 - 29 mL/min/1.73m?) | 1 (3.4%)
25 —33 (GFR 30 - 59 mL/min/1.73m?) | 2 (6.9%)
27 —32 (GFR 60 - 89 mL/min/1.73m?) | 4 (13.8%)
27— (GFR = 90 mL/min/1.73m?) | 12 (41.4%)

ISMEBRFEAEEH 580 10 (34.4%) | BEBEROFKE (RT—Y) (. KEBHEME (US National Kidney
Foundation) ®Kidney Disease Outcomes Quiality Initiative
il 29 (100%) | (k/DOQN) DI ERBROHEICED ZHIE,

(HBRAE] 2HRERA—T7 V3R (12:8)
[‘BE5AZE] VU R600mgz@E1[E, 4E1%5 L. 5BEICY YU X°900mgz 1 B 5, ZD#. 900mg#z2E(C1 Bl 4[E#% 5 U .
REHEE12:BfTH > e,

BERTYa—)

RERED B HERFHAR
K5 D2:BE L LR B 1 2 3 4 5 6 7 8 9 10 11 12

BEARTVFUOEE | VYR 0KRS5E (mg) 600 600 | 600 600 | 900 | x | 900 | x 900 | x |900 «x

[FHii5iE] BHREOEEF R—RAFAVICEFTZEVEEEAT —INSRESI2ZBEEICHETE2LDBELRRT —INDOEL, BHEED
Bl R—XATAVICBITBPBEBAT—IDNSLDEVWAT—IANDEE U,

[FEtrEtE] B#gElcwdIzY U 0)%3% IFFNCRE S NIAHMEEER TlR>AD > 7ce CO7-001 (AEGISHER) (CAAN SN, VU UX"
EREINTCBEH2IFDOBHBEIC D W TEERBITZER L oo

10) &R BN DEERREER (CO7-001) (AR HEERD
11) Kanakura Y, et al. Int J Hematol 2011; 93: 36-46
[(MZEME R - AFERIFAlexion Pharmaceuticals, inc. DXED H & £ i)

Yy

(x o2 U X v 7))
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T

2941527 41 (93.1 %) ICBIERAPRRULEX LUfc. ELREIEAIZER (51.7%). RBIREAEX
(37.9%). Bir(20.7%) FTUTco VI YR EREAEDHZIDE UNBWESNIEELREE
ERH296IH1 f1 (3.4%) ICHER L. NERRIFFEH2 4. CRIVEEREM #TUR, ETHI
B BEEHRIUEFAIEHDEEATU




2. £ MHEEEKRE [C04-001 5 (TRIUMPHRER)] (Genr—4)'?
(BB SHR_EER TS LR ERR)

(=] MIPNHEEICN T2V U U X OBEMERVOLREMZIRETT 5,
[ RIBEERXEY V7Y OEEZRTCBMANERPNHEZEST I (V) U X B43 6. 75 REE4441)
[ EZ7ZREETE 5ERE L, £0#%2:BIC1[E. 21:BERE U
V1)U RF600mg7ziE1 Bl 4EH%E5 L. £D1EEICO00mgZ 1 [Bi%5, ZD#%I900mg 2 iEIC
1B 21 BEKRES Ufc, REHREIE2658E TH - 7.

WEXTI1—)L

AR 5\ R e s

B50 \ﬁ 9EH. z0%
2 BRILL LB = b2 34 5 678 ommey

-

i \jju ;r ol ol olol ol x| o]l x o

JUF > DERE L= 600 | 600 @ 600 | 600 | 900 X 900 X 900
DEE5E (mg)

[FHEEE] T2FHEER - NEYVOEYRECRORSEEFICRIM U /OREIRIMER O & 3 (720
BIREHEIER : #@mEhet, LDHOAUCZISIR E Ui, FACIT-Fatigue X7 — L

[FEATEHE] BT RER & U T ITTRITYRER (BEERBINITULc2R3E). pre-protocols [ (ITTHET XY
REMD S5, ABRER S 2R D DOBREBESN S DERQERHI R VWEE) ROHARER
B5xRFIcIRTDEBEETERS NSBITNREZETE L o,

12) Hillmen P, et al. N Engl J Med 2006; 355: 1233-1243 (&RRFEHMERD
[(MZEME © AFERIdAlexion Pharmaceuticals, inc. OXED H & Ef S nic]

4. FREX IIFNR (R

REMRBANTSOE Y RIEICH T 2B MMM

5. MBEX (IFRICEIEY 2R ()

(REEREANES OE Y REICE T 2R MmIMED)

52 70— A hXAKNI—EFCIDREZTV BEERENE/OE Y RIECHEEZH S NICBEICRSZRBT 5 &

5.3 AH R EHRIBT BRRICIEBMD /e HRMIRBMANEEEZ SN, SHREBMOMENRIAZNDBEENRETSH I &,

5.4 FAIC & 2 MASFERAE DINFIEN R, BIRELENR R CIESMRIFHET SN TLRL,

5.5 AH O RIEBMALEICT I 2 HEMRIFHEZ SN TV,

5.6 RANK S (C & DPNHIRIIRY O— > HMEINT /e KA ZEFIE USSR ICEERMERNBMIRO SNEEZTNNH B I L5,
FAOEMER RN Z+0 B U LT AAKRSDRFZEEICKRIT U BYBNRBEICH UREERHKT 5 &,

Yy

(x o2 U X ~v 7))

23
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B

(DAE/OEVRE CRME (FEFHHER)
YYYURBCEWTERIANE/OEYREL PERSINBE R, 75 ERBELIOBEWIETLE
(p<0.001),

o RERMRBMBMCHKS, VYU BETERICEDI LI U (p<0.001),
X BBEICHSVT, BEMHTIC ST SRNBONT/OL VEZBNREEE L. BEPHFICAT/OL VENGNREEE LR D, hORNEE IS
P> IBAIRAES O Y REILAERS NI £ EH.
ARPORMKBMEMEEANET/OEYRER
%HHF'ﬁEP (2638m)

FEHMHEE
vy z- Eiﬁ

\1_\\ —V—T
77tﬂ“\ﬁi >S5 R

49
(0/44@ (21/43461)

ANEZOEYRELD
ERRENcEE (%)

HRR(E
iﬁj_[mbﬁ: sk
< s 58 (£ .=0. .6+0. .0=x0. .0=0. .
8 5 R (B e T51E (£SE) 9.7+x0.7 9.6+0.6 11.0+£0.8 3.0+0.7 p<0.001
& &t 417 413 482 131

T RERT 20 BRIORIMT — 4 %651 BICHRE

* . Fisher D IERERRTE

5 Wilcoxon D JBARIFIEE

FHlAE BEENOHERBERICE T HHMBONETOEMEZRE L. KRRICZDEMN EICNETOE VED RSN, DD, Bl 7z
RIIBD S IHEENET/OE Y ORE(EHIMTLU . R BIMEIARAN 21 BOBET—F EREFORIME = R U T



(2) [&&1E#,] FACIT-Fatigue X7 —)L (BI'RFHEHIEER)
VU R BETIE2638E O3 X 17 (FACIT-Fatigue 2 177) h'6.47K+ > MBI, 75 £RBETIER40KA >k
BAU. 7T RBE B L TERENRBH SN E L (p<0.001),

¥ : FACIT-Fatigue R a7 DEMIFEF OHEEZRL TR, RFICRAIAFTDETIIEF DB ERT, FACIT-FatigueX A7 D3R > MU EDOE{LIG, S
LN OBRNICERBEMERET 2 I ENFEASNTWS, Uich'> T, AAFHILUEIBINT 3 ERRMICERBRES OE. 3 DR SERKR
HICERBEFLANILOBE DS,

FACIT=Functional Assessment of Chronic lliness Therapy (I21£ & BEEDIEEET)

FACIT-Fatigue X O 7 O##

*

VYR B

N~ OO 0

*: p<0.001.%: p=0.01 vs. 7Tz/RE
Wilcoxon DRI S IBRIIETE
SEHE +£SE

ToREE

R=RFAVHEDFHE(E

-2
—4
-6
O 2 4 6 8 10 12 14 16 18 20 22 24 26
BEH RS HRE GB)
TS EmRE 4139 41 41 40 40 36 39
YUY BE 43 41 43 43 43 42 36 41

SHEAE RS L ANILDZE{LIE, FACIT-Fatigue 27— )L TRIE U Tz
R—=ZATA EADT (FIELSE) | 75 REE34.31.9, VU U XBE36.7+1.6 ((tERD

T

26 BRIDIEREHMICE VT, VU U X BDO43F1TRT (100.0%) R TS5 £REDA0H]
(90.9%) IC1 U EOBEEERMNHES N, VU YU R BEDAH (9.3%) RUT 5 RED
9%l (205%) Ic1 Bl LD EEREEERNREINE LT, TSRRBIDEY YU RB
TELBES NI EREEERIG TBE (44%) . £IRTES (23%) 5565 (19%) B (16%)
ZcUlk, BEREEERIE. VU U BOLF (9.3%). 75 EREDIF (20.5%) Ik
SNELE, YYYRBICHTZEELETEERONRIZPNHOEE, B, BIERER
B, o LY YREMENES & #TUlk, 75 tRBICRIZERLEEERONRIE
PNHOIEES 4, FhIRE A2 5, PNHIER DEE, RIERBE,

DB 7 — 7 LR, B, S, BE%, B, AN, L5

B, I ABRENEI T, BEHIEARL, BEERIC -

K BEERIFIZY U Y ZBT B (ER). 75 ERETIRES >

SNELATU . { QJJ ;(J 7;7(




26

3. £ MHAEEKRER [C04-002 55 (SHEPHERD®E)] (BAFx—4)™
(BHERERA —T > S RILHER)

(B  MWIPNHEZICHTZV YU OLRLEEIRT %,

[ RIBEXETIFOEEEZITZPNHEEIT

[BF  ZE]VUUR600mg%B1 L 4[E#E5 L. ZD1B#%ICO00mg% 1 B 5., ZD#%900mg% 28I 1 (8],
A7 BE®R S Ulc, HE5HMEIE52BE TH - o

WEXTY1—)L
S i A 9P e e
50 \ 9BH. z0H%
2 BRALLE R A b2 34 5 6 78 ommey
BIEAE YODES
L FYOEE OR5E (mg) 600 | 600 @ 600 | 600 | 900 X 900 X 900

[FHMEIER] ZZEFEIEE | LDHOAUCZIER & Liam
BIRFHEIER : LDHON—X 51 U Hh 5 DEL 2R E U A, FACIT-Fatigue X 37 D &1L
[BEtE] K526 BE R O2BEOR R TOREMROCEMNEDOBRITZE/ICRE L c, RBRVREFD
T=FIFE VIR OREZDBEBTERFLINTOBEDET —FEEH K526:8H
RUB2BEDOKRTEBL LR CENEDEERITICEA L

13) Brodsky RA, et al. Blood 2008; 111: 1840-1847 (&:RKsHE £
(FIZEHER © A5E&IdAlexion Pharmaceuticals, inc. OX3EDH & EfES N /]

4. FhEEX IEEhE (k#)

REEERBEANEY/OE Y REICE 1 A Mmins

5. ShEEX [FMRICEET %ER (k)

(REMRBENESI OE VREICE T 23

52 7O—TA4 MXNU—EHFICLDBRELRTV. BIEERBANE/OE VY RIESEEZH S NCBHICKRESZHAIT DI &,

5.3 XA RESRRT DERICIEGARMO I HRMEBMMNANE L E 2 S, SHREBMOMRENRAENZBEETRET DI &,

5.4 FFIIC & 2 MiEEARFE QIR BHEERENR R OCEMMR TR I N TLRL,

5.5 AFDBMEBRMAEMEICT T 2HEBMDRISHER I N TLRN,

5.6 XFIFE S IC & DPNHIRIMERY O— > D&Y /b, KB Z R I U B ICEERMERNAMN RO SND2EZTNIH D NS,
FEIOBHEROLZEME+HICIERL e LT AFRESDORELZEEICKRT L. BUATRBEICH VRS ERHRI DI &,




BN
(1) LDHOAUC% B & LA (X EFHEER)

R=274 5 DLDHEDZE{LEDAUCDHFRIEIX—632263.5U/LxHTH D, VY URICL>THE
BN ERICERLF U™ (p<0.001. WilcoxonD RS {FHIBRFIRE) .

¥ NR—ZTAUNEE2BE FTOLDHICH I 2AUCZEE L CAMMEDEEMETEZ 1T > /.

(2) LDHOR—ZZ 10 h 5 DEZHEFRE LUcR (BIRFHEER)

R—=RAF7AVIEETBLDHO R R(EIF2,05TU/LTH D, VI R EEE2:BEFICIZF269U/LICE TERIC
BETFULEULE (p<0.001. WilcoxonDFFSFIERFIRTE) o

(3) [2&1E#] FACIT-Fatigue X A7 OZ1{t (BIXEHEIER)
FACIT-Fatigue X A7 &, VU Y X'ETBENSR—IA T4V IDERICERLU (5.6), #52:BROEE
lF12.2 U7 (p<0.001, WilcoxonDFFSFIBAIFIIERE) o

T2k

97 BIFR95H1 (97.9%) IC1 U LDBFEERDPHBES NI L, 5516984 (72.3%) D
BEERNHD. MEDSH > IcBEEERIIERE (52.6%) . BIRIEX (32.0%). EXERKSE
(29.9%) FTUL, ERLBHEESRIF196(19.6%) TA44HFICEBR L, ERHDFEM
(361414). F2 (3HI34). FMKRUERE (F2612#%) TU. BRBEXIIFLERIEIC
BEUCEELGBEEERIE. SMCHHRESNT U, VIYVRLEBETIZEEEFRIC
LBETH. RKRERIEHIEH D EFEATUL .,

‘/UUX

b S
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4. BHR5HER (E05-001 HER) (BHT—45) 4
(ZHEZRERA—7 V5 ER)

(] BIPNHEZ CcHIT YUY A ODRBEZEMZRET 2,

[ RIBEXETIFOEEESITIPNHEZ1954] (/X0 Oyv ~{ER11 6], TRIUMPHE ERS7 4.
SHEPHERD3#E897 1)

[5  E]TRIUMPHRER T 7 2 REEDEE (4461) (26 BRE%ICY U U Ry bEZ 2 (VU YU X"600mg
ZHE1[E, 455U, 20 1:B%IC900mgz 1 EiRE, ZD&IE2:EIC] ERE5Z kK. ZDMmD
BEEFV YU EHERFE900mg T2 EIC T BIRERBEE KRS,

(FHMEEE ] B EZFFMER | REL AN -2
BIREHMMIER | LDHOR—X 4 V5 DE{bRE

[EEtrEtiE] =40 D T IE. SERFH6H A& D2006 %4 B26 HICER U fco 2[81H O FE##TIE. 2006 5
1MBI7THDF—9R—ABEERKICER Lz, 2008411 ABSAT. INTOEE (EHREOYV Y Y X"
BEICBITL W,

14) Hillmen P, et al. Blood 2007; 110: 4123-4128 (EREFHMERD
15) Hillmen P, et al. Br J Haematol 2013; 162: 62-73
[MZEM R« A3 ERIFAlexion Pharmaceuticals, inc. OXED H & £ nfc]

4. $hEEX IEEhE (k#)

HEERBANEY/OE Y REICE I 23 Mmins

5. ShEEX [FWMRICEET ZER (k)

(REMRBENEYI OE VREICE T 23 MmimE)

52 7O MXNU—EHFICLDBREERTV. RIEERBANE/OE VY RESEEZH S NCBHICRESEZHAIT DI &,

5.3 AEIERSERT ZERICIEGAMO I HRMEBMMNANE L E 2 S, SHREBMOMKENRAENDIBEETRET DI &,

5.4 AFIIC & 2 MIEEARFE QIR BHEEREDR R OEMMR IFFER I N TV,

5.5 AHDBMEAMEIEICHT T D2HEMRIFHER I N TLRL,

5.6 XFIFE S IC & DPNHIRIMERY O— > D&Y B/, KB Z R I U B ICEERMERNAMNRDO SNDE2EZNIH D NS,
FEIOBNER VLM E+HICIERL e LT AFIRESDORELZEEICRT L. BUATRBEICH VRS ERHRIT DI &,




B
LDHDONR—Z 51 v 5 DZELEIEEE UfcAn (BIRFHEEE)

YUY RIZE D, LDHEEPHITED U, RSB F %8 U TLDHDRED Y #i#EE U X LT,
e, 77 ERBEDNSY VYR KRELEELLEE TS ARGEIDRH S5SNI L (p<0.001),

FLERR KRB (LDH) fE (U/L) iR (F151E)

2500
FARTORE R ST p<0.001
2000 RAERIE D BT
g rrrrrrrrrrrrrrr LDH OO IF & a8 %R 9 (103 ~ 223 U/L)
@ 1500
_1.5_\\"
'g 1000
T
()
- 500
0
0 6 12 18 24 30 36
RE5HEIR(B)
% (n) 195 192 188 189 181 132 87

FHfiAE LDHEZ®RSHED 54 BE X TREE. 20DRIF4EEEICHE L. PRBTRFOS2BE TAZE L .

Yy

(x o2 U X v 7))

29



30

[SE£1E]] g1 XY hAOEE'Y
Mg RV M E VU YRSB4, VU U R BEERIHFICBHSNE LT,

VYUY RERIRICE T HMEA N MY

p<0.001
40
30
&
7
2 2
< 20
™
H
10
Wilcoxon DR S BRI TE
0 EE
VODYAE &= YUY 5%
[t R] BERXETVFYOEEZZ(TCPNHEZE 1956 (/1 Oy MEER11 4], TRIUMPHERERS7 #1l. SHEPHERDGERO7 #1) o
[RERAE] ZHERLRA —7 VbR, FEREAR 1028/ O PR,
[®%57AE] TRIUMPHRER TV L REDEE (444) (£26:BE%ICY U U ZCIDEZ 2 (VU U R'600mgZiB1 @, 4E#%5 L. 2D

(FFE77E]
(ERHrEtE]

1EEEICO00mg% 1 [Ei&S, ZD&(IE2:BIC] [R5 Z#ME). TOMDEZIFY U U X ZHFEIOOMgT2EIC T [BIFEHR
RS,

VUSRI EBREHDOMIMEA Ry N E B U,

VU REROMEA N ME RRBREFHOLEEICRITE2ANRNYNIRTEED, VU BEEDMEA N~
(F. VU U FERENS, BRIESE TOHREEREIZ2006F11 BOTF—IR—AEELX TOHBIOWVWTNNE < FKIF
LIzADANRY NERTEEDTc, gAY MEDREICDWT, BRIICHEE U2 & L TWilcoxon D &FS M IBRIRE %
=10 =N

[BIEA] BEERIFT1956IF19361 (99.0%) ICHRE =N 25 D3R (51.3%). BMAEK (42.1%). L=

BERZ (30.8%). B/ (25.1%) . T (22.1%) . B kS (20.0%) FTH > 1o

14) Hilmen P, et al. Blood 2007; 110: 4123-4128 (ZEEEHmERD)
(FIZEHER © A3 E(FAlexion Pharmaceuticals, inc. OXED® & EfS nr]

5. SR ISR ICEIET 2328 (k)
(RAEMTREIAE Y OE Y REICH 13 2B mins)
5.4 FHIC & 2 MSERE QIS E. BREXENERVCEGVRERIERENTVAL,




Eoyc 4k

BESRIF19561FR194 41 (99.5%) ICHRZSh, EREDIFEER107 HI (54.9%) . RIFEAEX
9761 (49.7%) . EXEREZRB041(41.0%). THI68H (34.9%). BD63 6l (32.3%). NEmt
5041 (25.6%) . E&RE4851(24.6%) FET U, EELEEERII75H1(38.5%) ICHRIRL.
RPIEICBEUVCERBBEEERE UTHERIN (4.6%). V1 ILARRFIEGH (3.1%). TE
R, REERRDE3H (1.5%) . BEKX. BEIRAEKMAE., iz, Pkaase, BIGE. BIMAEE
Yav I, VAIAUBBENE2H (1.0%) ILEBHSNE Ul BEPLEFIX19MICERSE
Sh, BEFRICELBREPILERIFIT U, £DSEHBILIEDEEERICKL ZIREHIER
5@]’( RERIZIEYR2 5. BRERFAEIREE 1 B, BERR X ERUMAE 1 fl. PNHOEET HITUL 7,

e, BUEERERIEAQIR. BIFOBREGRS. BNIJLZ7 . RILEDRKIERIC L 5 TH
BHBOHRULEED, WThHEY VIR EDREERFRSSNEEATLU .

‘/UUX

b S
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5. BI{EMA
(1) ENERARBRAIE (AR

EAEGREAEE D29 6127 B (93.1%) ICRIERAM S 5. ELHDIEHERE (51.7%). BMWEX (37.9%) &
OEBL(20.7%)ETH > I,

(2) B ERPREABR LR (GERT)
BINRARFERD 195 B 19361 (99.0%) ICEEERNBOH SN, T2HDIFESRE (51.3%). RIRFEKX (42.1%).
ESERS (30.8%). B (25.1%). THI (22.1%) RUEHE (20.0%) ETH > 1.

ENERRZBRICE 1T 2 EIERDORIREAE

215 2941
BERREIRBIE (%) 27%1(93.1%)
BERERMAEK 1104
FHIAR5% U EDREIER—PNHEE—
E R R BN EE AR
BEAAIES L UEIER* (N=29) (N=195)
n (%) n (%)
EIER 27 (93.1) 193 (99.0)
MBRE LY VIRREE 3(10.3) 21 (10.8)
A M IR AME 2(69) 1(05)
ERLUREES 2( 6.9 18 (9.2)
HIE 2(69) 3(15)
IRFEE 4 (13.8) 28 (14.4)
FEREH M 2(69) 2( 1.0)
BEEE 10 (34.5) 123 (63.1)
B 6 (20.7) 49 (25.1)
&nt 3(10.3) 32 (16.4)
T 1(34) 43 (22.1)
e 0( 00 25 (12.8)
B 0( 00 23(11.8)
REERE 0( 00 16 ( 8.2)
EIERR 0( 00 10 ( 5.1)
£HBEEL LUK EKRE 8 (27.6) 87 (44.6)
FE 3(10.3) 33 (16.9)
FREBA R 2(69) 3(15)
5 2(69) 19 ( 9.7)
R ERE 1(34) 12 ( 6.2)
g3 0( 00 12 ( 6.2)
AV T IITUYKRERS 0 ( 0.0) 22 (11.3)




B[ T B EEAR R
BENKIESR LOBIER™ (N=29) (N=195)
n (%) n (%)

RPER K OFEDRE 13 (44.8) 168 (86.2)
SIRTER 11 (37.9) 82 (42.1)
A7 IToY 1(34) 14 ( 7.2)
COREAJLR A 1(34) 15 (. 7.7)
B RS 0( 0.0) 12 ( 6.2)
2% 0( 00) 11 ( 5.6)
Y 0( 00) 12 ( 6.2)
FRERS 0( 00) 60 (30.8)
FRESRE 0( 00) 22 (11.3)
YA )RR 0( 00) 22 (11.3)
[EXK 0( 0.0) 10( 5.1)
SE.FESLVCUNESHE 0( 0.0 52 (26.7)
s 0( 0.0) 22 (11.3)
FRERIRE 5017.2) 23(11.8)
ALPL+&H 2(69) 0( 00)
FUIEYER 2(6.9) 0( 0.0)
HmERRE LB ERES 2( 6.9) 105 (53.8)
ESfEEE 1(34) 31 (15.9)
e 1(34) 21 (10.8)
PUBs R 1(34) 28 (14.4)
EiBsE 0( 00) 39 (20.0)
ifipkctiia 0( 0.0) 14 (7.2)
e 0( 0.0) 12 (6.2
ERE 0( 0.0) 10 ( 5.1)
EaENiER S 0( 0.0) 10( 5.1)
HRREE 16 (55.2) 127 (65.1)
bR 15 (51.7) 100 (51.3)
BN FE L 1( 3.4) 30 (15.4)
BHEE 0( 0.0 45 (23.1)
TERAE 0( 0.0) 23 (11.8)
MRS, BZRE & OithREE 5(17.2) 80 (41.0)
ERE% 2(69) 0( 00)
IR 1(34) 31 (15.9)
NER R DB frE 0( 0.0) 28 (14.4)
IR R 0( 0.0) 12 (6.2
S 0( 0.0) 10 ( 5.1)
S 0( 0.0) 19 (9.7)
REH L UE THEES 5(17.2) 58 (29.7)
PP 3(10.3) 0( 00
Z S 0( 0.0) 15(7.7)
B3 0( 0.0) 13(6.7)
MmEREE 0( 0.0 28 (14.4)
il 0( 0.0) 11 (56)

*  MedDRA ver.11.0 = W\ CEIER

kok B IAR/ S Oy SR (C02-001 BiER) & & 02 Dk 55k (E02-001 &8k, X03-001 #5%). 2 M4R
TEERT T RIREER (C04-001 HER) & & 0% Dfikfeik 5518 (E05-001 HER), EMEA—T>
NIV ReMEFER (C04-002 3ER) & & U2 DR S35k (E05-001 H5R) . BMRKRAR. BEER

TEE

Yy

y X v 7)
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I.aHUS

aHUSRERRAERDEEICDWT

FEHRALRMMEREEEIFAEEEENRE UCRARARISINTHEXAE TV F UEBETTEBINE LU
Tl BRRXET Y FUEER X LISEERT4HMURICAR IR E SN EEICIETITEFENFHNICRESE SN
F UTco R, ERERREER (C11-006J5358) O/NBEETIIMAKE TV F ROV 7T VHELET Y
FrOEETTERINE U,

1. EINEE O BEAREAER (C11-005J5:ER) '©
(ZARRYGF 4 TA—F Y SRIZHEERERTER)
—EREBEND T —INEENFTIH ABRFHHER TITDTBNUET,

[B M]aHUSEEHICKITZYV U U OReHEBRE. S5ICEWERS CICEDHELRTT 5,
[ KRIVUIXEBEROBEXET I F > OEBAYZ I HAANaHUSEE 3
[BF &V YUY X TEBOOMgXIE1200mgE2:EIC1 B 5 U fz.
[FHMBEE] TZHHER  BEFROREE (EEEROCYV YU EORREBRICETZIBEREZED). EER
BEEROEBEXR (BEEERYY YU EORRBERICET 2BHESD)
BIREHMEIER  MAMRB DL (R—R 54 2 Hh 5 DIIMREDZAL) ., BHEEEDZ L (N—X 51 >
M5 DeGFR, SICrRk UCKDAT—Y DZEAL) NEV/AEYDEL (R—X T AV
NEDANETOALEYDEL), LDHOZE L (R—ZXZ4 D5 DLDHDOZEAL) 78 &
[FRATEHE] T RN TOWRENDR EHI2BEDOY U Y ATREERT LR T, EERITET o1z, BITNR
EMIFRELRI > oo BWEROLRLMEDERIG. BEE U TRE - BEE T SEREICOVLWTEAL
ICER U T,

- BEERIE FERICEFSINLIHAICEVWTI2HDHREDLH D ARIETH. ORK. [EK. B,
ERtkaREERR. BRERX, \T7 NJOEYED, MPRREN, MAREEM. mMP 7 L7 F = Em.
BEMRME. fIEFTENRIHETL. WINDBY VYR ERBEERL EHIMiESn, EEEICDOVWTIE12
HHSHUHLBEETHD, EEDFEFREBBOSNIEATUR, i, ETHIRLL . FERVEEER
IE&BEHUFBRDOSNELEATU

- 3FIDM/IMRE IS FEERBEETRIEL ETHBLE UL,

- REBPEPICMBRERCFROENZRBLULBERIRDOSNT R—AF1 UHS5ERZERMEL TW
16ITIEENZBAR L E Lo

" . /iR ER (x10%/ L)
R e e ey WEREEE | ~N—250> | BEHEE
8% 27.3kg 600mg 120 ~41.0 237 19.1 ~31.1
6% 18.9kg 600mg*] 13.0~35.0 36.2 24.1 ~41.2
31H 53.9kg 1200mg*2 13.1 ~36.2 259 23.6 ~27.8

%1 10kgblE20kgFBDBE KT 21 Elé 1o D DA EEEA600mg. #i58300mgTd
*2 18U LEDERICHT 21 [EH D DEZHAEIFEALI00Mg. #RFH1200mgTd

16) ttAE R - EPE TRERARER (C11-005)) (EGRRRHMERD



2. 55 11 {EERFRERER (CO8-002 K 8) (EAT—4)'"'®
[FFERIHRRER (SRR A — 7 HER)]

(B W] OEREEFNEaHUSEE LN T2 Y U U X OBFEER L2 E Z M 5,

[ RIT8mMU L. RcF12mULE18@mAKTmN DEEAOKGU L TMRFCEIBIAME DBEIRAE Y 7 7 > D
BEEZX(I1caHUSEE 174

(A7 F]V U U XR900mgZ#ElE 485 L. 5BEIC1200mgz &5 U, £D#%. 2:BF C &I
1200mgZz &5 U fco REHREIZ263BRE TH > 1.

WEIT2—)b
JRERAD BAH HERFHA
AR 5&E14 HAl pIE] 1 2 3 4 | 5 EB. zo®2EEC &
BERAE TV FUOEE | VU UXHRESE (mg) | 900 | 900 | 900 | 900 1200

[FHMEEB] EZFHMIER : M/IMREDZEL
BIRFHAIER : TMAA XY b7 U — TMANAK, TMAE#BER, QOLOZE1L, MBLDHDOZL, &
EAE/NS X =5 DEAY
EMEEHEER" | MRFRIEEL

¥ K[EFDA (Food and Drug Administration : BEmEZEMF) K URINCHMP (Committee for Medicine Products for Human Use :
EERFER) CHBBRE L CERTMER,

(BB ETE] T R TOBBRENKRSHBER26BEU EEBEHZT—Yhy NATHE UL TN ZTo o 285
MFHMAEER ICHE W T, BAaHUSEE ZXWR E LRI R 8EKRHMDaHUSEE Z W R & U IciRat
EHEULT—YICEDE, MM ZiTolfco BMERVZEMRBITICEVNT, VU IR ZRE U
17 Bl D#EERE I N TNTTETERICE £l

17) Legendre CM, et al. N Engl J Med 2013; 368: 2169-2181

18) #tERL B/ ERPRAER (CO8-002) (AR AHMmE KL
[(MZME R : AFERIFAlexion Pharmaceuticals, inc.DXIEDH & ZfES i)

4. SRER IFFNR (k)
FEBARYAIN 14 FRESAEMEIREEIC & 17 2 MR MR/ E RS O M

6. FIERUVHAE W)

(GEERBUARIM M PR EBAEERF ICE [T 2 M EHNOERE OMEI RS EEHENIE
(REI/O7 ) Y REFTRER BMBAHMEBFEIC L ZEROEEIEH#RISEICRES))
BE. IV VYT (ETFHElRR) & LT TRORE - R CREEET %,

FXIIEE L YN HERFHA
18U L 1[E900mg7z 1 Bl Ta4E | #ER54BE#D 51 E1200mgZ2:8IC1 [
18 A
40kgl £ 1E1900mg7zE1 B TE4E | #ERS4BHEEH51E1200mg%258(C1E

30kg{ F40kgFKiE | 1[E1600mgZ:@E1 [ETE2[E | #E%52BHE 51 [E900mgZ 2581 [
20kgl E30kgRE | 1[E600mg%z#E1 ETE2[E | #Ek52BE#A S 1 [E600mg% 281 [
10kg{ E20kgFKiE | 1[E1600mgZ:@1 BT 1[E | #E#&%51BEED S 1[E300mgZ2;:8(C1 5
5kgbl £ 10kgF i 1[E1300mgZ @1 | T51[E | #FEERS1EEED S 1[E1300mg% 381 [

Yy

(x o2 U X ~v 7))

35
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B

(1) R=RFA UH S DIUMRBOZE(L (EEHEER)

R—Z254 Y (109x10°%/L) S D ENICEELMNREEMDS, VU BREHSEDHEW
B&(37 B (p<0.05. ANOVA) Ic. ¥1z26 BEXTORE5#DEATER (3BEEKRL) THSNELE
(p=0.0001. ANOVA),

MR DO IEEBL*F17HIHR 1445 (82%) [cAHSNEUTco R—R T4 Y DIVIMRBENEBEBTH > 121560
WEEE Tl 1361 (87%) TIVIMRBDIEE{IAHSNE U,
X MIMRE D IEBLIE. 27 < & b4 BREICH e > T 2B EDER U RIE T150x10%/LU EOI/IMEEINEREE NS & EFEEL .

MR DZEAL

120 skkok AR sgepeok *kok
skokok skokok skoksk
100 K ook skokok skekok Forok

80
60
40

*: p<0.05
#51 9n<0.001 vs. K=V
0 ANOVA
BR/NZFFIER U OS5 RS FEX

O 1 2 3 4 6 8 10 12 14 16 18 20 22 24 26 (B)
SHEFIE 17 16 14 16 16 15 15 14 15 15 15 15 14 15

MMREDFIIMEDELE
(x109/L)




(2) MFEZFWIEFEL CEMERFEEER)
2ETI7 891361 (76%) HMBFHERLZER L % U (RS 126 8m).
MV)MR# E LDHEDO T A A REMETH > 1 EBE 1061H94] (90%) TIVRFHER{LEER L E Ui,

MAERFHIERELHASNICBEDES CEMEZFHEEE)

24%
4/ 174)

76%
(13 /. 1741)

HEAE MRENERLIE. 4 BRI EIChic 32 ELEDER U CBIE T MAMRE D 155/ u LB LDHIBEASULN (%) £ % FRR{E)
UTZHiImas Ll

> 7 ®

) A

(x o2V X v 7))
37
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(B) TMAAIRY h7U— (BIRFHMEIER)

1765151561 (88%) BTMAA XY k7 ) —%Z#ER UL X U (R5HE2658/H)

176151161 (65%) BTMATEZMZER L U TMATZEZEME, FEKRS%2BE TH 5N, TMATS
ZEMETOEAB DR REIFE4HT L,

TMAARY K7 — /[TMAZZZHER

TMA 2=

65%

0 10 20 30 40 50 60 70 80 90 100 (%)

SMMAE TMAAARY KT U —FERERRF, ROWTNEERL TI2BULEROSNEVWCEE L OR—XSAUH525%% B2 5
MR DET@Y U Y X H5HhDPE/Pl (M35 / MiFHT) OETOHR D EMHEIT,
TMASE2Z=MI. 4 BRI EICh iz 22BI EES U ISHIE T, /MRS R OLDHEDEE L. sCr(iEY L 7 F =) fEDN—2R
A UMNSD25%UEDET ZMmizdmaE Ul



(4) TMAN A (BIXFHEIEE)

VU U RIZE DTMANAZE (FRME) iE, RE5FID0.884/EE/HMS0H/EBE/BENEEFRICETLERLUE
(p<0.0001. FFSHIERIRTE) o

TMAART AR

<0.
o p<0.0001
0.88
~ 0.8
m (0.04-1.59)
o
B 06
s
0.4
&
<C
B FROR(E
0.2 = =
(B/IME-BAE)
0 HEIERIRE
. (0-0.31)
VUUZRER] VUUR 26 BREE %
(n=17) (n=17)

FHEiTE TMANAEEEE/HH 1D OMERERITROFRSBTERE Ul

> 7 ®

) A

(x o2V X v 7))
39
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(5) BikaE/ NS X — 5 DEAL (RIRFHEEE)
VIYRICEDR—251 Y EHRTeGFROBER RN H SN E ULz (p=0.0001).

eGFROZILE

100
F9E+SD
*0p<0.05,**p<0.01 vs. R—=XZ1YV
20 1 IEARRTE ok
ok
< > 7 K
~ 60 T s T T
£ oK
~
—E' 40 ok
= T e ®)
AT * e
S o
o
L
O
(0]
O 1 1 1 1 1 T 1 —|— 1 —
-20
01 2 3 4 6 8 10 12 14 16 18 20 22 24 26 (GB)
g% 1717161516 16 15 15 15 15 15 15 15 15 13 15
SD @ BEERE
VIYRBEIZLZDBEEE/INTA—TDEIL
_ 26 B8R D
EX L5 e R —
EHEBE/INT A —% (N=17) =R (%)
eGFROAR—X 51 ¥ H515mL/min/1.73m* U LD L& 9 (53)
M7 L7 ZFUMEDR—I T4 I E525% LU EDIET 11 (65)
CKDRF—Y migE™ 10 (59)

FHi %

¥ R—2 54 > DeGFRIF22.9+14.52mL/min/1.73m” (Mean=SD) . £BIDX—2 5 > A <60mL/min/1.73m* 72 > 1z,

X RESFBRICCKDRT —ID4 K35 TH S LEBERI1261 (7T1%) 12o 1o

DETZRLCBEDOES. REBMRER (CKD) RF—INKE UIcBEOEETIHEL 1.
T ABRLLEIC D > T2 BN E DR L 2N T 1 BB E O BEN R

BiaE R . eGFRON—Z 51 ¥ H 5 DZAL (15mL/min/1.73m* MU ED ER) MBI L 7 F =Y ONR—Z 54 U1 525%LLE




(6) [ZZ1E#H] QOL (EQ-5D) NDEZ (BIRFHEER)

QOLAD7E (EQ-S5DDERRIERD B 5 E(L) BAHSNIcBEDES (R5HE26 :BH)

20%
3/ 1561)

80%
(12 / 15641)

S SE  AEDE (QOL) dZ{bld. EQ-BD*THIE L. KE D IE#EEA (Time Trade Off : TTO) ICREWRAE U HRED BN RZELH
HolERBUBRNDER (MID) Z5FHi U feo AFHMZETOMIDIE, 006U EQX 7 DEIMNE L THREL, REMB/UEDR T
DEHINIFERRMICERDH Z2Q0LDZEE U,
¥ EQ-5D (EuroQol. 5 Dimension) (&2 ICEBIT 242D E (QOL) # X Ul T 2 E B EN L TR, BRZEEFOBE. @800 h DEE,

QEEEDITE), DfgH/NRE, OFREL/ XS EAH, ODEEAMNSRD RERHICOWT, THER LU TW SHEENH D ). TRELRBEND D,
DI EFETHETEIET 5,

Eoyc ik

176151061 (59%) ICEWERDFEIR U X Ulc, EREMERAIFBMIKRAME. D, 1B, #ET
HRME (F26). 12%) TUl. YV VR EEENBZDELNBWEShIEEEREE
ERIF3HF(18%) ICHR L . ARISETESIME2F. SMETFITU . Rfc FETHIEE L
BIEAIC X 3 EFUFBEHSNEFATLU,

VUYX

(x o2 U X v 7))
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3. 5 I HEERAER (CO8-003 HKER) (ENFT—4) '
[FEERIENERER (SMBERA — TV HER) ]

(B BWITMAIRYKRZU—ZHT DY YR OEMNEEZTHET 2,

[ R REAMWICMBEEZZITTWBI8mME L. £E12mUE18mEKmMN DAEEAOKGU EDBEERE
D0 F Y DEEZ T T caHUSEEZE 2041

[  &ElV U YU R900mg%:B1E, 4BE#ES U, 5BEIC1200mgx &5 U, D% 2BE &I
1200mgZz 5 Uz, #585MEIF26BE TH > I

BEZTY2—)L
TREERN EAH MERFHA
e e S . 5E8. #0%
VB 5 RE14 HEl pIE] 1 2 3 4 R = &
BERXETFYoEE | VUUREESEE(mg) 900 | 900 | 900 | 900 1200

[FHM@EE] ZZ2HHEE - TMAA RV K7 —
BIREHEIER © M/VMREDZEL. TMAN AR, TMAERKR, TMASE2E%). QOL (EQ-5D) DZ L,
MELDHD Z AL, BHERE/NT X —F DEAY,
BNEEFHMEE™ : MEZWIESL

% K[EFDA (Food and Drug Administration : BEmEXEMAF) KU RINCHMP (Committee for Medicine Products for Human Use :
EERFER) LHBBRE L CERTMER,

[BBITEHE] IR TORBRENRSHIBE26BEU LEBDHZT—YNhy MATHE U T ZIT>Tco 2B
MEHHEER ICEWT, BAaHUSEE Z X R & LR RO 8RARmDaHUSEE Z W R & L etk
EHALLET—YICEDE BN ETo>fc. BMNERVEREERTICEW T, VU U ZRE LT
20 DEERE I N THITTETERICEE N,

19) #tNEH | BNERAREER (C08-003) (KRR HME )

4. SHRERFFNR (hH)
FEBBUGAIN M FREBAEAEIREEIC S (T 2 MAR RN B FEE DI
5. MBEX [IMRICEEY B3R (ki)
(FEBABSAM M FREBIEREIRRE ICE 1T 5 MAS MU EREE O
5.7 FRHIEER < & 2 IFMRELAM M REFABRE OBECERT ST L,
¥) DEEAVAMMERBAEERE (aHUS) 24 R2023, (BABEZ: - BAMNERNZR - BAMRFZ S - BA#EGEES -
ABEFR) Z2EICT DI L,
5.8 ZTXRMMAZER/NIEEDBEICH T SAADOEMER CLZRMEIFHEL L T LRV (RN R W),




B

(N TMAAIRY N7 U — (EEFHEER)

- VYUY URIZED2061H1641 (80%) TTMAARY M7 U —ZERUE U,

c26BETTIMAAINRY K7 ) —ZERULGBD - 40, EFJEFOMNMRENIEETH O, MR
215.0x10%/ uLZ##F L TVWE L ieh, BEPHRICEVWTR—Z 51 Y H 5 OMIMREB DO ZELH25%
KaEWSREZANCMIMRBOEERASNEI UL,

TMAARY K7 —ZER U IcBEDEIE (R5HEE2658MH)

20%
(4 / 2041)

80%
(16 / 2041)

SHEAE TMACAY K7 U —F OMEFEREROMIMEENN—X 54 VMEHN S525% B2 BB T. QmEREHET. QFBEM K.
HEDWINEHERL TI2BULERDS NN EE U,

PP



(2) MiEFHIERL CEMNEETEER)

R—Z2F4 Y DIUMREHN=15.0x10%/uLiz>3FD> 51l &L 204141841 (90%) HILRKRFH
EBZEERULE UL,

MRFHERELHSNIBEDEG (IR5HFE26ERE)

10%
(2 2061)

90%
(18 / 2041)

FHfiAE MRENIESCIE 4:BEL EIChicd2EBL EDERE U ISRIE T, MAMWREA 155/ u LB E, LDHENULNU T ZEic 9 5e
& UTe,

44



(3) TMAFT A (RBIXFHEIEE)
VY RTIC & D TMAN A (MIREEHNET R OHRBN L) FERICHD L LT (0<0.0001),

TMAN AR
n=20
e (/)M - B AE)
o p<0.0001 BB
m
S~
N
kY
~
% 0.23
v 0.2 .
< (0.05-1.09)
&
<
>
'_
0
0 )
YUYZ B EE] YU 26 ERE S %

FHEAE TMANAKEEE/BH 1D ODMEBFERTROFHABENGEE Ul

> 7 ®

YA

(x o2V X v 7))
45
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(4) BIEEE/CS X —5 OEAL (BIRFHEEER)
YUYR'I&DeGFROBER EENHSNE UL,

eGFROZILE

eGFROZ{tE (mL/min/1.73m?)

g
ocf/

20
F9{E +SD
*: p<0.05.**: p<0.01 vs. "N—=RXF1YV
1 ERIRTE
15
10 ek
R R T

ek

Kk

HEiAE BHEEEeGFRON—Z 5+ U h 502 (156mL/min/1.73m*° U ED ER) MEI L7 FZUDR—R 510 YN 525%LL £

DIETERLZEEOEEG, BEBRER (CKD) 27— INRE" L BEOEETIHAL 1.
X ABE LIS o T2RILLEDERE U 1220 T 1 BRFEIN L DeE & #E i

©01 23 4 6 8 10 12 14 16 18 20 22 24 26 (@)
SPAFI% 2020 202020 19 20 20 19 20 20 19 20 20 20 20
VYD EICLDBHEEE/INTA—YDELL
_ 26 BEEHhRF D

BX L e —_— —

MBS )X X — 4 (N=20) BEH (%)
eGFRONR—ZX 51 ¥ H515mL/min/1.73m* U ED +F 1 (5)
ME7 L7 ZFMEDOR—R5A4 HE25% U EDET 3(15)
CKDRF—Y k& 7 (35)




(5) [5#18%R] QOL (EQ-5D) ND&E (RIRFHTEIEE)
QOLADE# (EQ-5DDERFRIERD 3 2 &1k) i Shic BEDOEE (R5HIM2658MH)

27%
3/ 1141)

73%
8./ 1141

SfiAE  AEEOE (QOL) OZ1biE. EQ-5D* THIE L., KE D REREES T (Time Trade Off : TTO) ICHEVMRE L. IWRENBMBZ(LH
HolcERUDR/NDER (MD) Z5HE U o REHIEETOMIDIE, 006U EOX 7 DEME L THREL, FEEBIULEOR T
DRI =ZRD 5 2QOLDZEL & Uz,

¥ 1 EQ-5D (EuroQol 5 Dimension) (F2ERICBIT 245FDE (QOL) & UMl 2 R EBIFFEN B F R, EMZEIFOEE. @800 H DEE,
QEEDITE). DA/ NRE. OFRL/ZTEAH, OLBEENSHRD FBEEICDOWT, TRER LU TW SHEENH B 1. TRELRBEND 5,
D3RPETFMTEET %,

T

2041661 (30%) ICEMERDEIRUL X U, EREIERAIXERRE. AMIKEMAME. U >/ K
BAME (F26. £10%) TUT, EFELGEERIZ24TREL., ARIZEERER. #RESH
BIHETUR, e BTHIRGB L BFRICL 2R EHUFIBEHSNFEFEATL .

Yy

(x o2 U X ~v 7))
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4. L AOARI T4 T
(BIRIIEN ARER)

28R (C09-001 &%) (BAT—

—HAGBI DT I NEINTTH AR FHER TIDTTBNLE T,

(=] ] BEAREEBRMUATY U X" 2K 5 UicaHUSEBE LK 112 Y U R O R OB Z T %,
(3¢  KI2007 FH52009F12 XTIV U URKREZ DB 61 ER T aHUSEEIOF (1 2mATH:

1561, 12~18mAKm « 46 18mAL : 1161)

(A ElVUUREERAKS L, R5HEBIEHEERSHI SRIAKRS ETEREICE > TERD,

DHIBTTRD SN,

[FHEIEE] M/ R D EBIEREK TMAARY K7 U — TMANAEKODZE (RE5RTRUEKRS5H), eGFRD

15mL/min/1.73m? L D &5 &

[FRAFEHE] 7 0 AR Y 7 « 7358 T3 $C08-002 5k X U'CO8-003 & BRIC & 1+ B BT EI IC EICE DT W
foo BBHB. ARBROBUWMHEDFER (IR D IEFEL. TMAA XY K7 U — TMANN AZ, eGFRD
15mL/min/1.73m* YU tD EE. AEZOE Y D20g/LELEDIE) [CDWTIE, 128K% (1561).
12~18mAK% (44)). 18mULE (116 oY T 7 IL—TFIcnlF TEET U T,

20) #RER B L bOXRT T« THER (C09-001) GRRKHmERD

4. BEEXIFFNR (k)

6. RERUVARE (k)

FEMEVAIN 4 FREBAEAEIREEIC S (T 2 MAR RN B FEE DI

(GRERAMM REEEREE IC & T2 MsERNNEREOWH R SBEEHRIE (REJ/O7 ) Y REFTREN MR
BERICK DIEERDOEEN R RIZEICIRS))
BE. TV UIANT (EFHEER) & LT TRoRE - B CRERLT %,

FIX IAE B HERTHA
18U L 1[E1900mg#% B 1 [ETEr4[E | #MER548EEN 51 E1200mg%2:8IC1 [0
18 A
40kgU £ 1[E1900mg#% B 1 [ETEr4E | MER54EEEN 51E1200mg%2:8Ic1 [0

30kgU E40kgHiE | 1[E600mg7%id1 ElT&2 [

YEl% 52 BEED S 1[E900mgz 28I 1[0

20kgbl E30kgsk# | 1E600mg#% ;1 B T2 El

RS2 EE#N 51 [E600mgZz2:EIC 1[5

10kgl E20kg#iE | 1E600mg%:81 BTt El

YEK 51 BEED S 1E300mgz2:8IC 1[0

5kgll £ 10kgaiE 1[E1300mg%Z:81 | TEH1 [E

AERS1ERE#N 51 E300mgZz3BEIC1E

AERIB AT




BN
(1) M/MREDIEREE (B3iEFHEER)
VYU R & D LBITIZ83%DEE TIIMERAER{LL % U,

M/VREIERELZERER (77 )L —Ti#)

100
90
80
70
60
50
40
30
20
10

73

M/ IMREIE B (LERER (%)

341
b

2 12 AR 12 L 18 e 18w £
(n=30) (n=15) (n=4) (n=11)

FHEAE MR OER{E4BENU LIz > T 2B EDER U IHETI5.0x10Y u LU EQMIMRENIERE NS Z & & Ui,
¥ ERBICOWTREY T —TEIFTH %,

Yy

(x o2 U X ~v 7))

49



50

(2) TMAAI~RY k7 U — (BHMHEHEER)
VIUURICED LB TRETHDBETTIMAIARY R 7Y —EZH LK Lo

TMAAARY N7 ) —ERE (Y77 IL—T8E1T)

100
90
80
70
60 67
50
40
30
20

10 24
44

2 12 AR 12 B 18 Bk 18 I £
(n=30) (n=15) (n=4) (n=11)

73
64

TMAANRY N7 —5EREE (%)

FHEAE TMAAARY K7 —[EROWTHEHEL TI2BUERDSNBWT & & LT,
OMBEEADIIRENIN—RZ 1 VMEHNS25%%BZZET QIIFRERET QIR BITEAGHK
X EBBICOWTEY TV I — TRITTH B,



(3) TMATT A (BRIEFHEIEE)
YUY RIC & DTMAN A (MIRFEER CHRDO B AL EEBICHD L LT (0<0.0001),

TMART AR (77 IV — TH#4)

FRIME (FR/ME - R K(E)
*: p<0.0001
* AR S A BRI E
0.5
*
*
T 04
w
# 03
& *
o 0.2
&
< o
= (0.00-0.41) (0.00-0.08) (0.00-0.04) (0.00-041)
0 0 0 0 0
YUUR® 5% VUYR® 5% VyUUZe k5% VYR 5%
®E5H] BE5H ®5H] BE5H]
24 12 Bk 12 B ULE 18 makm 18 AR L
(n=30) (n=15) (n=4) (n=11)

FEAE TMANAKEERE/BH D OMBRERITROFRERT G E Ui,
X FRRICOWTRY T TIL—T#ITTH %,

> 7 ®

) A

(x o2V X v 7))
51
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(4) BIRE/NS X — 5 DR (BHMMEFHEEE)
VYR Ik D 2BITIEI7%DEE TeGFRADHELBH SN E Llc,

eGFRADFEE (V77 )L—T1#H)

60
50
/_OJ—I/-O\
2 X &
N L 4o
F % = 40
X = 8
!
(Eﬂﬂé 30
5 £
T 2@ o0
3 L4
10
14
44
0
24 12 AR 12 UL E 18 R 18 mA k™
(n=30) (n=15) (n=4) (n=11)

FHESE eGFRADFEER—ZZ 4 ¥ H515mL/min/1.73m* U LD EFHHEND T & & Ui,
¥ L ERBICDOWTRY T —TBIFTH 5,

Eoyc

30452261 (73%) ICD B BT HDBEEERMNHTES NI U .

EREEFRIIFEH (941, 30%). THI (8HI. 27%). MEMt (7 H. 23%). B8 (7 . 23%)
RO ERERS (66, 20%) TUT,

EERBERRE7HAICEDOSN, VI IR EARBREDPEETERVWEHIITS i RED
7 4 (BfRke, [UBRAZ., BUMEE., RIEZE, A7/ bOT A TFARKE ERERE, BEX) I
HwESNFT LT

VUUREREETBRTHIEEL . BEAICLREPUFNBBHSNEFATLU .,




TAART T« T

SEBMEET ORI aHUS B & ™! REMEEENEITaHUSEE ™
g?%?H%%géMA% Eit%su (C08-002:88) (n=17)** HER2 (C08-0035ER) (n=20)

A (2187%) /BLE (12 ~<187%) BA(218/m%) /FVE (12 ~<187%)

@I/ \REDF A R OB EEEMAIATR

Q@B EE

@ADAMTS13*E M >5%*°, STEC (EBEXRELANBGHE) BERYE
QOEETEEDREEMNEE LW

aHUS DR 2K O MEEEEHETOEHE, M/MRE. ADAMTS135E . BADOEREIELDHE/J L 7 F U EQRER L
VU S HAR Q@ H5HE28 B (FPRfE : 1 ~70:8)

aHUS DK

X1 TMADEEICK U TEFRND DBEBI A MBEENEN T E A2 TH o feh. B U ERMHETH > fcaHUSEE

X2 BEV7HIFRI5GIA26 BB ORSHEZT T, 1HlICDWTE, VY U 0EESENS6EE®RICY Y Y R EFEEORWEESERICKDAHIE,
TEIE. 70~ O—)L&ftIc & D ik,

X3 MFEEZ8BEBMU LTSN TWSaHUSEHE[R V) —Z v VRO M LT & COEOFRRE 1015 A (24 ~47.01A)]

¥4 ADAMTS13 | a disintegrin and metalloproteinase with thrombospondin type 1 motif, member 13

X5 AFHRBICBVWSNISAROHAANEE, EROaHUSEZES 1 R Tld, ADAMTSI3JEEEEEIF10% E SN TWD,
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(4) MG-ADLIEZX AP HBN—RF 4 Y53 RA » MU EET Ui BEDES (BIRFHEIEE)

c FEFFMRSHICEVWT, LAF 21 —BEL LT MG-ADLIBRZA A7 HBR—ZA 54 U 53R1 Y ML E
BETLEEHEDESIF. 12:8/Fc36.4% (4/1141). 26:88150.0% (5/1061) TU .
LAF1—REZZITEEX] T (22:8 & 24 BDMIC MR IGEEZ EM) . 20 BLEIEIMG-ADLA
FEEhiabh o7l EDS. LAF1—RBEOERICLS5T. MG-ADLIBR A7 HER—ZAF1UH5
BMRAY MU EEBETULEBEDEIERE., LEEDBERERAUTLUR,

- BRI EHICEWT, LAF 2 —8BEBAB LT MG-ADLIR A7 BR—ZA 514 U 531R1 Y MU EET
LicB&E &, 40:BREIC106IH5 61, 52:BRFICOBIHRS5FITU 1o,

TEWEESMICHENT, L A% 1—ARRLT,

MG-ADL#R AP HR—RF 14 M 531R1 Y R EIET Ui BEDEIE (MFAS)

100
80
g 60
& 50.0% 50.0%
%{ 45 5% 510 455%  455% 5/10)
W 40 (5/11) 36.4% AR NGIARD
# 273%  27.3% CYARD!
o0 182% [NEYARDE NCTARD)
2/11)
0
: 5 3 4 3 20 26
pIE} (n/N)

FHMAE KBRS, LAF 2 —RERL T XIFLAF 1 —BEOEEICLST . MGADLRAATFHIR—IA T4 UMNE3MR1 Y MU E
BT UIcBEZTHEL 2,

> ®

) A

(x o2V X v 7))
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(B MGCHMRAATZDR—RA A4 vh 5 DZELE (BIXEMIER)

*MGCHAAZDR—RASAVYHSDELLEDR/N_FFIFE (5%

(=12.30, —4.10). 26:BKIc—8.8 (—12.93, —4.69) TU e,

- B IR S HAICBIT U,

FEXE) & 128K —8.2

YUY AR E SN SBITNRERICE T HSMGCHA AT DR—R 51

M5 DEEDR/N_FIIIE (95%EFEXMHE) IF. 40:BEFIC—9.2 (—11.08, —7.35). 52:8KIc—8.4
(—=10.26, —6.53) TUL (ZIH),

MGCHRAAFZDR—R 4 vh5DZE{E (MFAS)

FHE 5% R/NZFF9ME (SE) 95N IERRX

[BELS; 11 -4.8 (1.9) —8.94, —0.73
4 Hs 11 -8.6 (1.9) —12.66, —4.46
12580 11 -8.2(1.9) —12.30, —4.10
2685 9 -8.8(1.9) —12.93, —4.69

MR N—RXTA VEBAOMGCHRRA A7 ROEREHEZE S ULMMRMZB W, MGCHBIA AT DR—IA S YHhS5DEEICDWT

iU e,

(6) MGFA Postintervention Status (BIZZZHIER)

FEMIZ 5 HA% % L TMGFA Postintervention StatushE{LEHIESNIcEBEIITHSNT, 26T

EFE L 226 (10/1041. 100%) THEEHESNE Uiz,

FEMIESHY (2638/) Ic& T 3MGFA Postintervention Status® A 573V BlIEEDE|E (mFAS)

SH 5% KE n(%) B n(%)
43R 11 8 (72.7) 3(27.3) 0 (0.0)
1285 11 8 (72.7) 3(27.3) 0 (0.0
2685 10 10 (100) 0 (0.0) 0 (0.0)

X1 R=2 T A »EDACIFHERE =

(7) BRAERRIBAL R UL R F 2 —8ER ORI (BIRFHEIER)

FEHMEZSHAICE W TT B (9.1%) ICERKREEL (MGYZ U —€) BRBHSN, LAF 21 —BREL TR
i/ MBRIBFENREES NI U e,



Eoyc 4k

52BF—5AHy hATHEXTIC, 1161261 (100%) ICBEERMNRERLI U, ELEE
ER(20% U LDOERBREE) &, FE FRERVCLIRERXEZ40 (36.4%). ERKR U EEKRE
#3611 (27.3%) TLT. ERBEEERII3A (27.3%) ICBOSN.EEHENEI Y —E
HﬁJ EEFENERVHER(ER) 1 6. RUAERES1 fITUL, D5 5. RUAEREZ.

BREEEMICED VIV YR EDEEENBETERVEHIMiENE U, ETRUEKRS
EF'JJ:h_::o FEEEREBADSNETATU R, FBEIREFEERH4HICRDOSN
XU (RCEBERS 6. 2 5FEERZ1 6. 2101, 22 - 2 - ERRZ16). B
IREFEER P E U TEBINLHBERERLE. 7 ARLFIILABERCRILERH SN
FBATULUL,

X2 EBINSEEERR  BRARERRE. 7 AAILF)L AR, BIE. £ DMOEBRBREREREAICH S RIS

‘/UUX

(x o2V X <% 7
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5. B{ER
(1) ER#EEHARRCZEnICH < RERSHER (RA) (3
BAESRE U ERERRBRRO ZnIcH < REKS
BRSO SN, Eb DT (14.6%). THI (12.2%) . L SUERL (12.2%) . Bl (9.8%)  RIRTEX (8.9%)
ETHole OS5 EREGIET 1 FIFREFICEIWERN RS 5 h. SIRE (27.3%) FE(182%) ETH > Ie.

FIRKE5% L L DRIEA—MGHABE—

LB

[3=]

HnEsF)
HERD 12361 (BAAN HlEEE) 7814 (65.9%) I

REGAINzE 5z REGAIN#k e 5%
. 75 ERE YODES iyt S St

(N=63) (N=62) _ _ (N=117)

n (%) n (%) (E‘E%) (E'ECZ?) n (%)
BIERRIRHIEL 33 (52.4) 41 (66.1) 30 (49.2) 35 (62.5) 65 (55.6)
ESNEGpES 1(1.6) 0( 0.0 0 ( 0.0) 3(54) 3(26)
DEAE 0( 00) 0( 0.0) 0( 00) 3(54) 3(26)
A 1(1.6) 1(1.6) 2( 3.3) 3(54) 5( 4.3)
TR 4 ( 6.3) 7(11.3) 5( 82) 5( 89) 10 ( 85)
SEENMES F N 3( 48) 4 ( 6.5) 2( 3.3) 1(1.8) 3( 26)
B 0( 00) 0( 00) 4(66) 0( 00) 4(34)
TAIAEBBR 0 ( 0.0) 0( 0.0 0( 0.0 3( 54) 3( 26)
o 7010 5(81) 9 (148) 5( 89) 14120
A7)V 0( 0.0 0( 0.0 1(1.6) 3(54) 4 ( 34)
SEAITHES /G 2( 32 0( 0.0 6 ( 9.8) 1(1.8) 7 ( 6.0)
e 2( 32 4 ( 6.5) 3( 4.9) 2( 3.6) 5( 4.3)
EEHENE 3( 48) (16 3(49) 4070 70 60)
ERFEA 3( 4.8) 3( 4.8) 4 ( 6.6) 4(7.1) 8( 6.8)
ED 9(14.3) 8(12.9) 4 ( 6.6) 0 ( 0.0) 4 ( 34)
R M BE 1(1.06) 2 (3.2 0 ( 0.0 3( 54) 3( 2.6)
AL 0( 00) 5(81) 0( 00) (18 1( 09)
i) 0 ( 0.0 1(1.6) 3(49) 4(7.70) 7 ( 6.0)
R 0( 00) (16 0( 00) 3( 54) 3( 26)
FRERGR 6 ( 9.5) 8(12.9) 3(49) 6 (10.7) 9(7.7)
REER 3(48) 2(32) 2( 33) 2070 6(51)
&Mt 4 ( 6.3) 1(1.6) 2 ( 3.3) 0 ( 0.0) 2(1.7)




(2) ERRHERHR (NE) (RERUHEEMR)

NRERRE LEEBEARRO1 8] (BAA3FEEE) F54 (45.5%) ICBHERN'RG S, B U IEIFR
&, 362 (18.2%) . IR, B, SESERMIPIHIMN, FIMBRRANE, | >/ CRIEINE., BIRIENE, 17 -hERORAE, PR
RURBHEERS (£9.1%) TH 1
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V. RHETHERARY S LEE (NMOSD)

HHBREERAIANRYI NS LAEBEE (NMOSD) BE2NRE UEBRAERIZ. INTHIEXAE 7V F VERBTT
EEINE U,

1. £ M{EEREERERAKRFE [ECU-NMO-301 5 (PREVENT:RER) 1% %"
(SHERERBERIL T 5 ARE - EEREERR)

[B HWINMOSDEHEICHT Y YU OREMEEHMEZTHET 2,
[ KRITAQPATEBIEDONMOSDEE 14341 (5 5HAAA1441) :
VU BEE6 B, 7T M5SR4 5
(FRBIREAE)
- 18mLE
- METTAQPA HTARS
BEDBEE CRBREMIIBEDOERICL D) M RV V-V JFID125 BEIC2[BIM £ XIZ,
AT U—ZVJHID24 5 BEICIEIN EBENZO SN, hhD. ZD55DG EHTEIEFRY
U—ZV7JHI2n BURICRD S icBE
-EDSSAX 77T
(A FBIRREBEEZY VY ABEXE T EREEC2 1 DEIETEEAICEIMIF. VU U R900mgX &~ =
TRZE O, 4BE%E L, ZOTEBEZIASY YUY X"1200mgXiE 7 7R AE2:8IC1 [EEEIRA
BE5 Uk, AEBR(IEtime-to-eventBIEERD /oo, BEC L ICKREGHEIFER S, 2 TOEREN &
BRTRX ISR IR (BRUCERS. BRECERFSDEBIMERENHABRKTRERS)
FT.B]EEMEL T,
BE. BREXIFEBRETORORRZT T UcBER. IEERkEER (ECU-NMO-302HER) I &
MTE22 & & Uk GEERMERERICSILRVWEE ZSBEOZLEEMAERBEICBITULR),
[FHMfEE] =2/ HmER !
ERTOBEXRICEY MM HEEES (Relapse Adjudication Committee : RAC) I & D ¥E &
NIcHEORBRFER FTOME"
REBRPER  SBRPICHKIRE T 2 AEBRAKE (24 BEBHR T 2HRINRE LOBRENE BRREIER) & M4 5 HRZRERDH 272
REXIZBI] £ T, BEROERENMOICERT 550 T, BT 2MENAE % b TMRIXIZZ OO BIERER B DAL RE
PEDENHBEFRRFER L BARS AL, RRTEROI0BUECHE DERNICEEL TVARFIERSAL,

T L O EZFHMER (& THBRIBSEMIC L DTS NI/AEORRTEREE TOHBE, THoH HRETESDEARBHSNIcI LN
5ORBRERMEEEORE 21TV ERFMER Z URIIFHERERIC L DHES NIEIOFRTERAZ TOME AEE U,

FRBIRFHBIRE :
-RACHIEIC & 2B RICED { FEBRERX
- BRI TEFICE 1 HEDSS. mRS, HAIRUEQ-5D-3LRA A7 DR—=XZ 14 U h S DENE

26) HNER  EFMET 5 RWR ZEEREERKRERE (ECU-NMO-301) GEZREFHmERD
27) Pittock SJ, et al. N Engl J Med 2019; 381: 614-625
[MZEM R A3 ERIFAlexion Pharmaceuticals, inc. OXEDH & £ i)



[BiFEtE] EEXR O RZEEOBITNRERE. BERILSNY VU IR TZeREZ1 BN RS S NcEE
# (FAS) & UTe,
FEHMIEE THDHRACHIE IC X 2AEIDHBRHEHK X TOHBEICDOWTIE, |IERAZINITOERIL
ZHESOCENOV SV I/REZAVWTRSHENRZER L, EEKERUOpEZRT EEHIC (B
BEK#EP=<0.05). \F— REROBINLCoxHAIN T — REFILHASD U R ZETEEEH L e, K
Eafre LT, RBRIEYEMYE IC L 2 EOHBRAER I TOHEICDOWT, EBRINT SV I8 E
ROZZEECoxttHINT—RETIL (HEE  BEFH. FRETZAULN—XFA4 VY DEDSSX 7,

RINCISTEARREREEDFEBHKEK) Z AW BTz E/ICRE Ul

BIREHEIE B IC DWW TIE RACHIEIC X 2 FHEBRKIS. RE58. BEOFEBRROEIERZINM T
DODEIMMEHEHEEE UIcRT Y Y EIBDITICK DT U Tz BB T RFICH (7 2EDSS, mRS,
HAIROEQ-BD-3LA AT DR—XZA Y N5 DELEIF. XN—RX T+ VMETHREUEREREITITDORE
AMEERIC L > TERHE LT/ YIRS A N Uy I HAEAHT (ANCOVA) ZEREL oo 788, BIRFHE
EEHODOBITICE W, ERHBLRIFUTOIEAIC K 2B EFIEZRBWTCER L - (1) RACHIE
ICEB2FEEBRE (2) ARKTRICE IFTBEDSSAOT7DR—=IA T4 Uh5D0EE. (3) HAERKRT
KRICHBIFTDMRSRA AT DR—XZA4 U H S5 DELE., (4) BB TRICEITDHAIRIZ DR—XZA
U EDZEE, (6) REERTRICH T DEQ-BD-3LA AT DR—XZ1 U5 DELE, (REMRTE L.
(M H5 BG)NEEDH, WITNHDEEIFHAFHICER (BEKEP=0.05) THAN>HEE. TN &
D TRLDIBAL D FHIHIE B (et 2R TR IEERO BV D& LTk Tce oo ROBD RE
PREERLU D (1) R=X T MEEFBIERENTITDERMEEEIC & D AT U /cANCOVAZ LV
R=ZAZAVNSHBRTROZIE. Q) HEEE L TIR—R T4 VE, EBROER. 58K OH
BRREAAAEREAEREETILEAWC £ TORERFE/HTOR—I T4 VM5 DEE,
(B HEEL L TR—RTA VB, REDOE. %55, FEKbT. ROESHRAERR ORI %
HAANLEREAEREET I EAWC, 1FZ2BA 22 TOREREFTCOR—A 1 UH5DE

L&,

4. BEENIFFNR (k)
RHRTFREEANY b5 LEE RHREHAZEE) OBRTFH

5. SHEER SRR ICEEET %R )
(RHREHEEANRY NS LABE (RHREHAESD) OBFHRTH)
511 AFE. 70 TR VATKESEOBE CRET T &,
5.12 BHEEBARNRY NS LEE (RHEEHBAZE0) Y OBRE CERATLI L,
%) T2EMUBE - BEREMADEI A RS122017; (BABRYER) 2SE(CTDIE,

VUYX

(x o2 U X ~v 7))
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REEEFREEANRYT b T LEE (NMOSD) 23R E U cBRREER TR W EAFHEY —IU

SP(HE 27UV T NMO-301 8 | NMO-302:8 | =P
SEBREIEIE 5 SRACK & D
DEORBEER | UE SN PNORBREERE Z0ibo U
= O TORK XERMBEEENR TEWIRE | AMECHTE | ooTn
(RACIC L BHIFE) | oA - B YREE SHmER 3
DREREIR D A
~ SREIERS b 5 SR E
IEPRETRE | Bk D NESNIAEORE | 4 g | ZOHO
i . | RERETORK XEHBE | LR EEcET S | ESEHE
£éw%) BEMROH SN, - EEaY & SHIE R
SRERE DRI D 02
ERERE RACIE & DHIES NIHBFR | 0o | EEFIERO | ERFHIRC
(RACIK X 2HI%) | ROUHEES - FT8o/-fm | BAATIR BER RACEEfi
EREERE REESERC & DHESAE | 0o
(RREUENC | HBFEROMHEEE G| T TTUMES | S
& 2H%E) 2] 5 f- 8 =T
05AH O HIREMRETER) | _ . .o - EDSSEH i
EDSS M510 (L) Eemoomp | BREEE | BIREHERE e
= FEIR 7R = = = -
MRS g;i;%%ﬁﬁdb)bb@@E BRHEEE | EATHEEE | ESE
0 (EE®E ; TE2ISHEHMN) 1S
BICEF S =Ea L L _
HAI 9%(;; ;f;fﬁ; fgﬁ BGHEEE | BIRSMEEE | EASHE
D10 ExpE
Index : BIEE DEM T L T,
3EETEEL, FDEE/Y —
Uitk D0 GEE) ~1 (2275
BE) OREL N BREL | . - BEIC LD
EQ-5D-3L emg o ne o ey | EAWEEE | WKEEER | L

SRHRVWEERKE) 15100
(BRTZ 2RO BVERIKE)
X TOEHGRE

: EDSS (Expanded Disability Status Scale ; #8&REEEFHMRE) (. Kurtzke neurological assessment(CE D < HiFEE DIEE, 5%

DFFEZHIRE OB RN SFVE S N7 D DRAER GEARIRIKAEE. JINEAE. INFr R EE. BB, Bt B, RE (R) a0 Hee)
DRAAT EHTHRE. BEDEEROMEIREDOERICEHT 2 BEREFCMAGHLE TEDSSXIATNERE NS,

5D-3L VASTFHA S /e,

© mRS (Modified Rankin Scale) &, #REEZE I 2EEOHEFHOEEEX IMKEFEDMEICFERAI NG —KRNERT—)l,
. HAI (Hauser Ambulation Index) (&, & H25 7 « — b (8m) < DICE T 2 & TEDEE ICE D < ARRPROMAE (S1THEE) DIBIE,
- EQ-5D-3L(EuroQol 5 Dimension 3-Level) i&. 2R ICEIT 2 45EDE (QOL) &3k UM I 2B ENRF R, BE. HOREI D OEE,
LEDITE. A/ FRBERVOAR/ZS EAHDOSBEEICDOWT IBER L TW SN EENH D 1. "RERBEENS 21 DIEETES
LTH5W, EESNMBEICRET 2EQ-5D-3L Indexs, REFF AT R T — )Lz AW TREOERKEDB DM EZIR R SEQ-




BN
(1) MEIOHBRFEFEF TOHM (RACHE) (FEFEER)

AREBRPOAEIBREEIY Y YR BETIH(3.1%). 75 ENET206 (42.6%) [cBHSN, HIEBEITO
HEICRSHETRAZNICERENRH S5SNI L (p<0.0001), 7FERIEHTEY UY R D/NF—R
LE130.058 (95%E# XM : 0.017-0.197) THH . BRURY (BHJRXY) Z294.2%ETESEX U,

el OHBRFPER I TOHRE (RACHIZE. FAS)

100

VU EE

80

60

ToREE

40

J\H— R (95%CI)'2:0.058(0.017-0.197)
p<0.0001

BREZBDILBDILEEDEIE (%)

0
0 12 24 3% 48 60 72 8 9% 108 120 132 144 156 168 180 192 204 211
FEREAR (B)

BHRRDOBEL:
VIUUXEE 96 92 83 78 68 60 58 52 46 41 32 24 22 18 14 8 2 1
ToEmEE 47 38 30 24 21 16 13 10 9 6 5 5 4 3 3 3 3 1

1) BRICoxE BN\ — REFILICED <
2) Wald E# X
NEROT SV IREICEDL

FHfiTE EHNSHRZORERDLBCEEHI2BRC EICERE L. BENELONICRICIHREZNEEREET o oo SBRTHE L.
HBPICHIRT 22MEBRXF 4BEBHRT 2HRZNRE LOFHENEL (BREIR) Z 4 5 HREZIER DB HIR
XFBE] EEEL BUERERSEHEERAICER T 20D T. BEY 2EANARZH# 0D IMRIXIEZ DM OBEKRIRE
FIRICOAERENRH SN EHEEEHBRPEHK EBHBRETRN, HRPEHRDOFIS0BULIC DI DERNICRZEL TWRIFNE
BV, BERT THRICEYT SMUFMEES (RAC) NMHIEL .

EFICHRE URESMTTH 2. HERIEYERMYIEIC L 2HBEROMEBHEIE. VY VR ET146 (14.6%).
77 EREET2961(61.7%) ICRH SN, YIEBERF TCOHBICKRSHEATRAZNICERENRDO SN
FUKE (p<0.0001. BRIAYV SV I1&RE)e 77RIETTZIY U Y X' DINTF—KEIF0.180 (95%5%E
X[ : 0.095-0.343) T.BRU RV IF82.0%ET L. REAMMTOFERIF. EERNT THEONIERZXE
I5H6DTULT,

Yy

(x o2 U X ~v 7))
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(2) FEBEH*E (RACHIZE) (BIRFHEER)

HEPEROBHIEV VI RHIURCTSERE21 THhh * ARFEHBREEIZZETNZ10.016 (95%
{E¥ XM : 0.005-0.050) % V'0.350 (95%fE#XME : 0.199-0.616) TLTco FRABREERD T Z ERE
KXT2Y YR EDLIZ0.045 (95%S3EX M : 0.013-0.151, p<0.0001., K7 Y YEIR*) THD.

T7ERBEHBRLTY VY B TERBRENISSRET LR U,
* BRIV UURBOSATIM, TS ERBO208IT2] #RHSNE UL,

FRBHEE (RACHIZE. FAS)

AYMIE =

FRBRE (S EEXMHE)

0.016(0.005-0.050)
VYR B (n=96) -o—

FEEBREK (95%EEXHE)
o 0.350(0.199-0.616)
7TomEE (n=47) °
0 0.1 0.2 0.3 04 0.5 0.6 0.7 0.8 0.9 1.0
FREFHEK

FHEAE EHNOHEEFHRERIDBC EDI2BAEC CEREBL. BENMEONIERICBHEZNBERREZT oo SBRTBH L
HBTICRIRT 22 MEBREXF 4BEBERT 2HRZNRE LOFHENEL (BREIR) Z 4 5 HEERER DB HR
XIFB] EEEL (BBERCEREHFEHARICEET 2D DT, BEY 2BRNTRZH0ITMRIXIEZ DO EGRE
FRICDHEENRD SN E5RIEHBRTBFH L BHBESRV, SERPHEHOFI30 AU LI DERRNICZE L TWRIThIE
Bo5RW). BRTTHRICET 2MIFHMES R (RAC) BMHIE U T,

X REH BEOFRBRE (RVU—ZVIHI0240 BEICEULBRICED ) ROBERIIG T OEIEREHATE E UL,



(3) [BZBHIEDSSRAFDR—R 5404 U 5DZE{LE (BIRTHMEIER)

BRI THRFICH|TBEDSSA AT DR—R 541 U 5 DE(LEDHFRIE (F/)\ &X) 1. VYU RBETO (-3.5.
1.5). 75thRET0 (-2.0, 25) TULF (p=0.0597. ANCOVA*), EDSSZRI7 DZE{LEHO5RA > ML E
BTULLBEDEIGIEYV Y YR B#29.2%. 75 EREE29.8%. BLZLDEENZENZENS1.0%. 42.6%. 0.5

A Y MU EBIU e B ED19.8%. 27.7%TUTc, BREDTDERIE. TEBTOBERE—HBLTWK LT,

* I R=RFA VAT THRES N BEREIN T OBEIMEER (R—X 5« Y DEDSSR A7 RVISTREDERE) Ic & > TERLS hlc, BIEREICED <
JYIRG ANy SHBENMT

EDSSROA7ZDNR—ZF414 Uh 5 DELED S (FAS)

50 YUUR'E(n=96) p=0.0597
40 EHME(SD) —0.18(0.814) (YUY R BEVS T SEIREE)
S 20 HRME 0
"> =/VE, SKE —3.5, 1.
fio
8 50 7ZEME(n=47)
Hl 40 FgE(SD)  0.12(0.945)
B30 mae 0
=/VE, SKE —2.0, 2.
]8 E—/J\ﬂ_ H—j(ﬂ_ 20 25_ - - - — — | —
-35 -30 -25 -20 -15 -10 -05 0 0.5 1.0 1.5 20 25
R=ATAVDNEDEE
EEEE < , EEES
SD : Z=#RE

- -» )R e SoREE BEE
03 =
e§ 02 (SN RTVERVIBHEERE)
NS 00
M9 -0
R
LY -04
oD =05
F|< -06
2 -0.7 BEEE
&
BL 4 8 12 24 36 48 18
B
TSEREE 47 42 4] 36 28 23 20
YUUZEE 96 91 89 87 82 76 64

> 7 ®

) A

(x o2V X v 7))
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(4) [ZZBRIMRSAAZDOR—ZASA U 5DOELE (BIXHMHER)

AR TRICE T BMRSAIATDN—R 51 D5 DELEDHFRIE (FR/IW]RK) &V U U XBETO (-4.2).
75 EMETO (-2, 3) TLfco MRSRAOAFZDELENT RA Y RULETULLEZEDOEER. VY URE
26.0%. 77 tR#10.6%. ZLBLOEBENZNZN67.7%. 74.5%. 1/R1 > MU LML IcBED
ZN2EN6.3%. 14.9%TULk, BREATORBERIE. TEBTOFBRE-BLTWEH UL,

MRSAAFZDR—RA 54 Vv 5DE{LED7 (FAS)

80 YUUR'E(n=96)

60 THME(SD) —0.2(0.72)
2 40 FRORfE 0
2’;[[/ 28 =/AME, RKXE —4, 2 -
e
S g0 FS5tKE(n=47)
g,g 60 THE(SD) 0.1(0.75)
S 40 HRME 0

20 ®/IME, &=XK(E -2, 3

0 e I [ |

—4 -3 -2 -1 0 1 2 3
N2 UDEDE{E
EET BEES

o WUDFE:IK o Rystcyiv: K%_%_f%
0 (BN RTERVIBBEERE) o

MRS D
R—AZAVNSDOEE
.Cl) o o
N — O

|
o
o1
1o

TR i
et

BL 4 8 12 24 36 48

TouREE 47 42 41 36 28 24 20
VUUXEE 96 92 89 86 82 76 65




B) [ZZBHRIHAIRATZDR—ZXAS5A4 v SDELE BIXRHMHER)

AR TRICE T BHAIZRDATZ DR—RF4 UM S DEELEDHRAE (F/\ &X) (&, VYUY RBTO (-5. 3).
75tRETO (-2, 8) TUT, HAIROAFZDELENT R Y RUEETLEEZDEGR. VY RE
38.5%. 77 tR#10.6%. ELBZLDOEBENZTNZNE2.1%. 66.0%. 1/RA > MUEEMUICEBHED
9.4%. 23.4%TULfc, BREDMOERIE. TEZBTOBRE—BLTWVWEH UL,

HAIZOZDR—RS5A4 U h5DELLEDH T (FAS)

60 YUUZR'EE(N=96)
3 e E] 0
S 20 gE SAE -5, 3
o 0 e L
8 60 77thEE(n=47)
W o FHMEESD)  05(161)
2 tho{E 0
20 g0E, SAE -2, 8
-5 —4 -3 -2 -1 0 1 2 3 4 5 6 7 8
R=RSAVUHEDE(E
R A BEES
SD : iZ¥ERE

HAIRAZ DR—=ZA A S5 DELEDHRE | RENETESIEETIVICEK Z2RREST (FAS)

-a» YRR e SRR BEEE
06 =
B 05 (RACETHERUISHERLE) A
& 03
o g2
N9 o
]2 —
XN —8:]2
<Y —0.3
S
), =98 *
( —0:8 B%E;EE
BL 4 8 12 24 36 48 1B
B
TFSEREE 47 42 41 36 28 24 20
VUUZEE 96 92 89 87 82 76 65

Yy

(x o2 U X ~v 7))
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T

YU YREBDE1 6 (63.5%) RO TS5 EREED346 (72.3%) ICEHWERP HRHSNE U,
YUYRBETROSNEEREMERIR. EKBERE116 (11.5%). Z01041(10.4%).
TERES i (8.3%) . SZENMESHEWTHI (7.3%) TUTo BAALERFITIZIHIHIHF (100.0%) I
BEIERHRS S, T2 H DIFMEGER. BEPLX, BEX, VAL AKBEBRADR2F (£22.2%)
TUlco Fhe. 75 ERBETROSNIEEREERIZ. BEE6H (12.8%). B, REBRER
DESHF (£10.6%). FSEMEAF (8.5%). M. IEH. FADEIF (86.4%) TU T,
BARANER TS5 5534 (60.0%) ICEIERDES S, £45H OIX5EE. LIRER, TH.
IEtZED& 14 (%20.0%) TUT,

BELBEERIIV YU ED3046(31.3%) RUTSEREED264] (55.3%) IC5RH S .
RHEREERARINSLEE[VIYYR B 76 (7.3%). 7> thREE: 1641 (34.0%)1.
R [VYUURE:3H(3.1%). 75EREE: 16 (2.1%)]1ZFTUR, BE5HIICEST
BEEERIE. 7S5 RET2H FEXA1 6. BAEBSA2RCNOLEFEAET F) ICRHS5N
F U, REREARIRICY U BT HIDEIER (REMEmK) OfchIicFEEULE U,
REFEEH. YVIYRE 75EREICEVWT. FEITRETEEER (AES) & LTES
SNTHEXAERREERR LB EFEAT U,

) RRREE & ORREER (7 5 <BHEAR U (unlikely) s 228



2. S MEEREFREERRER (RER5HER)
[ECU-NMO-302 5t8& (PREVENT##i53tE2) 1 2
(S HERHFAISRIENBRE | ECU-NMO-301 RERD M EEHER)

[B HINMOSDEEHICHTZYV U ORBNBRZEM EBWERTHET %,
[ KRIBREDOIHECU-NMO-301 HEEZ KT LINMOSDEE39F (5 EBARANLSA) :
(EEIREXE)
- ECU-NMO-301 HEE AR T L1cE (BH%K6BE OBFEHRFHMD /2 6 0B HE MR X 1505
BTRFEOWITNOIKET U TWEESE)
[/ E]ECUNMO-301 HEBOERUEZHIZTT 20, 2RENER T TRESINZBITHERCLTHEER
HERHICBIT U, 4BBIOERTOBITHICHE WL TIE, ECU-NMO-301 RERICR T2V U U X BEIC
&V U U Z"1200mg (1 [EE. 3EIE) XiE7ZtR 2ER., 4[E8) %81 [E#%5 L., ECU-NMO-301
HEBICH DT ZEMEECIEY YUY R900mgZ% 381 [a, 4:BEI%E Ufc, FIEI%RE54B% NS DR
HAIC(E1 [B11200mgZz 2 I El#% 5 U e, E5HEIE. VU U Z"DNMOSDEE ICX T 5 /AKE &
LT (BREORHIZEHICHE > T) ARSI N, TIRENZFXT, XIFRVDDEBENERSINICFRNS
BROLFHEDOWINHNBEWKIHETTH D,
[FHEEE] FZHMER - SERIEYEAMYEIC &L 2RRPBR ICED CFEBBHERE
RREBRPER  ARPICRIRET 22EERRE (24 FHBER I 2MREFENRE LORENE(L FRREIR) Z 4 S> HRFIER O e R REIR

XIFB] L EE. BIERMERIINMOICERT 25D T, BET 2RRNTRZ#D IMRIXIEZDMOBERIREFMR I DAHEEHTOD
SNEGEEBRTBEHEEHBSBV, ARPBEOEB0HU LD DBRRNICREL TLWRITNIERSEW,

BIRFHMIER @ EDSS. mRS. HALL EQ-5D-3LKRUKFSXIF7 DR—XZ 4 U Hh 5 DENE
[BITEHE] 201845831 HZ 7=y hATHE L, FEBNEEREL oo TR OB IIEDBEITIIR
E£MIE ECU-NMO-302&t5TY U U X'z 1 B EiIRG S nlceEBE (EFHRFAS) TH %,
FEMEEB O @ IE. AREYUEMHEICLD2HRPERICEDSEHBRED, BE (ECU-
NMO-301 &HE& D24 » Bl OFEREBHREKICNT 2ELE & L. WilcoxonfF 5 IR E & AW T
i L 7o (Ml =0.05), FEBRKRDISKEBXBEROFIELELR Ui, BREDHTEL T,
RACTHIE I £ 2 FEBEHE D BEDEBBRERICNT 2ZLE BRI U I,
BIREHHEIER IC DWW TIE, ECU-NMO-301 &HER &R 'ECU-NMO-302 EERDN—RX S 1 Y DT — 5 %
FAWTERNL. ZEROERR X TOENMERVZ DS EBXEZ R,
TRAC : ERTOBHICEY 2 MiIFHEZE S (Relapse Adjudication Committee)
28) #tAER} 1 5 MAECU-NMO-301 #ikitati (ECU-NMO-302)  (GREBIR AT E #)

‘/UUX

b S
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B

(1) FREBFHEE(
ABREYEMYIE IC & 2 FHBREEOD, B (ECU-NMO-301

AERELEAHE) (FEFHAER)

HERD24 7 AE) OFEBERICHI BE(L

Bl PRET-1.923THH . AER/ETHRHSNE UL (p<0.0001. WilcoxonFFSIRLIIRTE) .

FRIBRR GUBRIESEMYIE. #ialiRFAS)

7.5
6.5
55
4.5
35
25
1.5
0.5
-0.5
-15
-25
-35
-4.5
-55
—-6.5
=75

FHEBFRERX

o SAnfE

° PN
Tt 75)8— 251
T8 o
25)8— 251
/MB

p<0.0001

FHEBFRX

BEDFEBHX ECU-NMO-302:ERD
(h=39) E(F‘Eﬁﬁ?%)x
n=

7.5
6.5
55
4.5
35
25
1.5
0.5
-0.5
-15
-25
-35
—-4.5
—-55
—6.5
=75

j=<]
s AniE ol

BAE
745 75)8—t>51)L
e ﬁw&@

25)8—t> 1)L
R/ME

FHEBHREDZ{tE
(n=39)

(2) FHEBHEX (RACHIE) (EEFMEEE ORED )

RACHIEIC &K 2 ERBHRE®D, 8% (ECU-NMO-301 :HEE D24 1 Ail) OEFEBRIRICH T ZELER.
FRET-1.923THH. BRBVETHRHSNE LK (p<0.0001. WilcoxonFF S IBRIIRTE) o
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(3) [BEBHRIEDSSAAFZ DR—RAS5A UHh5DEE (BIRFMER)

ECU-NMO-302EBRDR—R 54 5 DEDSSR 7 ODELEDHFRIE (FR/\ &K) IF. 26 BEO0 (-2.5.
1.0) RU'52:BK0 (-2.5. 1.5) THoTeo

EDSSX 17 MECU-NMO-301 BHBER—ZX F 10 U Hh 5 DEAL (HrfiERFAS)

1.0 BEEE
] =
AJ
@ 05
o
~ BF
ne O
X D
0
%N -05
TS
N
F|<—1.o
< - TP P E)
15 777BHRREE N ETREINENERAEER/IMEZ T e
BL 301 BL4 812 26 40 52 66 78 92 104 118 130 (@)
301 #7302
ECU-NMO-30158 ECU-NMO-302:%88 '
VA VAIDDYS - 2% 25227 20 19 17 13 1 9 6 6 6
yyyze S JUYZEE 14 14 14141414 13 10 9 9 9 7 7 5 5
a» V)X /) E e JS5tER V)R

¥ T7ZwR/ VU U REE D ECU-NMO-301 3R ¢ 7 5 RIS BEICEIf 1 5 . ECU-NMO-301 FER ikt 58k © 5 2ECU-NMO-302 &Y U U Z°
NS ENRE

¥V UURT /YU UREE D ECUNMO-30T &R TV U U R SEICEIN T 5. ECU-NMO-301 SER ikt 3 51 € 8 SECU-NMO-302&t52 ¢ U U Z°
NEREENIcRE

Yy

(x o2 U X ~v 7))
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(4) [ZZBRIMRSAAZDOR—ZASA U 5DOELE (BIXHMHER)

ECU-NMO-302 FHEBR—R F 4 N5 DMRSZ A7 DELEDFRIE (RN |/XK) (3. £AFEFT26 B
0 (-2, 2) RU'52:88K0 (-2, 2) TU T

MmRSZX 17 DECU-NMO-301 FHER—R Z 1 U h S DEAL (HimaERFAS)

=R
i =
\A;') A
E{(
S
~ g
a
X 9
0n R
o N\
€Y
N
X
I -15 44
< - - PPN R
oo 777BHRREE N ETREINENERAEER/IMEZT I I
BL 301 BL4 812 26 40 52 66 78 92 104 118 130 (B)
301 #7302
ECU-NMO-3015%8 ECU-NMO-302:%8 '
7R/ VIIXEE 25 25 25222221 20 19 18 13 11 9 6 6 6
VyOyzZe YUY ZEE 14 14 14141414 11 10 8 9 9 7 7 5 5
a» V)X /) E e 7S5tER V)R

¥ T7ZwR/ VYU B ECU-NMO-301 38R ¢ 7 5 RSB ICEIf 1 5 . ECU-NMO-301 iER D ikt 58k © 6 SECU-NMO-302 &Y U U Z°
MRS ENR

¥V UURT /YUY RBE D ECUNMO-30T &R TV U U R SEICEIN T 5. ECU-NMO-301 FER D ikt s 5k € 8 SECU-NMO-302&t58 ¢ U U Z°
MR ENIcEE

96



B) [ZZBHRIHAIRATZDR—ZXAS5A4 v SDELE BIXRHMHER)

ECU-NMO-302HEBERN—ZX 514 5 DHAIR A7 DELEDFRE (FR/\ TK) (F. 2AFERET26 38R
0 (-4. 1) RUV'628KE*0 (-4, 3) TLZ® *YUUR/Y YUY R BOE2EE R

HAIZJ7 DECU-NMO-301 HER—Z 51 > Hh 5 DZE(L (HEEHERFAS)

2.0 BEEE
@ 15 =
#/ 10
Q
P@EF 05
~e
xg O
%Q—o.&s
L -1.0
V15
¢ 15 - =R
oo 7 I7RHREE /\—D TR ENBNRABELRIMEZ R, &
BL 301 BL4812 26 40 52 66 78 92 104 118 130 (B)
301 &7 302
ECU-NMO-30158 ECU-NMO-302:8 '
TS5ER/VVIRRE U 24 24212121 19 817 131 9 6 6 6
yyyze /Y ZEE 11 monnnm 9 7 6 6 5 5
a» V)X /) E e JS5tER V)R

¥ T7ZwR/ VU U REE D ECU-NMO-301 3R ¢ 7 5 RIS BEICEIf 1 5 . ECU-NMO-301 FER ikt 58k © 5 2ECU-NMO-302 &Y U U Z°
NS ENRE

¥V UURT /YU UREE D ECUNMO-30T &R TV U U R SEICEIN T 5. ECU-NMO-301 SER ikt 3 51 € 8 SECU-NMO-302&t52 ¢ U U Z°
NEREENIcRE

> 7 ®

) A

(x o2V X v 7))
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(6) [EE BRI EQ-5D-3LRA A7 DR—RAZ14 5 DELE (BIRFHEIER)

ECU-NMO-302 EHBER—RX F 1 Hh 5 DEQ-5D-3L VASR 7 DZELEDHRIE (F/)\ &K) (&, 26 B
7Z3tER/VVYREETIF5.0 (=30, 35). VUUR"/YVIIRBETIEO (=15, 10), 52 BEIFZNnZn
0 (-30. 40) X1*-3.0 (-80. 20) TUL =,
Fc.ECU-NMO-302FHERDR—R 51 »Hh5DEQ-5D-3L IndexX 17 DEALE D HRfE (F/I\ &XK) &,
26 BB SR/ VY URETIF0.02 (-04.03). VUUR" /YUY REETIFO (-0.02, 0.2), 5238
FidZn£hn0 (-0.4. 0.3) XV'0 (-0.3. 0.2) TUL T

% Z;Egﬁ/é U Z°BE | ECU-NMO-301 SER T 7 5 £ RIZSBEIC EIM 17 5 1. ECU-NMO-301 SR D #k 55088 T %5 BECU-NMO-302 A T Y U U 27

¥V UURT /YUY REE D ECUNMO-30T &g Ty U U R SEEICEIN 1T 5. ECU-NMO-301 SER D ikt 388 T 8 SECU-NMO-3025t5 Y U U X°
MRS S NIcRE

T

ECU-NMO-302 B8 IC 1T L 1239415127 1l (69.2%) ICEIER™® HRé Sh. THREIER
FRMEER., REBRREEDNDR12.8% (£5461) TUk,. 2D>55BHARANERFTIE. 561545
(100%) IEY U Y R E DERBEIEETE BV EHIMSN-EERNARS Sh. 261 L
ICFER L Tcd DIFHMBREAMNE2 61 (40%) TU Tz,

EERBEERIII3H(33.3%) ICEHSN EHBEEHREARYT S LBEE3H(7.7%).
PREEERFE R R HRBERDIR26] (B5.1%) ETUT

BERIEICESTEBEERIE. 77K/ VU YRETIH (Y z—7 L VERE. BEREHE
FURIB AR OSLEEL) ICRH SN, FERSEEHIREEEER (AES) & LTEES N
BEAERPEERRLARZEDEEATL .

) BERE & ORRER THEZ S <BERU (unlikely) s Z&2E8



3. 8{EA

ERERFABRR VO FNICEE < REIRSEER (BhEeEhNkE)

ERARRBROZFNICHE < BHEBRESRBD 121 640684 (56.2%) ICRIFER™ AR S, EHREWERIZED
8% (6.6%). BEL LV LT EREETH (5.8%). HMEFHAME. FIREXAE LK OCREREZGH (5.0%) &

T%’D f:o

FIRKL5% LU L DEITERA —NMOSDEE—

ECU-NMO-301 ECU-NMO-302 WFNHDRET
=1/ R AR YUY 5%

75t REE YODPS YUDPS: EAppntll

(N=47) (N=96) (N=39) (N=121)

EMERRIRK 27 (57.4) 49 (51.0) 23 (59.0) 68 (56.2)
=i 3(6.4) 7 (7.3) 1(2.6) 8 (6.6)
B 2 (4.3) 6 (6.3) 1(2.6) 7 (5.8)
FREmR 1(2.1) 6 (6.3) 2 (5.1) 7 (5.8)
B BRI AME 0 3(3.1) 3(7.7) 6 (5.0)
_FIREE 1(2.1) 4 (4.2) 2 (5.1) 6 (5.0)
PREERRZ 5(10.6) 3(3.1) 3(7.7) 6 (5.0)
i) 2 (4.3) 3(3.1) 2(5.1) 5 (4.1)
> ) RERRAME 0 2 (2.1) 2 (5.1) 4 (3.3)
IREE 1(2.1) 2(2.1) 2 (5.1) 4 (3.3)
fii2¢ 3(6.4) 2(2.1) 1(2.6) 3(25)
HORBEERIRIRA 0 0 2 (5.1) 20.7)
MmE LS 0 0 2(5.1) 2(01.7)
AR 0 0 2(5.1) 201.7)
RESELX 0 0 2(5.1) 2(01.7)
gt 3(6.4) 2.0 0 2(01.7)

F SFEE 3(6.4) 0 0 0

) BB & ORRBIR (B 5 <BIHERL (unlikely) | & 7R

> 7 ®

YA

(x o2V X v 7))
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1. IRYY
(1) PNHE#'?

HBAAPNHEZICEF2Y YU OV YT Z>Z(CL) IF0.0173L/K. DHEAE (V) 136.09L. HEERETE
# (Ky) (30.00288 1/BfE R OFRER (T, ) (F265.6 KEITUL I (FR)o
BE12;B%OMIER b S 7REDFEIFR116.5£10.93 ug/mLT U7 (),

EYEREBINT A —5

IRTA—=%
N=29
CL vV, K.,
Fi9ME 0.0173 6.09 0.00288 265.6
+ + £ £ £
SD 0.00633 1.417 1 0.000928 83.9

MEFREHR

VU MEFEE (ug/mL)

250
200
150
100

50

0 0 2 4

@ o

¥ R WRERETVIFUEEEBELLCEHARAPNHEE29

Vil

& BAHRE VYUY R600mg%zE] B, 54 ElRS
HEFSHARY - 7 01 B 1C900mg% 1 [, 900mg*% 238 I
10, F4EEE Uz R5HE12:8M), Z#K0
BRIOAVN—h XY NEFIILERAVWTRIERSE
DPKINS A—5 =HTFE LT,



(2) aHUSE %2
A5t DaHUSE 23] ic A1 B1600mg s /= 141200mg7% 238 I 1 BlO4EE TRIRNES LB 0Rs
12 BRFOIMEREEZAELE U,

£ 512:8ROMEFEE (ug/mL)
Fhin (&S] 1 E#%5E
C— B b5 mE
8% 27.3kg 600mg 553.6 352.1
6% 18.9kg 600mg 524.1 384.8
317% 53.9kg 1200mg 517.1 377.1

6. FIERUHAE (Gk#)

(FRERENAIMN 4 PREAEEREF I K 1T 2 MU/ NN ERE QMR FBEEHENE (BRI O 7Y Y REFTRER I MERL
FEIC KL DIEERDERD R RIZEICIRS))

WBE. TV VYT (EFHERR) & LT TRORE - AR CREEET %,

FWHRIIHFE HAH R
188 LLE 1[E1900mg %A1 B Tat4E | #MEHR54EmENS 1 [E1200mg% 28I 1 B
188K
40kgll £ 1[E1900mg %A1 B Tat4E | #MEHR54EmE, S 1 [E1200mg% 28I 1 [

30kgLlE40kgF# | 1E600mg%B1 ETa2E | #IEKS2EREA S 1 [E900mg% 28I 1 6
20kgllE30kgF# | 1E600mg%E1 ETs2E | #IEKZS2 @B EA 51 E600mg% 28I |
10kgbl_F20kgski® | 1E600mg#%:B1 BTt @ | #EHRS 1 BRE% S 1 E300mg% 2;8Ic 1 B
Bkgbl E10kgski# | 1[E300mg%R1 Ecatl @ | #EHRS 1 BE%H, 51 E300mg%3BIc] @

(3) £5BMGEE (BXARUABADT—5)

- 85 MAAEREHEFERARRER : ECU-MG-301 8 (REGAINER) 22
£ERIMGEE [624] (AARABE3FEED) ] ICAFI00Mg%E B B T:t4 B, 201 BRI 5 AH1200mg
Z2BICT B OEE TEIRNES LIRS HEDIMEFRE — 7 BEF336+112 ug/mLT&H D, ME+
o 7 EEIFRE4:BRF373+135 ug/mL. &£526:8K341£172 ug/mLT U (n=57~61), HAAEE
Bf) omBEFE—7EEROCMEF N T 7EEF. ARABEDS~I5 /X~ &1 I)LOEHHEATL I,

- S MIEERRERERARRE : ECU-MG-303 #E>
12~17m THEIOkgU EDOEGRMGEE (116 (HEAAZEIFZED)) ICHEICEDEZEABOOMgX
I$900mg7% 81 B TE2 X (F4[E, 2D 1 EEE I S AFO00MgX (&1200mgZ 21 [B] D48 E TERARMA
BELEEBORSTIHEOMBERE —7BEIF523+213 ug/mLTH O, MEF ~ T 7 EE IR S4B
484111 pug/mL. %526 BEF434+172 ug/mLT UL (n=9~11),

(4) REBREHERARYT b T LEE (AFAROCABRAOT—5) 2

REEBHAR T NS LAEEEE (956 (AARABEIFIEED)] ICAFIIOOMgE A ETH4E. 2018w
#h S AH1 200mg%E 23BIC 1 Bl DSEE TRIRNES LB 0% 51 BB OIET £ — 7 8 13359+103 ug/mL
TH O, MWEF ST TBEFRS54EFA32£169 ug/ml., 548 BE420+

218 ug/mLT U7z (n=65~94), HAAEE (9f) OMEFRL — 7 BE

ROIEF h 5 7REE ARABEDE5~95/8— &> 5 LOBRANICIFFE

®
aENnTNE LT, y |J |J 1

(x o2 U X v 7))
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2. 9%

WA L MR E ICMERER CHIENARICAET 200, E MeE/Z2O—FILHETH BV U U
EEONTHERT EEZSNET,

YUY MRS SN2 TAEERETHD, b NCEICHERT 216, RO HRBIIEBLEBAT L .
L U, lgGHE IR AR 2 @8 L TR SRIBABITT 2 NS TE N VU UM
G2/GA%EHERICETE LD JAROBREERTZEEZ5NET,

3. R

VIURNEBEDO7 I /BeECERETH S cH RBEFRRIEIERL TOWEE A,

4. HEit
BEMEERISERL TOWEBAD. VU U X OHFEIIMOFRESITOT ) v ERKRICKEVWD T, BiE28BICLD
BEHIEZ TR WEFEINET, £l TR APICBITI 2 EEZ SN BANDOEHNFTEINET,



1. BRPREIR A ER

(1) JEBRBSA MM RESEEREEE ICH T 2 EHC5 AEER (B T—75) %2
JEHANRM MR EREEEDT Bl (CO8-002 55517 6. CO8-003 = 5&20 41, C09-001 :ER2041) [cH W T,
MERT V) AV TEE CREBISEERE S OREIC D W OEECS EEXZAFE TR & T LE L. 0D
BR OIMBPIVY IV TEEEREEMHCHEEE OBICIFIER ICBWEBREREREMNG D, mEHT/ YIS
EENS0 ug/mLEBR ERTZICON TOHERCSEEIFET L, 100 ug/mLEBZ % &EHCHEEFEOIC
ELIEDFE U, TV YR TRIMEFRRIEE THS50~100 ug/mLTCEZHE L., #BCS DEHRAAEEK
(Imax) (F935% T U7z,

MERT Y XY T RE L HERECS FE DBfR

100

80

(o]
(@]

TEBECHEZE (%)
N
(@]

o

100 200 300 400 500
IVURNTRE (ug/mL)

PP
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(2) BEREWAANY NS LEEREICH T 2HEHCE BEEER

BHREEARNY NS ABEREISF (5 I EEELRERSER [ECUNMO-301 REg] Itk 175V U U R”
BEE) ICEWT, VYUY X YEKRESE, 95.8%DEEICEWTIERLIYV AN T NS 7EBETOCSDRES
BRZE (M5 RERECS S2EAN0.5 1 g/mLaksE) ME26 5. 5 HIRI %8 U CRENREEZEMARENE U,

IVVXRTDRZ7RKICE T B MBERERHCS REDIHER

1,000
~ 100 #
=
)
3 10
X
il
Y-
% .
J e
%ﬁ%%%%%ﬁ%*#** - -
0.01
Dayl 4 8 12 24 36 48 60 72 84 96 108120132144 156 168 180 192 204 (&)
Bl 93 91 88 88 81 73 64 58 57 5Bl 43 33 30 24 20 17 12 6 1 1




2. FERRPREIEGER

(1) /e

BARCE DRHIC L > TRIEFHR D F R OHBEA#ED T (Cak U Chb-9) N4 U RIE MEHENE I D XTI,
C5b-9NMEEAF T I ICARMIRKEICLE T 5 & ARMIBAR (MEPRSRM) NAEI DT, v UU R,
E AT VIO ChICIER U R ESHRERZFENICHAEL XTI,

CEMSChbDAEMZEZEL TH, C3bENUIcA 7Y Z b, RERRERER O R EHIEEEE TSI nE T,

VU R DIERER

[ Lo F VB ][ s ][ —_— ]

BTNAVE 1%
—ARHRE IS X9 B SR 0=
REEEHIRE C3 [Q AEHIHET ]
WEMA 7Y =1k

R
J
C5 A 4
YUUZ " QN
E/oO—FLintE Yl
C5b-9 [ﬁuﬁﬁmao)ﬂﬁgﬁza;‘
IR A S X9 B R HRE
e s BABTF TSN EDY MR I
TFI7147F0— Bt s s
REE R RIE(RHE m/viRSE AL ER e
IMARYE AR EMEAL REZEMEL
M RZRRE MR R RE HRHEAHICE T 2EBHIRIROE

> 7 ®

YA

(x o2V X ¥ 7))
105



106

(2) sBMPRZEERA (in vitro) *°
T4 ZXT7 (h5G1.1 G2/G4 mAb) I, #fk (C5b-9) /LA ZEH=EL % Uz,

TV YZXY7 (h5G1.1 G2/G4 mAb) OEIEEFME

120
100 w
80
3 a 5G1.1 G2/G4 mAb
v 50 h5G1.1 G4 mAb
% m5G1.1 mAb
40 - 2A2 G2/G4
O \
1 10 100
iR (ug/mL)

7 E 20%E MMEERWORMERICE WT, fiFic L 2BEMICN Y Z2EERE. £ MEFIEDRIERRE (h5G1.1 G4 mAb). #IHIER
(h5G1.1 mAb) R UFENCH B (2A2 G2/G4) & LB L 1o,
& R TIUXYT(hBG1.1 G2/G4 mADb) (587 7Chb-9 FEEEZ R U T



(3) ChaMELFEE (in vitro) *”

c TV VXY T DRIEETH Bh5G1.1 G4 mAbld, CoaDEEZMRIICAEL X U,
- CORRMEEREIF. ECFHRIBRICEIDIHEZRITTVWERWH, VI IYRX'BRA—DHMRZEIZDEEZ
5hEd,

h5G1.1 G4 mAb®DC5aEX£ICK I 2EEMR

120
100

80
h5G1.1G4 mAb

60 m5G1.1 mAb

Cha A (%XIHR)

40

20

iR (ug/mL)

yal EO20% b bEZE AWSBRMERERICHE W T, Mg EBEZFEENL. ELISAJEICE D ChazEE L. h6G1.1 G4 mAbDIEEERTEIE = 37
FAMS5G1.1 mAb & B L T,
B R MR RESHE cChaEELEEMRNICHAE LT,

Yy

(x o2 U X ~v 7))
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(4) C5#EAEIME (in vitro) *

TIYVAITDE hCh I I 2faaBMtds <. FERMELK (Ko 3. 25°CTIE46 pmol/L. 37°CTIE

120 pmol/LTUT7c,

T XTI %Ch DT EERRE

Ko(pmol/L) CERUTTIIXYT

150
140
130
120
110
100
90
80
70
60
50
40

Ko (pmol/L)

30
20

10

0
A

25C

37°C | |
AEE3

AE2 AL

AEE2

K3

FHE UTFPNYA LERSTFREERNEERZRAV. RARBREDLE NC5 TV XY T EDEEHRDOI (&
Biacoref#fTZ W\ T #&&
B B CheIVURNTOFEREHREIL. 25°CTIE46 pmol/L. 37°CTIE120 pmol/LT#% > Tz

BEZEBRE LT

a|) RO EAE L




REERENBRE R U S EHR

TR
THUZTTIFE FCEILH U THRNTH D, b MU OMILEBMERDCS L FHEE LB e, REMEE
HBREEHL T, FESRETHBEEAF Ul i, COERRUBVER L MABICH U TRERIE
REBWT LD, ZeMEEEHRIEIERL X EATLU .

2. BMHEER v~ RC5E/ ZO—F LT (BB5.1mAD) I2 & D i)

(1) BERSE 1R
L £ AT U,

(2) RERESEHHR (Y IR) ¥
<NV RICBT 226 BE D RERSHEFER>
CD-1~ 7 ZICBB5.1mAb% 81 [a] % 7z (£2[8] (30, 60mg/kg/iB). 26 BREEIRMNIZS U 2R, JETR,
—RMREE, RE, BEE. RRRE. BARE, MEBRIIICEDCER/NTA—FICHEEIROSNT ., B
Z2(360mg/kg/BTUT,

(3) EIEFEEMHERER (WU X)
<NYRCH T BZRERVERE COYREREICEET 2K >0

H60mg/kg/BR 5B TIIRIZ IR DN EER OCBENEEDFIEN DT NTHEA LR UL BFEEDT
BT EBENDTEFHRL BRELIIH-BRBEERICHULTHFELEFEAT U,
HEDEEEEIF60mg/kg/SBT. Wk S MR IR R OCE-FRIBERFICE 1T 2B EE(1$60mg/kg/SB E
T U7z,

<N RICHIFBBB5. ImAbDIE-FAIRFA (CBI Y 2 HER >4

ERBEOABERELIIHRICH T 2HEFIROSNEEATU L, 60mg/kg/BEICHEWT, BEEM
RUOBFFVHEBEORRIIES SNT, BESEROKE-RIBEE O EFZEE(360mg/kg/BUETU .
60mg/kg/BEEDRRIE IC Hﬁm’\)b_J MEEHRERGEORBHEBICHEENZD SN, RESHED
mEZEE(330mg/kg/BTU T,

(4) BIEHHERBEROH A REFER
BREERATZHYE (X YRARVT Y b) BROCE EXERISERS RN, L EEAT U,
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BRI ICEY 2EEFHAER

—fi% %4
I RAXT CGEETHERZ)
Eculizumab (Genetical Recombination) (JAN)

{tZ%

AE: IVVUXNTE BEFHEBEZE MET/ 7 0—FIIAETH D, X7 AT MEERCS o SEFE DT
REBBROENTL—LT—=VEINSBD2HEE. WCE NgCHEEEHLN 525, LEOEEE
lF K BEICEHET D, o HEEBEDCHT 88, £ VER O CH2 EED—EBILIgG2 (r288) 50,
CH2ERD#% D & CH3ZRIFIgG4 (r488) 5 d, TV YN TIE, ¥ X B8 (NSO) fifgic & D
EEINnbd, TVYIAR T 448EDT7 X /BERENSRBRZHE2 D FRO214ED T = / BERENS
BRELLBE2NDFTHERINZEY VB (DFE : $9145,235) TH 3,

P2 e a8

HIED 72 F 20 = Coo05H337eN5760683510 GEEE)
LIRD DT =C1016H1583N271 0324S5 GE2HE)
T7 YR T D3FH=Cgus2He010N 160402034550

T AT OEFEBEHRE

TL—LT7—U88
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7 é\ y
XIHD
A VU /
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EFERT, EBH2HLU3

BV VRB LD

LEEEER2




AIFRIEIE

RE DR EME
2 B m K *x REFFRE REFHARE ABRIER
30mL
RIBRERR | 2~8C S H5ZINA 7 367 A 367 A & THIEN
IES R OBz
20.-25¢C oL Ky e
posEEEER RO i HZZINA T )L 127 A D R SBEE
23 ~27C a3z HOFAR ¢
HIRMEZ & U T
. | 30~35C 30mL
& J:30) MK ASZNATZI | WFhET26H 72 B5R E THRAER
™ | 35~39C I
& | 25~07C e 55207 “
= 5~0. i SANA T 788 7 BRI ETREN
- fivs
] ~30mL 20 ~25°C (2 Af)
2~25C EH AZANATI | -2~8C(2~30M) | REHEHISHIEN
= v 2310
5 30mL 34 ~38°C (2 BF)
Z | 2~38C S HSZNAFZ) | »2~8C(2~300) | REFHEHERIER
2 31 2310
o | b ) ~30mL —10~ —25°C (2A™)
i —25~25C K AZRIATIL | 520 ~25C (24K0) | REFHEBIZIRIEA
= 3z EZ3U10)
‘Eﬁ /\\ = .
IsoeRE | —xEEOH 41 ZRHAY AT
(B i) EXBL) | ENEKOInBES | 7771 — BETKS
K1 | BOTERE | gpmpir o) e - 30mL RUBEREL IERTSDS-PAGE T
Ilh\/é\5_| 82W/m2 ' 73‘51/\"( 7}[1 4Eﬁ§ﬁ‘r:$ﬁ% fﬁ%ﬁ%”ﬁﬂﬁﬁ%@@ 5%\
(%E;TE%%) EX T
B WA T NI
K2 | EDITERE A_E 30mL At S PO 7S
AZRNAT ) RHSNT . HIEA
31
- 30mL
5 2~8C K 7‘3“37&_33_4 7 7B/ 7 BRI E TREMN
ava

BASAZANATIVCTEL, BHULEATH SO, TEEARIIEERGZEELET. RDITEDRERGTTREL .

HEBIER R OV EREE (RTFRT Y ) EBEE. pH. EJt-I8E7T SDS-PAGE (CBB &), U+ XFRION NI Z 7 14—,
IVRNFYY, BEERR. TAMMRT - EY. CoERNE. ¥V /I\UEEE

> 7 ®

) A

(x o2V X v 7))
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