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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, %
BRERVI T 79 —t#EEIZ 5cH. E T L —LAT—IEBEROE NEEEEICY 7 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 L D EfES N CPNHICN T SEEREERICE W TEN EAKROBERER O T2 MENTM S 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 UR D2 EBMGICN I SERKRFHIE. EROMGEEEZ BYIICR T I MDD S I HRRERD Rt



IO HTUMGEE (BA) ZWRE LT, 20094 &£ O EAE I ABERAREER (CO8-001 &ER) M FItE S
nF Ui, 20 £ NHAERHERERATER2 HER (ECU-MG-301 iR | REGAINEER. ECU-MG-302 &5 :
REGAIN#k#EER) TARAIDEME 22N THlichicZ &EN5, 201 7F8BICKINT 7 EF)ILaY %
BARTEEEOEA S SUEFERHENE,. BFI0RICKET M7 EFILIY Y REGIEAGEO25TE
REAREEIIIE ) DREXIIHIREMAR S NK Uce BRNTIE. 2017F12 A1 "2 5 WEEHENE (RERT
A7Y Y REFTFREX SMBHEFEIC L ZEROEENRMRIZEICRSD) 1 (BA) DREEXIEZIRDEM
AREBMRULE U, 51, 6mULETI8mAEmD/NEEFEMGREZTNRE LT, 2018F L DB nlc
2B I EEERAE RRRAFER (ECU-MG-303 55k THRAIDBEMMER O ZEENFHES . BRI W TRERVCA
EDEBMICHR 2 EERTCAREE—PEEARRRF 2T 2023F8 RICARBENK Uic, D&, £25EMG
BEZWREUVCEEEE (VI URAROZTYINT) OEKRL YR Y REAGEFER (ALXN-MG-501 &
B2). 125 VNCREGAINFEERDBIFE T — 7 OBIFTHER L D, REIOT ) Y REFIFANIZMBF LA

BEREEORBRVWEEEMGEREICH L THY U URBERTHS I ENRRE NI EREZRIT. MEX ISR
Rz '2FUEFEHENE (X704 RAIXIEEXTHA RANADO REIMFHIFID+2 IR U RWERICRS)
&I RRERTTARER B EEAGBRFB 2TV 20256 F4 BICAR I NE LT,

FBHREBHEAANRY NS ABEE (neuromyelitis optica spectrum disorder : LR, NMOSD) (&, R#EEA X
B SEAOBRZRHE T MO THRLBBEEOFREEROBCREERERRETY, HEESNERME
WICEBEI N, EEORBIEFAREETT, MEFDILT 7 7RY >4 (aquaporin-4, AQP4) HFLAED FRIX R D
FANOYA MREICEHKIREL TVWBHAQPAICHEE LR ZEME(LT 5 2 & T SR I SN2 A mE IR
BENEZHRETT,

2009108 & HNMOSDIcx 9 5V U U X EREOBEZELE (Proof of Concept) & & U T, #IAQP4 Hifk
B DNMOSDEI A BE 4Bl Z R & U EREMESRHBRNENIC TTON. NMOSDICX 9 % A
DEBBEHNREERT FHENBIETFTYIANES NI &S, 201454 B & b F I HAERHE R K (ECU-
NMO-301 & E&. & O'ECU-NMO-301 5UE& o #it 5t 5058 T 3 2ECU-NMO-302588) =B L £ U oo ECU-
NMO-301 HERDH#ERICH X, ECU-NMO-302 FHER D BT ICHE W INMOSDEEICKIFHTI YUY TD
BWEROZEEN IS, SSICARRICEEFND2HAABEER CRKO T —INB SN &S K
INTIEF2019F1 BT, KETIEREF2 B "HIAQPA ARG E DNMOSDAA BE ICX T 2785 OEISEMA
BHEIN.KETIE2019F6 B, BN TIF2019FE8 BICEAR I NE U, ENTIE. 20198F11 BIC EHES
BERANT T LREE (BHRBHAZEE) OBAE T OMEXEIRROEMAREZIIFE L XU T,

BE.VIUUR L 2024FE10 BIRAE. MK EZESDE3 DEN SIS TERINTWVWET,
Fre. VU RBENCEERICH U TSI N 2Prix Galien (Z) - U7 VE) &, 2008 £ (K E. 2009 4
ICIET7 I VATERELTWET,

VUYX

(x o2 U X v 7))
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VYUURE, #ETVINICEICEVWRNETIHENICKES TSI &ic kD, BEKME
B HECE5b-O DA ZEHEI S MEMCS E//7O—FILINFERAITT, (BFHRX
18.1 fER#EFF) (p105 =)

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

2 PR AR FEIEMIRBEERRC 51 5 MMM N EEEOWH, T,

*3 PR RIS L I EEHENE (2701 KA G201 RALAD RBIHIAN 51BN LB MBE CIRB) )
<, FAI26%12 A8 BICELHBAE S DASERREEROREERI TV ET (FEES : (265 £368%),

K4 PR FREBBAR Y b5 AHE GRRESHRESD) OBETH TF, FH26411 H20 LS
KB & D A OBRAEEROEEEZ I TV ET (2SS | (26%) $3539),

(p18~99 &)

<EEMERENEIOEVREICE TS EMmING >

ESEIEEERRER [CO7-001 5% (AEGISEER) ] ICHWT, BAMDIEIETH BB
Bik %% (LDH) EONR—ZF1UHS5OERRET (p<0.0001 &2HLDpPIE.
WilcoxonDFSHFIERIIRTE) HRHESNE LT, (p18~22 )

B EIEERR SR [(C04-001 &R (TRIUMPHERER) ] ICEWT, 75 ERELER
LTAEZ/AOEY (Hb) RELEMREBEDERGIEM (p<0.001. FisherdIE#
RE) & RERMMNRGMMEBMHDOBEEGREL (p<0.001. Wilcoxon®IE{zH
RE) BMRIAEShE Lo (p23~25Z8)

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

B SRR ER [CO8-002 R ER] ILHWT, MIMREDR—ZFAYHED

BELEM (2:BERVC4EBBUE26 BBFTOEAEH. p=0.0001 2B LD

pfE. ANOVA) &, MRZFHIIEELL (1761401361, 76%) hisRsHS5hEUT,
(p35~4128R)

ENETIRERREER [CO8-003 5K8x] IcH LT, 20411841 (90%) TIiEFH
ER{EHFTEHSN., 166l (80%) THLMM/NOEEE (TMA) ARV N7 —ZERK
LEUT, (p42~47 58)



<2 BREEHEHE (RTOC REIXIEZATAA REIA DO ZEPHEFIHD -+ cE=H
ULRRVERICRES) >

S E R REERZER [ECU-MG-301 :K8% (REGAINEER)] (BRA) ICEWT,
FEHMMEETH 26 BIcH T EEMBHER S L FEE (MG-ADL) X7 D
R=RAFAVDSDEEICTFEREDEATEEEIRIISNFE L (p=0.0160,
Worst-Rank ANCOVA), (p58~6551)
SE A E B H RER KR ER [ECU-MG-303 5058] (6L E18mAKM) ICHWT,
FE:MIER THSQuantitative Myasthenia Gravis (QMG) #8237 D~R—X
FAVHSDEBICEERETHAROSNFELUL (FEETFRTHS1 280,
p=0.0009. REAERENRETIVICEDSHIRFERLIE)-

<BRHBREFRERARTMILESE (RERTHEXZES0) OBFEFHE>

S MHE PR REEREER [ECU-NMO-301 &E&R] I WT, FIEBFEEITOHE
K75 EREDATEREENRHSN (p<0.0001. BRIAT SV I71RE) (KR
HNBERER). VIV REIRESDBRIRIMETULE L (/\YF—K1£0.058
[95%{E# X : 0.017-0.1971), (p84~92ZHR)

EXBEHERAE UCBEIER FRRAE, EELRRPAE. infusion reactionhHEINT

WXd,

FREWERELT, 10%U LORIERIZED. SIREEX. /. 5% E10%KiED
BIfERIEBEMIREAME. HIG, IERL, 8. V7L I VY IREER. B2, ZEHRS

SNTVWEY,

BEFRXOEIFRDERUVERRKIRDOEDREHDFEREZSRIIEELY,

‘/'JUX

b I S



FEBFEDLET I+ TEELIZS W,

2025 F4 AeME] (B8 hR. MEEZEE) DB FRUCE D E/ER
) BFARICEHINERENBVWEBICDOWTIE REEB>TVWET,

1. ES

1.1 REIDEESICLD, BEXEFRREZRIET DI ENHD. ATHAERHSNTWD D, UTDRICT
MEET D&, [6.1.11.1.181]

1.1.1 AHDOH‘EICE L T, BERAERES F@%%@%&%ﬁ\ﬁf BIEES) ICER L THEREZ+9
[TV IR AEREENRONICHGEICIF BB ICZR U TNEAOERSEDEY)/GALEZTDO I &,

1.1.2 B2REZET 255 #%WMTIﬂUKﬂﬁgm BEBEARICN TSV F o zEET L&
RDEBICIGUTIIF Y DBINEBEZEERIT S &

1.1.3 SEAERREIRONRBEELEDZ I ENHZ2DOT, BRARKICTDICEBE TCE3ERBRRVOE
BIDH & T, H2WIHBEAREBRREEDZH R EENAJRELRERERSR E DEET TIRET DI &,

1.1.4 BERAERBREED ) AV ICDWTEEICHBEL., UZBREOVHMEZREICERI Y., HEXAE
RRAEICEE T 2EWEANRIB UEEICIE. EREICEIRTZLSBEICEFEEZS X5 &,

1.2 AFNF. RIEEREANES OE VIRIE, JEHEVAMMIRSERERE. £BRSEMHBRIED 2 WSEERS
BERANRY N T ABEE (REREHAZED) L HARMFZFOEMDOS & T, AE LOBRIEN B
HLEEDDEHMEINZGEICOMEEST DI E, £, REARSHAICEIE, AFISERETAIE S
EHTIFBRWZ EEED, FEOBMERVERIEE BEXIEZORKICTDFBL. AREETHSERE
ER- N

R EIER)

1.1 RFF, #ACS ZRHEMNICHEE U TRERBHRESEROERZIIHI LT, ZOEREREN S, KEFHERES
RICK 2R FOMBAREICHT T 2 REHEINET U, BEERAERREDOREY RIMNLERET DI EHHE
HIENET,

BEAR 2 B RRE (B YA DIRR IC W R ONAEAYEM S NN IS LT RE R BRE T I AN, BRICETUEE
U THRICEDEREUNH D120, BEIEXEREENRONDIHEH D WEEBETERVWGEEICIE. BEEICE
K2, BYBMERICLDEBENNETH D EE2EBENIIEERE (XIENEE) [CHELVLEYT, ER
NOEEIRFEE R OVBINRRERRICE W T, ARIERARICBERA R IEREIELA . BIEARERNES DEEGRE
BRAERPFEDORENBRESINTED FETHABBEINTVWET, LM > T BRWAEZET 2455
ZBRWT, RAL AFERSRIICHEARICH TSV F U aEET 2L &b \%%Lﬁkklﬁﬁrmuz
7 ROEERZ BARES B BHEARRFEOZHI R RBEN T RERERER S EEE & 20, RaK
ICTDICHEBTE2HH T AR ZRETZ2VLENG D ET, Flc. AFDEREEZITTWSIEEICTLT
BEEAETVF U ERBICG U CBINEEYT 22 ENERNDHA R4 Y THREINTWET, UEDZ
ELD FITERZWET 2RENH D ENSRELX UL,

1.2 PNHEZEBELEDEEREE TI N SEMFMEBEDO L S Y X7 0EWAEUN TIRARNREE TH
D, +DBHMEOHFTTEDWNERERIEH D FH A, AFKSICL D MERAMOIF], ZNICHESIAEY
O VEDRE. BIMIEDER. TS DERBRE., PNHERAXES NI ENBOHENFE U, TD—
H T ABREICK 2EERRBEEDRECAFKR SR ILROEERBERNRIEOFEENBIINET,
. aHUSEEHBILEDEEREB TH D BEDRRBEIFFEICRESNTVWET, REOIFEELLE



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,

e, 2 EMGRRBRIBHEHESHORIE & ZNICH SIRIRFTRDRB ICRE SN RFFEZEOEEICHH
PS5 YL LR 5 VN BERAD (IPIEs. SRERER. e X EARM) [ICEED RV MG U TEBIFEDRREA TR
EDRREX TT5E D RABFRDER U, BIFORFEAIC THAICRIGEDE SN 2MGERE S B L T
FRIRDIEZE BB E XS RRREELROSNEK T, TD—A T FAKREIC L 2ERBRBRIEDRERNER
SNFT, RHERFWAIARY T LEE (NMOSD) (&, EICHEFREROFHICEASI 5. AELEICESZ
1o 5 TR THRBER DO PRFHRERD B CREMEREIEREB T, EEDORMARERXITERTIETRADBRZ
BHELET, FARSICEDBRY X7 DETHIEBHSNE U H tOBISIE & Flkk. BERREAERRIAED
URIWHD ET, Lich > T KA PNH, aHUS, 25BIMGEEH % LN IFNMOSDIC+72 78 F# = 52
EEIDS & TOaRLEDBRENERIEZ LR 02 CHIT S NS BEICOHRESSNIDENH D ET, i,
A L ZaEIE. PNHOBMIER, aHUSD MAZ R/ NMETEEIR. 25 MGOIEIR R NMOSD DB IC
X9 BBETH D, PNH. aHUS, £2FBMGCKR UNMOSDIZ I3 2RAHGIBEETIRBWI £ Z&H T, K
BB etz BEICGRIAT 2MENHZ DS BAORNXEDTHZR I THREL U,

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

(REEH)

2.1 FEARGICE DBIRXERPIEDORIEV AIDNER TSI EMERSNE T, TDdH, WRARERRIEIC
BERELTWSBERFTARSICEDSSICIERZBLSEIEENDHD NS 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 ZEEETE300mg | 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 X BBEEREMAEEZAVWTRESI NS, BETRRICH 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 FREEHENIE (X704 FEIXIERTOA REIUAOREDEFD+2ICE L BWSEICRS)
ORMRFRRANRY M S LEE (RHETHEXZST) OBETH

5. BIREX IS RICEET BFE

(FheEHE)

5.1 KENIFAECS DFARZEE U, RBHEESERCOb-QDERZINHI T2 EEZ S5NZ 6., 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
BIRAREICNT 2TV F U zHEET D & FITNEANOERARESICEL TE MARE, 1> 7L VT
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 " EFBT DBICIE, BMOZHIRMEREMANEEEZ SN, SELRAMOMENRATNDEE
ERRET D&,

5.4 FAC K 2 M EREOIMFIHR. BEENEIRROEGMRFEZ SN TULEN,

5.5 XA D2 MEBIMAIEICH T HUENRIFHEZ SN TLEW,

5.6 REIZ S (C L DPNHIRMERY O— > HMEINT Z7/ch, AFEHIE U CBEICEERMERFIMNES S5
2EETNDHDEDS FFDOBWEROLREEZ+DICEBRLc LT ARKREDRIFZBEEICHRFT L.
BURNREEZEICH LIRS ZFHRT S &,

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

5.7 MEHIHEE IC & 2 IFBEAMEREBEEER™ OREICHERITZ I &,
¥) TIEHBSAMMREBIEERRE (aHUS) 2B A1 R2023) (HABEZ% - HANERZS - HAMKRF % -

HAMARZER - HABEZR) 22EICT D &,
5.8 ZRMEMEHHNIEEDEBEICKN T 2AFOBEMEROLTLMEIFHEILL TWERW (AR RV,



(EBBREEHENE (X704 FAIXIZZTO4 REIUANOREMFFD+2ICEMLBWEEICRS))
59 FRNF M7 EF LIV YRBEREBIEDOBRE CRET S &
(EHRETHRANRY NS LREE EHRTHEXZET) @ﬁ%?ﬁ)’i)
5.10 FAE 717 7 7R VAFUKBIEDBE IR ST 5T &,
5.11 B BHAINY NS LRE (RHREHAZED) Y ORECERT L
X) TERURRILE - BERRETWAIANT S LEELERA N1 22023, (EK#F?X? ) 2 BEC
ER:RuRa

6. BiERUHEE

(RIEMERBENES/ OE Y REICE T A Mmins)

BE. BRAKIE, TV T EaFlEZ) & LT, 1E600mgh 5&RE5%FHIAT %, EERSE. B1EOD
BRTHE®REZEHE4ERBEEL. 201 EER (WEER S, 548EE) 5 1E900mgZzE2:E(C1 [@
DERTRBEFET %,

GEHEBSAM M REBEEZEFICK (T2 MM/ MEREOIMH R VLS HEEHENE (R70O40 RAIXIER
7 O REIUA D ZEZMHEHFIN 2T LR WEEICRS))

BE, T7YXYT (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&+4 [E] e E54BEH“NS1[E]1200mgZ 28I 1[4

30kgkl F40kg i | 1E600mg=EEI ETE2E | FEES2:EE®S1E900mg%2BIC] @
20kgl £30kg= i | 1[E600mg%@E1 ETs2E | #EEE52:EE%N S 1 @600mg%2:8IC1 @
10kgBl E20kgEs# | 1EI600mgZE1 B Tat1[E | #Ek51:BEED S 1 [E300mg%2:38(C1 [E]
SkgLd_E10kgKit 1[E300mgZB1 B TEH1E | #EHEES]BEENS 1 E300mg%E3EIC] @

(EHREEFRERANRY kT LEE BHREFRAZEST) OBFFETFRH)

BE. RAICIE. T7 VYT (BnFHE®Z) &£ LT, 1E900mgh 55 =AY 5. #Ek5%. B EOD
FRTARKRSZ&Hast4DREFEL. 2D 1EEZ #EKRSH 54BEE) 151E1200mgZ 2B I 1
ElOERTREEFNET %o

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 SNRVBEICIE, 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 &,

(EGREEHRIE (R70O4 RAXIFZTO4 REILANDOEZIFEIFL+2ICEMUEWESICRS))

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 AFOMAEEETICEDBREOBZENIH DD, BREBREETIT DI &,

7.7 XH %z —EHEK S % BROBEICDOVWTRET L. BROBEDFHDHNRD SNBEVWEETIF, AFIOH
5z ds s,

GEREAMMERSEEREEICEH (T2 MeER/NNOEREOMH. ESREBEHENE (RTOA RAIXIEERAT

O REILADOGEMEIFLS+2ICEH URWVERICRS) RUEBREERANRY T LEE (REEEHEL

ZE5T) OBFHETE)

7.8 M LEE (BN ERL) ICX DAFO—INBRESIND Z & FEFEBMBAICIFHAECEIAEEND
ELREVOTY VREETEAICEIDIY RY —LARNORREMFCZRIE (FcRn) O U 0 U > JHEEEN
FEESINDAEEMENH D Z &N S, AFIRESHICMRHLEAR, FERENRETIIERE/OTY VRKE
TR E BT 2REBENH 2BEIF. TRESEICAFOBABREZEBIT DI L, BB, THRIFVI 2
L—Ya Vit RICEDERESINLEDTH DI NS, HARSERIIBEOREZESICEHRT L&,
[10.28E&]

BEEDAXRFIRGE AEIDFHEFTRE HWFRE S DR

- . 300mg 1 =] D>E300mg _
MR R 17607

BRORE 600mgll_E B> =600mg | o1 X607
B A AR T 300mgil E 1[El{c > &300mg #1760 7R

NN R 600mgLlLl T 1= D>E300mg _

7T ‘D 1]~ == ; \/ \; s E/

GEIOTY VY KEETEE 900malLE Bl > =600mg M TER




8. EEREXNIEE

(RIFERBANES/ OE Y RIE)

8.1 TG IC & DPNHARIMERY O— > AMENT B /26, KEIZ R U LIBEICEERMENAMAES SN
ZEENDH D, KBIDESZFIULEEICT U T, HMESER. MERAMNRZFNICHEET DERE
EROZETERCBERL. RBICH U CEUIBLEBZITS 2 &,

(FEBBSA I 14 R EBAEREIREE)

8.2 AEIR SRR IEIM/IVREEE EHNICE=ZY Y > 7 L. LEEADNRBO SNBRWVGE I, KF DR Sk
DEEERNTEI &, BH. FEEDIEULBAICEEOMRUERNNIEBENRITT Z28ENIG 512
. AFIDFZESF I, RIE12BEIFEBEDOREEZTERCERL. KBS U CRYBRLBEZITD Z &,

0. FENERZRI HBEHICHI HEE

9.1 EfHE - IEREEDHZEE
9.1.1 BERRXERPEDEIED B % BE
AANC K DBEIRR R RRIEICEERE L P I KB 0ENH 5, [6.1. 11.1.1 8]
9.1.2 BREEDBERIIRPEELRDONDEBE
SRR A E (BEIEAE. FIARE. 1 Y 7TV TEE) (L 3RPEICEER L LT < R B R
NH 3, [61.11.1.1, 11.1.258EK]
9.5 itim
FIRXEIEIRL TWBSHBEMED H 2 I IE. BB LOBRENBRIEE EEh 2 I 258 (ICDH
w5952 &,

9.6 &3l
ARLOERERVBAREOBEREZZE L RIALOMENIEHEZRFTT 2 &
9.7 NR
(BREEREANEVOEYREKE T 2BMIFHROCRERTHEARY M5 LEE EHEFREAZST)
DEFET )

9.7.1 NREZWRE LI BER O RN ZEIFE S UERIRERIFER L TWARW,
(FEERBUAIN 4 PR BEMEREEIC & (7 2 AR RN EREE O PFI)
90.72 BEHAGKER. HERXIF2H ARBOIARENRE ULBMER VLTS ZER S U CRKRERIEE
ML TULVRU,
(EHBEEHENE (RT0O4 REIXIFZATO4 REIUANAORZIFIFD B L BEWEEITRS))
9.7.3 BHAMGKER. AR, ALRNXIFOMARHEOHN EZNRE UBIMERV RN TR E U ERKRER
FEREL TWRL, ECU-MG-30355&IF. 6 U E18mMAFZRE U TERULLM, 12mEKEDRE
EFHHAANSNED DT,
9.8 &
BEORBZHEELLGHL S, BEICKRET D&, —RICHEEKEE (B
Ae. FTEERE. RRIEEES) PME T L TW 5,

‘/UUX

(x o2V X <% 7
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10. HE{FH
10.2 HHASER (BHRICERT 52 &)

EHIZE EREREEIR - BB AE KR - BEET
AeEsO7 ) v aH| AGREITOTY VEEEOHBIERSIC | ARESOTY VEH & O3B
RUZFLYZUID—IANE | &> TAFODENBB T 2EENHH | BE5ICLD. AFOMBEFEEIETS 2
ANGEI/OT Y V) 20T, AT BBAICI. FHAOBFER | FTREENH Y,

[7.82H]

5%ERBITDHI L,

IT7HILFFER ZILT 7
BT z)

AEIDEHIHIET 2HFNHH DD T,
FANIC K BREEZHKT 2EEICIE. T7
AIWFFXER FILT7 7DHY A 7 IILEREIC
BT 2REEENS2BEBRUEICIRET
BEMNEFLEULL,

IT7HILFEERN ZILT77ICED  FA%
SORBUFCREMR (FCRn) ICHEE T 5%
HOMBEFEBEMET I BN D %,

11. BHERA

11.1 EXBEIEA

ROEWERNHSDOND I ENHBDT, BRZ+RICITV. BENR
PIRIEZITS T &,

11.1.1 BERERERRRAE (SEEAEA)

HENZBRICIIRSEPILET 2R EHE

BERE A N EBUMAEZ RAE L. 2BICEE(LT 22 ENHB DD T, FFNDEEICEEL Tld, HEBRIED
PIEARE (F2h, BfE. BENMEE. 0. BHREDOZ(b, B8, Ei - B, £33, SRENE) E08
RETHICTD T &, BEABRRBREENRDONICEAICIE. BELICZRLU. MEAIOKRSFDEYIR
MBEITS I L, BERABICHT 2T FUEEHBELU THERELULAIY. RTICESTAILNRDH SN
TW3, [1.1.5.1,.9.1.1, 9.1.28H]

11.1.2 ERERBRRIE (EEFH)

BEEMERRE. MARERE, A1 V7N IV TERREFOERBRRRENDGSDND I DB D,

[5.1. 9.1.2&81]

11.1.3 infusion reaction (J8E7<H8)
v I T I745F—ENH SN ENH B,

11.2 20t DE1ER

10%ELE | 5%~10%F% 5% BT
: B . KERPEEML, SFePERRARE. U > . -
% AIFRBDE | ) agmote. R RN F, FHERT R
EROKEEE - BB - St E . B
i B - EBEm. E5AE RBEm R -
. RIS R
=] N 17 N Eﬁ g
- . i R, . TR, B, e | b RICTR. EETRE
ﬁﬂ’%_ /LY ul“—_ﬂuj: Hg\\% Eﬁ\gxﬁthﬂy;é% %% Jﬁz\ Vv 9 HEDWK\ u;\:"\E—FK%:l\
M B RIEIZJIL SN AR IEH%H:'.JIII\ %@Z:’l%@
e BET R MR, . ER. BE. | 1V LI TREE. EAE.
e - B SRR, B, FMIET | B, TR, . B,
BSRM = . B




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 | B oL a s, mk | BR 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, S, MU, BK'
Zx ARz 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 &5, EE
=== — _
= B4 ol PR
Zof - - HEIEE -

) RIERE FREEREANE O VREZ N R & UcENERRESE CO7-001. FFHRASAMMRBEEEFZNRE ULEAL NOXNRT T ¢ THREMREER
C11-004JR CEMERARFER C11-005), £BIEIEMHINAEZWR & U ERERERER ECU-MG-301, ECU-MG-302 XU ECU-MG-303 [ &1 5 BAABED
FER, RARBHEAANRY N T LAREE EHEEHEAZE0) 2R & UTCERARR ECU-NMO-301 ROECU-NMO-302 IC& 1T 5 HAANEBEDRERN S &G
UTco

Yy

(x o2 U X v 7))
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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.
900mgMIZE180mL. 1200mgniHE240mLTH %,)

1413 FRUICREZEE T 20H/\y VEZBENCTENL I TR E EONTBRL, BT 5, Gky v
IRODRET 2HBFNNHDH RU THULIRSBRWT &)

14.1.4 ARE. M FROZENZVWD, BEBREZITS> I L, (BE. Y. TOMEEZROHCHDIIE
BAuLBEnwZ &)

14.1.5 A%, FMULCRIETERCHICERTII L, BRE. POZEIRETDEEIFE. HFRULRKRIF2~
25°CTHREFE L., 24 RREMUANICFERT 2 2 &,

14.1.6 FRUICHEEZRSHIICERICRDZ2ETHET 52 &, (NMBALRWT &)

14.2 FAIRSROER

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

1422 RFNIMI U1V EDEETZHEDE L MOEFE @RESEELAVWT &,

14.2.3 H#RU IR Z 18U LTIF25~45 7, 18K CTld1~4 BN T TRBET T 200 BEDOFH#.
FREICHU CEERET S &,

1424 AF OB SHICRIERANEKIR L LEEIE. EMOYIM TR EREZE 56X EKRE5ZHIEL, 8BS
KTH BEOERNLET 2ETEERICHRI DI &

15. ZOMDES

15.1 BRAER ICE D < 158
BRERTABRIC 5 L THHRIGHRIES N BEDRD SN AGKR L ERDHRNSEEER L OHE
35BS SN > T

15.2 FERARBRICE D < 1548
% RO fRIRFEAERER (60mg/kgZE BRI ICHIRPIZS) KRV T BERRERN B S,

16
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nnEEE‘Z’fE ‘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 HIPNHEZICHT 2V U U X OBMERVLREEZRETT 5,

(X RIBRAED V7> OEEZR T CHRAPNHEE29 4

(A7 F]lVYUUR600mgZEEL 4E&KS5 L. 5BEICY U Y X900mgz 1 EK S5, Z D%, 900mgZ
25BIC1 Bl 485 U, REHEIE12BE TH > 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] TZFHMER - R—X 51V ZEHEL U5 1288 ICH T 2 A KRESR (LDH) EOZLE
BIRFHMMIER : @l L /ORERMIROBABOEE, FAClT—FatlgueX’T—)H«_Ji DEHM U /oI5

[BIFEtE] X512 BERR TCOREEROENME OB ZE/ICHRE U, 5TELBTNRER . intent-
to-treat (ITT) MBITNRER EAANT-LEE). pre-protocolE ] (ITTEMTNRERM D S & RS
‘EZZT D OBRBRERITEEN S DERRRRI G VWEE) RORBRERSEZZ T ZIRTOE
ENSBIRABITNRER & U,
FEHMHEBICOWTE RIS/ VEZHZTE, BREZEEWR. BEZZEMNRE LIOREEW
REFINZBVWT AR=—ATA Vv EREL U IDHEDOE{LE =@ LUz, LDHEIC ZEHEN S 5
BEICDOWVWTIE, LOCFAICK D RAMBEZ T L Tz,
ITARTCOFMEBICOVWTEHRRAS EDHERBRICOWTHIHMEZT o7z, Fio Z{LBICMZER
BICEEL THFFMmzET> /e

10) 4EPIERR © EIP92E T ABRRERERER (CO7-001) (RERFFEFMER)

11) Kanakura Y, et al. Int J Hematol 2011; 93: 36-46
[(MZEMER © A3 ERIdAlexion Pharmaceuticals, inc. OXED H & £ nic]




Bk
(1) #512;BRICE 1T ZLDHEDN—R 51 Y H 5 OZ{LE (FEHEER)

51288 ICH T ZLDHEIINR—R S 1 VICHRTEERETHROH SN FE U (p<0.0001 & EH EDpfE.
Wilcoxon DRI SFIBERIIRTE) o

BMOIEETHBLDHE EIR—XZ1 Y R LT BETBEENSERITHES LE L (p<0.0001 28 LD

pfE. WilcoxonDFF SHIBAIRTE)
% : LDHIZPNHO BB R O E B4 BEAIER T 3 MEPIEMOISETH D . MAALDHED BN, PNHEEIC & 2 MEPSAN O8N BENEEERY .

FLEERR K REESR (LDH) fE (U/L) DR (F131E)

< 1900 _

2 *: p<0.0001 (ZE_LDpIE) vs. R—2S51>

g 1700 Wilcoxon ORF =~ BRIIRE

& 1500 F{E +SE

S 1300

T 1100

(@)

= 900

@ 700

1 500

£ 300

& 100

o 0 2 4 6 8 10 12 14
5 HARE GB)

SE : AR E

FHEiAE  LDHEZE S AR S EIE, #RFEIR IE 2B (OAE UAHE U 7o,

Yy

(x o2 U X v 7))
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(2) @i L 7oRERMERDEM DO RLE (BIRFHEIER)

IRIMERDEMEBAIE S, R—RA TV ELRU THRERTRICERICHEA UE UK (p=0.006 £ B LDpfE.
WilcoxonDfF 5 IERIIRTE) o

7R MM 3K 0D i [0 B4 3 4%

N—254y (BE5R128[) | #5KRTE (&51%12:8m8) 2B FopfE
EE v e 20 0.0 0006
(FE491E+SE) (5.2+1.0) (15+0.7) p=0.

Wilcoxon DS IRAIIRE

FHfiTE VU YU RS 28R ICEm U ORERMER (PRBC) D &EA#E Y U U X aRIBE R ICEIM U 7cPRBCEAIHE B U Teo

(3) FACIT-Fatigue R 7 —ILIc & DEHE L 7=IE 5% (BIREHMEIER)

R % Sl 9 S FACIT-Fatigue R A7 5 gV U U A" RETBBBE L D= T4 VICENTEEREBINAE

HENE LT (p<0.05 HE EDplE. WilcoxonDFFSHIBAIIRE) o

¥ D FACIT-Fatigue X 27 DEMIFEF DEEZR L THE D, RGICAATOETIIEFDBEZRT, FACIT-Fatigue X A7 D3R+ > KB EDE(LIE, E5H
LRIV OEBRNICERBE(ERET 22 EMHHEINTWS, Lich > T AATH3LEENT % S BARNICERRES ORE. 3 EDFE FRK

MICBRBESLRNILOBLE RS,
FACIT=Functional Assessment of Chronic lliness Therapy (1245 5k DEAE )

FACIT-Fatigue R O 7 O #t#

8

@ 7

K

ﬁ 6

'@ 5

/9 4

X

<3

K2

,} *: p<0.05(£B LD pIB) vs. R—RF1Y
1 Wilcoxon D& S MIBR&TE
0 T8 £SE

0 2 4 6 8 10 12 14
1B 5HIE GA)

FHEAE BHEEREREICEITZES ZHET S/ ic. QOLFHMmIEERE T H 2 FACIT-Fatigue X — )L (version 4A) ZF W e, EH X AT
[EFACIT-Fatigue AT —I)LOX AT )V T HA R A VIcfiE> TE R U o R—X T4 VEX D7 (FHE£SE) : 38.56+1.9,



(4) [BZER] BUHBEEAOZE*
EREDETIIPNHEE DT XRICEET I2EEREBEE THSH I NS, VI U DRENBREICKIFT S
BT EZFMMT 2EMNTERBMZEBL X Ui, KT —FY B3AFKTMERTH S I & TPNHZED
ZHR 7+ RClinical QuestionDIRYLT —F £/ > TWBZ EMS TRNUL XTI,

- A T AEER [CO7-001 &5k (AEGISEHER) | Ickd W, VU U X" Z&R 5 I NcPNHEEZE29 6 D #I65 % H.
R—=Z2F4 VEILAT—ITUEDCKDEHE L TE D, GFROFBR{EIE130.8mL/min/1.73m’ (HF26.2~
317.3) TU T,

VYU UXREI2BEICEWT, 2968141261 (41.4%) TCKDRA 7 — Y DREMBDH SN B L IE164]
(65.2%) TUTco 10ITIEFIRGI2BRICHMED AL IRDFEED 51, CKDRAT—IDCKDIBEULHS5RT—1

NIEBZRBHE U T,

VYR aRPEFOBEBRROAT—J DR

~ CKDRAF—Y DHE 21k 73 CKDAF—Y DEE
LEHE 12 (41.4%) 16 (55.2%) 1 (3.4%) 0.0002
AF—Y3~5 1 (3.4%) 2 (6.9%) 0 (0.0%)
AT—=I1~2 11 (37.9%) 5 (17.2%) 0 (0.0%)
IEMEBRIRN RO 5nimn ZLR L 9 (31.0%) 1 (3.4%)

K INR—ASAUDNSDERAT—IDEBREINEOEEX REZBVWTHERL., CKDIZAREICHEXIFEBEY 2RFBEZ 1T 1o

N—RFA VIcE T BPNHEE D BEEE

BB (CKD) 27— N (%)
X F—I5 (GFR < 15 mL/min/1.73m?) 0 (0.0%)
AT —34 (GFR 15 - 29 mL/min/1.73m?) | 1 (3.4%)

AT —33 (GFR 30 - 59 mL/min/1.73m?) | 2 (6.9%)
25 —32 (GFR 60 - 89 mL/min/1.73m?) | 4 (13.8%)
257 —31 (GFR = 90 mL/min/1.73m?) | 12 (41.4%)

IS B RERAER S A 10 (34.4%) | BEBEROKE (RT—) (. KEBEHEME (US National Kidney
= o Foundation) ®Kidney Disease Outcomes Quiality Initiative
) 29 (100%) | (k/DOQI) it R DAEICED = H5E,

[FHfiAE] CKDAT—YDHEFEE R—ZXAFA VIR IFZEBVEEEAT—IHNSKREI2EBICE T2 L DBERIAT—INDEIL,
CKDRTF—YDEE[F A=A VLR T IBRERAT—I NS LDEVWRT—INDELE U,

[RrstE] BHasictgsazv U UR" @%3% FERNCHE S NCEMEER TIdAh > 2o CO7-001 (AEGISHER) IcEAANS, YU U X’
HEREINT-EHE29FIDBFHLREIC D W T EEMBITZ EH L T,

10) #tWER © BN DERKREER (CO7-001) (RRRHMEERD
11) Kanakura Y, et al. Int J Hematol 2011; 93: 36-46
(FIZMAR © A5tB&IdAlexion Pharmaceuticals, inc. DXIEDH & EfgS /]

> 7 ®

) A

(x o2 Y 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
ERN290IHR1 FUICHEIR L. ARIEFEH2 &, CRIVEZEREM 4FTUR, FETHIZERL, &
EitfleH D EFEBATLU .



2. £ 1EEERER [C04-001 &E& (TRIUMPHEE)] (GeAr—4) '?
(EEBLSHER-_EER TS LRTBRER - RINRER)

[BE MWIPNHBZICHTZY VY OBEMNEROZE2ERRETT 2,
[ RIBEARTVFYOEBEZFCBONANERPNHEZS7HI (V) U R BE436], 75 REE444])
0] B 77 ERIGET A 5ERS L. 20#%2:8(C1 [0, 21 BEHES L,
YU U R E600mg%ET A, 4EF%5 L, FD1E#IC900mg% 1 @5, ZD#%900mg% 2EIc
1[El 21:8E%E U, H5HAMIF26:8ETH - .

WEXTI1—)L
AR SN e s
B50 \i 9EH. z0%
2 BRILL LB = b2 34 5 6 78 ommey
o
I \/7;) ;r ol ol olol ol x| o]l x o
JUF > DERE L= 600 | 600 @ 600 | 600 | 900 X 900 X 900
DEE5E (mg)

[FHMEER] ZZEFMER (RIAENLBHEBITER) - NE/OEYTEMROKRSHEF ICEM U /OREIRMIR D&
ME A #
BIREFHIMIER : #mehet, LDHOAUCZ ISR E LA, FACIT-Fatigue X7 — )L
[EEtrstE] T REM C U T ITTRITYRER (BEREINIT UIceEE) . pre-protocolfE[M (ITTEAT XY
REMDS 5, ARERSERIT. M OBRERBEEZN S5 DERBEHH7EVEE) RO HBRER
BRI RTDEBEETERS NSBITNREL ZETE L 7,

12) Hillmen P, et al. N Engl J Med 2006; 355: 1233-1243 (EREFEHME R
(FIZEHR © A5tB&IdAlexion Pharmaceuticals, inc. OXIEDH & EfES N7z ]

Yy

(x o2 U X v 7))

23



B

(D ANEJOEYRECKRCERSEIRE PR ICEHI U 7o iR E 7R MER 0D i i 8 (728
(EEFHMEIER - RELMVREITHER)

VUYRBILEWTERIAT/OEVYRELL DERSN-BE G, 77 RBELDERICEVEIGTLE
(p<0.001. FisherDEHERTE . REEIREEITIER) o

Fre. VI IR BICEWTERSHEPICHE L UBEERMIKEMEMEIE T ZERELDERICHEAS U
L7z (p<0.001. WilcoxonDIBRIFIRTE . RIS ERTFER) o

X RBEICEVWT, BRBBAPICE T 2BMKFONT/ AL VBEEZHMNFREBEE U, FEHBARICANT/OEVEIRMBZEEEZ LR, N DOMMERITS
Mo IGRIENEV AL Y TEEINER S NI & ERE.

RRPORMIREMBMEENETOEVREL

M=yl SBEHARI T (2658R)

TETMER ‘ : : :
UOUZEE | TswmE | vy
0

ANEZOEYRELED 49 .
B ENIBHE (%) VA VA (o441 | (21/43p | P00
S 85 9.0 10 0
wmL e B
744 —E + + + + +
By | M ESD 97507 9.6:0.6 110:08 | 30:07 | p<000]
& 3 417 413 482 131

TORERN2H BEOBMT -5 %60 BICRE  *:FisherO IEHERE (ZEMEEHAEL TULARL)  **: WilcoxonDIERIATRE (SEEZHEL TLEL)

FHliTE BEENOHRPAETICE T SMMEONES OV EZRE L. Kk 2 DEM EICNETOE BN S W, MO, Fillz
RIFBH S IGREANET/OE Y ORER EHMTL o, Fic BME AR 2 BOEET — % SIRRTORME = tLE L T,



(2) FACIT-Fatigue 2o —JU (BIREHMEIEE)
V) A BEETIE26 BB DY A 7 (FACIT-Fatigue 2 3 77%) h¥6.4 7R+ > NEIN, 75 REETIF40/R+ > ~
AU, 7o ERBE B U TRERENROSNFE U (p<0.001 B EDpfE. WilcoxonDFFS(FIERIRE)

% : FACIT-Fatigue R a7 DEMIFEF OHEEZRL TR D, RFICRAIAFTDETIIEH DB ERT, FACIT-FatigueX A7 D3R > MU EDOE(LIG, S
LN OBRNICERBEMERET 2 I ENFEHSNTWS, Licht> T, AAFHILUEIBINT 3 SRRMICERBRES OWE. 3 EORA SERKR
HICERBEFLANILOBE DS,

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

FACIT-Fatigue X O 7 O##

*

VYR B

N~ OO 0

*: p<0001 (ZELEDP(BE). T p=001 (BB LD plE) vs. 77 MEE
Wilcoxon DRF S IBRIIETE
O ............................................................................................................................................. :lzi/;j,ﬂ’é iSE

ToREE

R=RZAVHEDHIELE

-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 —JL TRIE U Tz
N—=RZAMBEAOT (FHELSE) | 7S5 ME34.3+1.9, VU U X'E36.7+1.6

T

26 BEDESHEICE VT, VU U ED4361H4361(100.0%) ROT 5 ERED445)
F4064) (90.9%) IC1 U ELDBEERIHBESI NI U 77 ERBELDEVIUU R
HTEZABESNLCEILEESERIT. BHE44%). BIFEX (23%). E&E (19%). &
D(16%) FTUL. EREBREBEESFTRE. VI VUREHD4H, 757 REDIFICHKS
SNFUL. VI YR BICKETZEELGHEEEROARIGPNHOIER. BlfE. BEILIERHRENR
fih. a L Y UREMEIENSE1 HTUI. 75 ERBICEIT2EEREESFEROARIE
PNH®DEES 1‘-‘F !@FF'?RT&’J‘F 2 1. PNHEEIR DIETE. FREGRR S, FIOERIRAN T — 7 LS, B,
FEh, BRRX, BAK, B, EXERR. VML ARBRRDEZ1H#T

L7, TI:I‘_‘@HEU&I . BEFRRICEBHREHIUHIZVYURET

161 R . 77 ERETREROSNEEATLU .

‘/UUX

(x o2V X <% 7
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3. SRR ER [C04-002
(BHERERA — T > S RILEER)

8% (SHEPHERD#R)]1 (BHAT—4) '

KIPNHEZ ICHT 5V U Y "OReExRTT %,
RIBEARE TV F > OREEEZR T ICPNHEEIT 4
BV U U R600mg7%z#ET Bl 485 U, 2D 1:8#%I(C900mg%z 1 [Bl#% 5, 2 D#900mgZz 28I 1 [a]

A7 BERES U, ®E5EEIE52BETH - 1,

WEXTY1—)L
S i A 9P e e
50 \ 9BH. z0H%
2 BRALLE R A 21345 A Y A ey
BEAE 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 TOREMEROCEMNEOBRITZE/ICRE L c, RBRVREFD
T VIR OREZDBEDBTERFLINTOBEDET —FEEH K526:8H
RUB2BEDKRTEBL LR OCENEDEERITICEA L

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




B

(1) LDHOAUCZ#EIFR E LicAam (FZ5HEER)

R=274 5 DLDHEDZE{LEDAUCDHFRIEIX—632263.5U/LxHTH D, VY URICL>THE
NAMDERICERULE L™ (p<0.001 &E LDpfE. WilcoxonDFSAFIERIFAIRTE) .

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

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

N—RFAICHE T BLDHOHRIEIF2,051U/LTH D, VU U R KE52BRFICIF269U/LICE THEEIC
BTFLELE (p<0.001 &E EDplE. WilcoxonDFFSMIERIFIRE) o

(3) FACIT-Fatigue 2 A7 D Z A1t (BIRFHEIER)
FACIT-Fatigue X A7 &, VU Y X'EETBENSR—IA T4V IDERICERLU (5.6), #52:EBRKOEE
1F12.2TU 7T (p<0.001 B _EDpfB. WilcoxonDFRFSHNEMFIRTE)

T2k
Q7 BIHO5H (97.9%) ICTHU LD EEERNBESINI Ulcec EREETERIEIER
(52.6%). RIFEX (32.0%). LRERKF (29.9%) FTUk. EERBEZEERIF19AIIC
4A4FERB L. ERBOEEM (34614 4) . %2 (3613 4) . BMKRUERRE (F26124) TU T
RMEXCRBFEREICEEVCERERAZEERIE. 3MI3HHRESNI UL, YVUIR'LE
BEEIT2EEERICLBETH. KEPIEHIEHDEXEATUL,

‘/UUX

(x o2V X <% 7
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4. BHIR5HER (E05-001 HER) (BHT—45) 4
(ZHEZRERA—7 V5 ER)

(B ®WIPNHEEFCHI BV Y U ORAZEMEZRET 5,

[ RIBEXETIFOEEESITIPNHEZ1954] (/S O ~ER11 6], TRIUMPHE ERS7 .
SHEPHERD3#E897 1)

V2] iE] TRIUMPHEER T 7 Z REED BE (44 4)) (F26:8H%ICY U U XTIy &E Xz (VYU 1) X"600mg
ZHE1[E, 455U, 20 1:BZIC900mgz 1 EiRE5, ZD&IE2:EIC] ERE5ZHkiK) . ZDMmD
BEEFV YU EHERFE900mgT2EIC T BIRERBEE KRS,

(FHMEEE ] B EZFFMER | REL AN -2
BIREHMIEE | LDHDOR—X T4 V5 DOE1L, g1 N> hADFEERE

[EEtrEtiE] =40 D T IE. SERFH6H B D2006 %4 B26 HICER U 7z, 2[01H O F AT L. 2006 5
1MBI7THDF—IRN—ABEERKICERE Lz, 2008411 ABST. INTOEE EHREOY Y Y X"
BEICBITL W

14) Hillmen P, et al. Blood 2007; 110: 4123-4128 (&REFFHMERD)
15) Hillmen P, et al. Br J Haematol 2013; 162: 62-73
[MZEME R A3 ERIFAlexion Pharmaceuticals, inc. OXEDH & £ i)



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

VYUY RICED, LDHIERT » BUBEDOIRTOHERR TERICHBA U U (p<0.001 &B LDplE.

RERIE DB o

e, 75ERBEHSV VY X' REICEBLLEBETS, AREBRODRHSNE L (p<0.001 BB E

DpfE, RERIED BT o

FLEERR K REESR (LDH) fE (U/L) DR (F131E)

2500
IANTOAIERFRAR Tp<0.001 (BB LD pIE)
2000 RIERTE BT
% """""""" ELH(E R x1.545(334.5U/L) R,
@ 1500
j@
% 1000
T
(@)
- 500
0
0 6 12 18 24 30 36
5 EARE (B)
Bl (n) 195 192 188 189 181 132 87

HfiE LDHEZRSHED 54BE X TIEREE. Z0RIE4EBBICHEL. PEBRITSDO52B8E TUEL .

Yy

(x o2 U X v 7))

29



30

[S&EH] Mig1 XY MADORE BIRTEER) 'Y
Mg R b &, VU Y RRERI3OM, VU U R EERIHFICBOSNE U,

VYUY RERIRICE T HMEA N MY

p<0.001 (%E Lo pié)

40 |

39

30
&
7
£ 20
™
H

10

Wilcoxon DTS HBRIIETE
0
VODYAE &= VYR 5%

[FrEAE] VU U RS EEESHOmME1 Ry N IE R U,

[RirstE] vV U RERIOMEAS R ML ERBREFIOEEBECRITZ2ARNY NIRTEEDI, VU RSEZEOMmEr Ry ~
[ VU YU WEREN S, RIRERSE TOHERIEB 2132006 F11 BOT—IR—ABEELTOHBOWITNHME IR
U ADANRY RIRTEEODC, gAY NEOEEICDWT, BRNCHEE U BT & L TWilcoxonDFSMIERIIRTE %
AW,

14) Hillmen P, et al. Blood 2007; 110: 4123-4128 (&:REFHmERD
(FIZEHER - A3 B (FAlexion Pharmaceuticals, inc. OXED & EfsS nrz]

5. MBEX IFRICEIEY R (i)
(BIEERBEANES OE Y REICE T 2B MmImED
5.4 FA|IC & B MIEEIRAEDIFIZI R, BRENENR K OESHIR ISR SN TVRL,




Eoyc 4k

BEERIZ19561F19441 (99.5%) IcHRESN. EBREEERIITAE1076(54.9%). &
IREEX 97 Bl (49.7%) . LEREFB804! (41.0%). THI68 I (34.9%) . FB063# (32.3%).
IEME5041 (25.6%) . EEBE48HI (24.6%) FTU. ERBAEERIZTHFICHEIRU. B
EICBIEUVCERBBEERE UTEROM. VAL ARRIECH]. TRERR. RERRNE3
B, $BERK. BEIRAEMIMAE., Mk, MPIRkaRREE, BUMAE. BRMAEES 3 v . VMILRAEBBRX
HE2HICFEHSNFTUlco HEPRUMBFIIFICHRES N, BEERICKLZIREHLEEZIH
TUfco ZD5EBHMEDEEERICL2REFIEIISHIT, ARIFEIR26). BREFLK
REMREE] O, BERRAEMIMAE 6. PNHOE(LT1HITU e, Fic, EBEBHEIRERMR, BifF
D BBREERE., A7 RIMAEDERKRIERICK BFETHDB DXL, WIndbYIUUR"
EDEEIRBOSNEIEEATU

‘/UUX

b I S

31
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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%) &
OEBL20.7%)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
BERRIRBIE (%) 27%1(93.1%)
BERRERMAEK 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)
SEIERR 0( 00 10 ( 5.1)
2HBEEL LUK EFKRE 8 (27.6) 87 (44.6)
FE 3(10.3) 33 (16.9)
FROEBA 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)
FR SR 0( 0.0) 22 (11.3)
YA )RR 0( 0.0) 22 (11.3)
[EXK 0( 0.0) 10( 5.1)
SE.RFELSLVCUNESHE 0( 0.0 52 (26.7)
s 0( 0.0) 22 (11.3)
FRERIRE 5(017.2) 23(11.8)
ALPL+&H 2(6.9) 0( 00)
FUIEYER 2(6.9) 0( 0.0)
HmERRE LB ERES 2( 6.9) 105 (53.8)
ESfEEE 1(34) 31 (15.9)
il 1(34) 21 (10.8)
PUBs R 1(34) 28 (14.4)
EisE 0( 0.0) 39 (20.0)
ifipctiia 0( 0.0) 14 (7.2)
BEiERE 0( 0.0) 12 ( 6.2)
(ERITE 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 & OthRESE 5(17.2) 80 (41.0)
ERE% 2(69) 0( 00)
IR 1(34) 31 (15.9)
MR R DB fr 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 THEEES 5(17.2) 58 (29.7)
PP 3(10.3) 0( 0.0
Z S 0( 0.0) 15( 7.7)
B33 0 ( 0.0) 13(6.7)
MEREE 0( 0.0 28 (14.4)
il 0( 0.0) 11 (56)

*  MedDRA ver.11.0 = W\ CEIER

kok B IAR/ Oy SR (C02-001 BiER) & & 02 Dk 55k (E02-001 &8k, X03-001 #5%) . 2 4R
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)

33



I.aHUS

aHUSRERRAERDEEICDWT

FEHRALRMMEREEEIFAEEEENRE UCRARARISINTHEXAE TV F UEBETTEBINE LU
Tl BRRET Y F UEER X LISEERT4HMURICAF IR E SN EEICIETTEINFHRICERESE SN
F UTco R, ERERREER (C11-006J5358) O/NBEETIIMAKE TV F ROV 7T VHELET Y
FrOEETTERINE U,

1. BN O BB AREAER (C11-005J:ER) '©
(ZARRYGF 4 TA—F Y SRIZHEERERTER)
—EEFINDORRERVCHEOT—INEENFTIH, ARFTHEER TIDOTHENLET,

[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 EORREBRICETZIEREZED). EER
BEEROEBEXR (BEEERYY YU EORRBERICET 2BHESD)
BIREHMEIER  MAMRB DL (R—R 54 2 Hh 5 DIIMREDZAL) ., BHEEEDZ L (N—X 51 >
M5 DeGFR, SICrk U*CKDAT—Y DZEAL) . NEV/AEYDEL (R—X T4V
NEDANETOALEYDEL), LDHOZE L (R—ZXZ4 D5 DLDHDOZEAL) 78 &
[FRATEHE] T RN TOWRENDR EHI2BEDOY U Y ABEERT LR T, TERITET o1z, BITER
EMIFRELRI > oo BWERVOLRLMEDERIG. BEE LU RS BEE T SEREICOVWTEAL
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, EEDFEFREBBOSNIEAT U, i, ETHIRLL . FERVEEER
IE&BEHUFBRDOSNELEATU

- 3FIDM/IMRE G BB ETRIEL ETHBLE UL,

- REBPEPICMBRERCFROENZXRELUCBERIRDOSNT R—AF1 UHS5ERZERMEL TW
16ITIEENZBARL X Lo

" . /iR ER (x10%/ L)
R e e ey WEREEE | ~—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 25.9 23.6 ~27.8

%1 10kgl E20kgFRmDEEICHT 21 [EdH e D OAGEHE LB AL600mg. HFLH300MgTY
*2 18U LEDERICHT 21 [EHD DEZHAEIFEALI00Mg. #RFH1200mg T

16) &R - EPE TRMRARER (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. RfciF12mULE18mEATEN DEEAOKG L TMRFCEIBIAME DBEIRAE Y 7 F > D
BEZX(IcaHUSEE 174

(7 F]V U YU XR900mgZ#ElE 4:8fEKS5 U, 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] =ZFHMIER : M/IMREDZEL
BIRFHAIER : TMAA R 7 U — TMANAK, TMAERER, QOL (EQ-5D) DZ1L, MELDH®D
Zp, B/ S X =5 DE1L
EMEEHEER" | MRFRIEEL

% K[EFDA (Food and Drug Administration : BEmEZXEMF) K URINCHMP (Committee for Medicine Products for Human Use :
EERFER) LHBBRE L ICERTMER,

[MRATEHE] TN TOEEEENREFIRE26BENU LERZAET—Yhy NATRE U T EIT>Tco 2B%
MEHMER ICRWT, BAaHUSEE 2R & LR R VT8 EAMDaHUSEE R & U oty
ZHELIT—YICEDE, EBMZTofco BWERVREMRITICEVWT, VY U EZRE L
17 B DHERE T N THITTRFERICE ENT,

17) Legendre CM, et al. N Engl J Med 2013; 368: 2169-2181 [Fl#%H/x @ A5Ek(EAlexion Pharmaceuticals, inc.OXEDH & XS /]
18) #HAERL | BHAERAREER (C08-002) (AFRRFHMER)

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
(Z704 RAXIERT O REIMSA O REMEIFEID+DCE LBVSHICRS))

BE. IV VYT (ETFHElRR) & LT TRORE - R CREEET %,

FXIIEE L YN HERFHA
18U L 1[E900mg7z 1 Bl Ta4E | #ER54BEZD 51 E1200mgZ2:8IC1 [
18 /AR
40kgl £ 1E1900mg7zE1 B TE4E | #ERS4BEEH51E1200mg%258(C1E

30kg{ H40kgFKiE | 1[E1600mgZ:@E1 [ETE2[E | #E%52BHEH S 1[E900mgZ 2581 [
20kgl E30kgARF | 1[E600mg%z@E1 B TE2[E | #Ek52BE#N S 1 [E600mg% 281 [
10kg{ E20kgFKiE | 1[E1600mgZ:@1 BT 1[E | #E#&%51BEE S 1[E300mgZ2:8(C1 5
5kgbl £ 10kgF i 1[E1300mgZz @1 | T&1[E | #FEERS1EEE&D S 1[E1300mg% 381 [

Yy

(x o2 U X v 7))

35



36

B

(N R=RZ4h5DIM/MREDOZE( (EFEFHMER)

R—Z254 Y (109x10°%/L) S D 2N ICEELMNRKEMDS, VU IBREHSEDHEW
158137 B (p<0.05 £EH L DpfE. ANOVA) Ic. £-26 BB X THRE5Z2DEZAER 3 BEBZRL) T
H#5NF U (p=0.0001 &£ H LDpfE. 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 KRk HRK ek seoksk Aok sfefete sk
100 R ok ekok skekok

80
60
40

ES S

*: p<0.05(%B LD plE)
#k: p<0.001 (BB LD pfE) vs. "= 51>
ANOVA
20 1 BN FIIERV O5%IEBXE
O 1 2 3 4 6 8 10 12 14 16 18 20 22 24 26 (B)
S EIE 17 16 14 16 16 15 15 14 15 15 15 15 14 15

MMREDFIIMEDELE
(x109/L)

MR DR =54 D5 DELEICDOWTIX 2FRD DY MATERETOXAIERLOCHERIC L DHET LT,



(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 o2 Y X v 7))
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(B) TMAAIRY h7U— (BIRFHMEIER)

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

176151161 (65%) BTMATEZMZZEM L XU TMATEEZEME. YRS %2BE TH 5N, TMATS
ZEMETOEAB DR REIFE4HT L,

TMAARY K7 — /[TMAZZZHER

TMAE2Z=%)

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 DETRY U YU X HE5HhDPE/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/EMNS0H/EBE/BENEEFRICETLELUE
(p<0.0001 & B EDpfE, FFSMIBAIRTE) .

TMAART AR

- p<0.0001 (%B_LDplE)
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 e RIBENIRE
. (0-0.31)
VUUZRER] VUUR 26 BREE %
(n=17) (n=17)

FHEiTE TMANAEEEE/HH 1D OMERERITROFRSBTERE Ul

> 7 ®

) A

(x o2 Y X v 7))
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(5) BikaE/ NS X — 5 DEAL (RIRFHEEE)
YUY RIEEDR—RF1 Y EHRTeGFROBER LENH SN E LTz (p=0.0001 £E LOPfE, 1EAHRTE),

eGFROZILE

100
F9E+SD
*p<0.05(ZE LD pfE). **p<0.01 (ZBLDplE) vs. R—XF1 >
1 IEARRTE
80 Ak
ok
< > 7 ok
5 *ok *ok fok  FK
~ 60 T #x T T
£ oK
~
—E' 40 sk
~— T -)
A % g
S o
o
L
@)
(0]
O 1 1 1 1 1 -+ 1 T 1 —_
-20
01 2 3 4 6 8 10 12 14 16 18 20 22 24 26 (GB)
SHEGI% 1717161516 16 15 15 15 15 15 15 15 15 13 15
SD @ BEERE
VIYRBEIZLZDBEEE/INTA—TDEIL
_ 26 B8R D
EX L5 e — _
EHEBE/INT A —% (N=17) =R (%)
eGFROR—Z F+ ¥/ 5 15mL/min/1.73m? D +F 9 (53)
M7 L7 ZFUMEDR—I T4 I E25% LU EDIET 11 (65)
CKDRF—I DgE™ 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 54 ¥ H 5 DZAL (15mL/min/1.73m* MU ED ER) MBI L 7 F =Y ON—Z 54 U1 525%LLE




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

QOLD#EIRTH SEQ-5DDERIKRIIERD 3 B IBMMH S icBEDENE (RE5HHE26:8MH)

20%
3/ 1561)

80%
(12 / 15641)

S SE  AEDE (QOL) dZbld. EQ-BD*THIE L. KE D IE#EEA (Time Trade Off : TTO) ICREWRA U HREDBENRZELH
HolERBRUBRNDER (MID) Z5Hi U feo AFHMZETOMIDIE, 006 EDX 7 DEIMNE L THREL, REMB/UEDZR T
DOEMZERERNICEROH DZELE Ul
¥ 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, OEEAMNSRD REHICOWT, THER LU TW SHEENH D ). TRELRBEEND D,
DI EFETETEIET 5,

Eoyc ik

176151061 (59%) ICEWERAFEIR U X Ulco EREMERAIIBMIKFAAME. D, 1B, #ET
HRME (F26). 12%) TUl. YUY VR EEAENBZDELNBWEShIEEEREE
ERIFIHICHER L. ARIGETESIME2H. SME1FITUR, e, FTHIEE L, BIE
RICLBBERIEFEROSNIBATUL,

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,

[ RIREAMWICMBEEZZITTWBI8mME L. £E12mU 18K MmN DAEEAOKGU EDBEEAE
D0 F Y DEEZ T caHUSEEZE 2041

[/ &ElYV 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 = &
BfERET I FYoEE | 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) K URINCHMP (Committee for Medicine Products for Human Use :
EERFER) LHBBRE L CERTMER,

[BBATEHE] IR TORBRENRSHIBE26BEU LEBDHZT—Yhy MATHE LU 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 FRHIHER < & 2 IFMRELAM M REFABRE OBECERT ST L,
¥) DEEAVAMMERBAEERE (aHUS) 24 R2023, (BABEZS - BAMNERNZR - BAMRFZ S - BA#EGEZES -
ABEFR) Z2EICT DI L,
5.8 ZTRMMAZER/NIEEDBEICN T SAADOEMER LR IFHEL L TULVRW (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 OMEFEREROMIMRENN—X 54 MEHN S25% B2 BB T. QmEREHET. QFBEM L.
HEDWINEHERL TI2BULERDS NN EE U,

PP



(2) MiEFHIERL CEMNEETEER)

R—Z2F4 Y DIUMREHN=15.0x10%/uLiZ> 36D > 51 flz &L 204141841 (90%) A ILRKZFH
EBZEERULE UL,

MRFHERELHSNIBEDEG (IR5HFE26ERE)

10%
(2 2061)

90%
(18 / 2041)

FHfiAE MRENIES{IE 4:BEMU EIChicd2EBL EDER U SRIE T, MAMWREA 155/ u LB E, LDHENULNU T ZEic 9 5a
& UTe,

44



(3) TMAN A (BIRFHEIEE)

YUY R I2& DTMAN AR (MERFEEITTROFREREE) FERICRD UE U (0<0.0001 &E _EDpfE.
S RIEAIRTE) o

TMAN AZE
n=20
FROE (Fr/)ME - FRATE)
p<0.0001 (B LD p1BE) ?&%f#}lg}ﬁ*ﬁﬁﬂ_
0.4
m
~
H
e
~
&
% 0.2 0.23
5_ (0.05-1.09)
<
>
'_
0
0 (0)
VYR 5q5] VYUY Z 26 BE R 5%

FfiTE TMANAEESEE /B H 1D OMBRERITROFRSETERE Ul

> 7 ®

YA

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

eGFROZILE

20
Fi3E+£SD
1 EERTIRTE
15
10 kk
I * T

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

o
ocf/

*: p<0.05(ZB LD plE).**: p<0.01 (BB LEDpIE) vs. R—AF1>

ek

Kk

HEiAE BHEEEeGFRON—Z 5+ U h 502 (156mL/min/1.73m* U ED ER) MEI L7 FZUDR—R 510 N 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)
QOL®E1ET % ZEQ-SDDERFRMIEIRD 3 B HNH'H 5 h fe BE DS (5126 8/H)

27%
3/ 1141)

73%
8./ 1141

SR AEOE (QOL) OZ1biE. EQ-5D* THIE L. KE D REEEES T (Time Trade Off : TTO) ICHEVMRE L. IWRENBMARZLH
HolcERUBZR/NDER (MID) Z5HE U 2o AEHIEETOMIDIE, 006U EOX 7 DEME L THREL. FEEBULEOR T
DEMIFEERNICERDHBEE U,

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

T

20415661 (30%) ICEMERDEIRUL X U, EREIERAIXERBE. AMKEMAME, 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 NAZRNRY T 1 7Bk (C09-001 HER) (BHAT—%)

(BRAIFEN AFER)
—HEBINOAERVBRDOTF— I N EENET N ARBTEERTTOTTBNLET,

(B ] BRREEMUANATY U Y A" %K E5 U caHUSEBEICR T2V U U R OZeEROBEWNEE FHTT 5,

[  RI2007EHN 5200912 AFTICY Y URBEEDIRCEH 1 [EFF TcaHUSEZEI06F (1 25 AKTH:
156, 12~18mk7E : 460 18mUL : 1141)

(5  EVUUREERAKS L, R5HEBIEHEERSHI SRIAKRS ETEREICE > TERD, HBRIEHEAD
D¥IRTTRO SN T,

[FHEER] /R D EEERE, TMAARY K7 U — TMANAKR D= (B SRR RS H), eGFRD
15mL/min/1.73m* Y ED EF & E

[FRAFEHE] 7 0 AR 2 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. SHREXFFNR (k)

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

6. BERUHAE (k)

(FESREVAM M FREBAEEREE I 17 2 M EHNMERE QMR FREEHENE (R70O4 REAXIEZ T O RAIUADRE
MHEFD+2CE=R ULRWSEEICRS))

BE. TV UIANT (EFHEER) & LT TRoRE - B CRERLT %,

FIX IAE B HERTHA
18U L 1[E1900mg#% B 1 [ETEr4E | #MER548EEN 51E1200mg%2:8Ic1 [0
18 A
40kgU £ 1[E1900mg#% B 1 [ETEH4E | MER54EEEN 51 E1200mg%2:8Ic1 [

30kgLlE40kgF# | 1E600mg%E1 ETs2E | #MIEKZS2@EEA 51 E900mg% 28I 1 |
20kgLlE30kgF# | 1E600mg%B1 B Ts2E | #AIEKS2EREEA S 1 E600mg% 28I 1 [
10kgl{_E20kgski# | 1E600mg%:B1 ETat1 B | #EHRS 1 BE%N, S 1 E300mg%2:8Ic 1 B
5kgbl E10kgsRi# | 1[E300mg%@1 ETitl B | #ERS 1 BE%, 51 E300mg%3EIC] [




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))
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(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

TMA ARV 7Y —ERE (%)

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



(3) TMAN AR (Bt HEEE)

YU ZE & DTMAR AR (MTRERCFROEREE) BERICHAS LU (0<0.0001 & B _EDpfE.
IR S S IRGRE) o

TMATT AR (7 7 )L — THEH)

HRoLE (B/MVE - RAE)
*: p<0.0001 (BB EDpE)
AR S LIEAIRE

05 *
*
T 04 X —
w
# 03
& *
% 02
&
< o1
= (0.00-0.41) (0.00-0.08) (0.00-0.04) (0.00-0.41)
0 0 0 0
VYR &51% VYR &51% yyyzRs &5 vy &5
B 5H] B 5H] B 5H] 5 H]
Exll 12 iAo 12 L E 18 B 18l E*
(n=30) (n=15) (n=4) (n=11)

FH#iAE TMANAEIFEE/BH D OMBEEBTROFRETERE U,
¥ EBAICOWTIE T T I =TT TH %o

> 7 ®

) A

(x o2 Y X v 7))
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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,

EERBERRE7HICEDOSN, VI IR EARBEDPEETER VW EHIITS i RED
7 4 (BfRke, [UBRAZ., BUMEE., RIEZE, A7/ bOT A TFARKE ERERE, BEX) I
HwESNFT LT

VUUREREETBRTHIEEL . BEAICLREPUFNBBHSNEFATLU .,




TAARY T 1 THER

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

3 I ME 4= 7’?/%3‘:‘%%—‘_";8'_1US“_,\%?K1 ﬁﬁﬁﬂfﬂ %/iﬁ@?faHUS,u%is

E?%?H%%Q;‘MA% Eit%su (C08-002:88) (n=17)** HER2 (C08-0035ER) (n=20)

- B A (218%) /BO& (12~<1850) | mA (218%) /BVE (12~<18)
@ /R DA R OB E R E A T R

VYRR EERE

2658 (n=17) **

v

aHUS D ERR M
VU REERRE

O MEFF AT DOEE, M/VRE. ADAMTS1 3 E M, HAEDER K ISLDHE/V L 7 F = U BEORER L
@R 528 B (hRIE

1 ~7038)

X1 TMADIERICK U TERMD DB MEFENER o R+ TH > eh\

H U IERMETH > fcaHUSEE

X2 BEI7HIHRI6FIN26 BEDESHE AT T, 16llcoWTiE, VU YR 0FEESH S6BERICY VY T EFBEEDRWEESERICLDHIE,
1HliE. 70~ a—=)Litic & D ik,

X3 A BB LTSN TWSaHUSEE[R Y U — = > JHIO MBFENTT & T DHERE O R RIE :

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

X5 ABHBICAV S NICRRODEAANELE,

ERNOaHUSEZEA 1 R TlE. ADAMTST3SEMHEEEBIFI0O% &SN TS,

1015 R (24~4700 1)1

4. SREXFFNR (k)
FESLEUA M 14 FREBAEAEIREEIC & (F 5 MAR MRV EFEE DINH]

6. RERUVARE (k)

(FESEEVAM M FREBAEEREE I K 1T 2 MSEHNMERE QMR FREEHFENE (R70O4 REAXIEZ T O RAIUADRE

HﬂﬁUﬁU?’J"I'ﬁtC%‘)Ubhb\iﬁ IZfR3))
BE TV UIANT (BEFERZ) & U Te0fAE - BETSERES 2,

FRNIFAE EC PN HEFFHR

188%LLE 1E900mg% B B Tat4E | AEKS54BE%N 51 [E1200mg%E 281 [
18 A

40kg E 1E900mg% B 1 B Tat4E | AEK54BE® 51 [E1200mg%E 2581 [E
30kgl E40kgFss | 1[E600mg%:@1 ETat2E | MEHRS2:E™EA, S 1 E900mg% 2B 1 |
20kg E30kgkss | 1[E600mg%:B1 ETa2E | MERS2BE%, S 1 E600mg%2;BIC] [E
10kgi E20kgsRi% | 1E600mg% @1 BT B | #MERS 1 BE#E 51 E300mg% 2@/ 1 |
5kgil E10kgski% | 1[E1300mg#%B1 ElTst1 @ | #EHRS 1 BE%A S 1 E300mg%3:BIc1 [

Yy

(x 2

y X v 7)
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aHUSDEGERAERICEH |72 EEHMEEH RO ELEIRFFEIER
ENERABRRVEBNAL NOARY T« TiER

Stgp1 0 582" e L
(CO8-002 8) (C08-003 582 <co§2%§1 )
FHEE MFFORERED | REMFROLIET .
a'(?_s]%)% a?'rtj_sz’%‘)% 12k DaHUS B
- - 156l%&8

/MR D R—Z 5+ > h S DEAL FEEHfIE B v v
TMA (A ME#NEEE) A XY k71—
ROWITNHI2BLERDSNBEWT &
OmMFEENRN—ZA T4 VEREBEN 525%% N

B2 3 VRIS T d FRFMAR d
QRBEIY 5 th D MIFE
QF B
MRZHIERE :
ABE Elchc22B U EoEEL CHET | BMEEMEEEY  emIEMEEEY | emTEumEe™
/)RR OLDHOD E &b h e
TMANAK / / /
BE/H BT D OB ETETR OB
TMARLEH)
MAEZHWEBCROILEY L 7 F = D25% v v v
BT A4 BRILLE (T 2 58# U 1o 81 TR
EQ-5DDZE{L™ : Y Y Y
N—=RXZA4VMN526BEEFTHOUS TTODZE L
CKD (814 Ehis) DE
M5EY L 7 F 2 BE, HERRE2EE (eGFR). " / /
K E B B 8 & (National Kidney Foundation) @
A4 RS54 VICEDCCKDRF—YIT & b T

v =BIXFHMIEE

BRE U I B R IHIER

e

XA

%1 K[EFDA (Food and Drug Administration : BREZERR) K OEINCHMP (Committee for Medicine Products for Human Use | EEREER) & i

X2 AEDE (QOL) mZ1{Lld. EQ-5D™ THIE L. KE D BEHAEE A (Time Trade Off : TTO) ICEWRA L. WRENEVDRBEHH > e ERL BR/ND
=R (MD) 23 U /co AFHImETOMIDIZ, 0.06 X ED RO 7DEEME U THRIE L.
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*MGCRRIATZDR—RAZAYNSDEMEDR/N_FFIFE (5% EEXME) &, 12:BEKIC —8.2
(=12.30, —4.10). 26:BKIc—8.8 (—12.93, —4.69) TU e,

- R SHICBITU. VU U DRSS R SEITNKRERICE T SMGCRAATZ DR—R 51>
M5 DELEDR/N_FIIIE (95%EEXMHE) IF. 40:BEFIC—9.2 (—11.08, —7.35). 52:8Klc—8.4
(—=10.26, —6.53) TLT (R9HI),

MGCHRXAFZDR—R 54 vh5DZE{LE (MFAS)

SHE G2 R/NZFF9ME (SE) 95 %=X

[BELS; 11 -4.8 (1.9) —8.94, —0.73
4 HEs 11 -8.6 (1.9) —12.66, —4.46
12580 11 -8.2(1.9) —12.30, —4.10
26 8HF 9 -8.8 (1.9) —12.93, —4.69

HEAE N—R T4 VYEROMGCHA A7 RUKREHEE & ULIEMMRMZ AW, MGCHRA AP DR—XZ4 Y H 5 DELEICDNT
BT UTco

(6) MGFA Postintervention Status (BIZxZZHIER)

FEMIZ 5 H %% L TMGFA Postintervention StatushE({LEHIESNIcEBEIZTHSNT, 26T
EER@E L 72251 (10/1041, 100%) THEEHESNFE Ul

FEMIESHE (2658/) Ic & T 5MGFA Postintervention Status® A 573V BlIEEDE|E (mFAS)

SHm 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)
265805 10 10 (100) 0 (0.0) 0 (0.0)

X1 R=2 T A VR DYEIFHERE =

(7) BRAERRIBAL R UL R ¥ 2 —BEROIRR (BIRFHEIER)

FEFMEZSHAICE W TT B (9.1%) ICERKREEL MGV U —€) BRBHSN, LAF 21 —BRELTMR
i/ MBRIBFENRES NI U e,

Yy

(x o2 U X v 7))
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T

52BF—5AHy hATBHEXTIC, 1161246 (100%) ICEEFERNRER LI U, ELEEF
ER(20% U LDOERBREE) &, HE FERVCLIRERXEZ40 (36.4%). ERKRUCEEKRE
#3611 (27.3%) TLT. EREBEEERIEI3A (27.3%) ICBHSN.EEHENEI Y —E
1B EEERENER VRS (ER) 1 f.RAERS1 fITL. D55 RAEREZ.
BREEEMICED VIV YR EDEEENBETERVEHIMiSNE U, ETRUEKRS
FILICES>EEEREIBOSNETATU R, EFEIREFEERZIH4HICRHSN
XU (RCEBERES 6. 2 5FEERZ1 6. #2106, B2 - 2 - ERZ16). iEH
IREFEER P EUTEBRINLCHBERERLE. 7 ARLVFIILABERCRILERRH SN
XtBATUL,

K2 EBINSEEERR  BRARERR. 7 ANYLF)L AR, BINE. £ OMOERBREEREAICH S RIS




5. ElIfER

(1) B RFER O Z nicH < REFRS5HER (BA) (GHREENHT)

BAZERR E U BB ARRR N6 < RIBRSHRO1236) (BAA11 fl2EE) 81 ) (65.9%) 2
BIFEFR AT 5. T O IX 8 (14.6%). T (12.2%) | LS8 (12.29%). i (9.8%) . SIRTE: (8.9%)
STH ok, 2055 ERERIE 1 SIS ICEIERN RN SN, B (27.3%) 5 (18.2%) T > o,

FIRE% LU L DEITFR—MGRAZRE—

REGAINEE REGAINIEHEER
- 75 wRE YODES: Vit S Stk

(N=63) (N=62) oD (Nt (N=117)

n (%) n (%) n (%) n (%) n (%)
BRI 33 (52.4) 41 (66.1) 30 (49.2) 35 (62.5) 65 (55.6)
B 1(16) 0( 0.0) 0( 00 3( 54) 3( 26)
DB HHED 0( 00 0(00 0( 00 3(54) 3(26)
P 1(16) 1(16) 2( 33) 3( 54) 5( 43)
A 4(63) 7(113) 5( 82) 5( 89) 10 ( 85)
SEEESD F L 3( 48) 4(65) 2( 33) 1(18) 3( 26)
BB 0( 00 0( 00) 4(66) 0( 00) 4(34)
DA LAEBE% 0( 00 0( 0.0) 0( 00 3( 54) 3( 26)
GV 71.1) 5(81) 9 (14.8) 5( 89) 14 (12.0)
A INToY 0( 0.0) 0( 0.0) 1(16) 3( 54) 4( 34
EAICHES RS 2(32) 0( 00) 6( 98) 1(18) 7( 6.0)
BT 2( 32) 4(65) 3( 49) 2( 36) 5 ( 4.3)
EREFRE 3(458) 1(1.6) 3(49) 4(7.10) 7 ( 6.0)
BIHE % 3( 48) 3( 48) 4(66) 4(70) 8( 68)
B 9 (14.3) 8 (12.9) 4(66) 0( 00 4( 34
R 1(16) 2( 32) 0( 0.0) 3( 54 3( 26)
OBAJLNR 0( 00) 5(81) 0( 00) 1(18) 109
PR 0( 0.0) 1(16) 3( 49) 470 7( 6.0)
SRR 0( 00) 1(16) 0( 00) 3( 54) 3(26)
FRERR 6( 95) 8 (12.9) 3( 49) 6 (10.7) 9( 7.7)
RERRR 3( 48) 2(32) 2( 33) 4(70) 6(51)
B 4(63) 1(16) 2( 33) 0( 0.0) 2(17)

(2) ERREREERR (NR) (RERUREEMR)

NRERRE LEBEARRO1 8] (BAA3FIEEE) F54 (45.5%) ICBHFRNRS S, B U IEIFR
&, F (182%). BB, T, SESERAIAHIL, BIMIREAE, U >/ ERIEBIE,

IR, SFRERRAME. PURTRE R O RINEEARSS (£9.1%) TH > 1o

Yy

(x o2 U X v 7))
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V. RHETHERARY S LEE (NMOSD)

HHBREERAANRYI NS LAEBEE (NMOSD) B2 NRE ULEBRAERIZ. INTHIEXE 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,
[ KRIFAQPATEBIEDONMOSDEE 14361 (5 5AAAN14H41) :
VU UGS R, 7T M5SR4 5
(FRBIREAE)
- 18mLE
- METTAQPA HTARS
CBEDBEE CRBREMEIBEDOERICL D) M RV V-V JFID125 BEIC2[BIM £ XIZ,
AT U=V THID24 5 BEICIEIN EBENZO SN, hhD. ZD55DGEHTEIEFRY
U—ZV7JHI2n BURICRD S icBE
-EDSSAX 77T
V] FBIRREBEEZY VY A BEXIE 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 (BRUCERL. BRECEFSDEBIMERENHABRKTREMRS)
FT.B]EEMEL T,
BE. BREXFEHBRKRTOOEARZTT LcEE . EERREER (ECU-NMO-302ER) IcS
MTE22 & & Uk GEERMERERICSILRVWEE ZSBEOZLEEMAERBEICBITULR),
[FHMfEE] =2/ HmER !
ERTOBEXRICEY MM HEEES (Relapse Adjudication Committee : RAC) I & D ¥E &
NIcHEIOREBETBER* £ TOHRE " (BRIENBBRITER)
ARERFER  SBRPICHKIRE T 2 AEBRAKE (24 BEBHR T 2 HRINRE LOBENE BRREIER) & M4 5 HRZRERDH 72
REXIZBI] £ T, BERCERENMOCERT 550 T, BT 2HMENAE % b TMRIXE 2 OO BIERER B DARE
PEDENHBEFRRFER L BARS AL, RRTEROI0BUECHE DERNICREL TOARTRERSAL,

T HHOEZFHMER (& THBRIBSEMIC L DTS N/AEORRTHEREE TOHBE, THo e HRETESDEARBHSNIcI LN
5ORBREMEEEOWEI 21TV ERFMER Z URIIFHERSRIC L DHES NIEIOFRTERAZ TOME AEB U,

FRBIRFHBIRE :
-RACHIEIC & 2B RICED { FEBRERX
- BRI TEFICE 1 HEDSS. mRS, HAIRUEQ-5D-3LRA A7 DR—=XZ A4 U5 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. OXED H & £ i)
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[BiFEtE] EEXR O RZEEOBITNRERE. BERLSINY VU IR TZERZ1 BN RS S Nc2E
# (FAS) & U,
FEHHIEE THDHRACHE IC X 2AEIDOHBRHEHK X TOHBEICDOWTIE, BIEAZINITOERIE
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,

RINKISTEARREREEDFEBHKEX) Z AW Tz 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-3LRA AT DR—XZA Y N5 DELEIF. X=X T+ VMETHREUBREREITITORE
AMEERIC L > TERHE LT/ YIRS A N Uy I HAEAHT (ANCOVA) ZEREL oo 788, BIRFHE
TEEHOBITICE W, IREAHELRIFUTOIEIC K 2B EFIEZRBWTER 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
BRREEAAAEREAEREEETILEAW . £ TORERFE/H TOR—IZ14 VN5 DEE,
(B HEEL L TR—RTA VB, REDOE. %55, FEKbT. ROESHRAERR ORI %
HAANLEREAEREET I AW, 1FZ2B2 22 TOREREFETCOR—A 714 H5DE

L&,

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

5. MBEX (IFRICEIEY 23R ()
(EHREHERANRS h T LEE (RAEETERXZST) OBRTH
5.10 FAE .17 7 7R YARKBHEDBEICIRET B &,
5.11 BEEBEHMARNRY b5 LBE (REREHAEE0) YOBEIERTZ &
X) TERMURELIE - REEERARNY T LRESRAC R 502023, (AFHEFR) ESELIT B L,

VUYX

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

SHEIE E 27U VTE NMO-301 5t | NMO-302 8 ST
KEp A EIE 5 SRACIC & D
NEORBRTER | UES N AEORBHERSE ZOMHo A
£ TOH TORY NERRPERNE | IEVIEE | AWECETS | o o
(RACIC L BHIFE) | HonAh - B YnEE SHmER 3
DRBIE DA%
- KEREAEIR 5 H S RERE Y E
?Eg;ﬁ?ﬁ% e & DUESNIAEDRE | g | OO
Crgmumme | TERITORM REssn | oS00 BMEICET 2 | EETET
i BRAROSNEBN > BEY T SHEEE
= RERE ORI O A
ERIFRE RACIL& DUESNERBRE | o g | IEWIAEO  EMFHIRC
(RACIC & 2¥I%) | ROUHESRE - ET8lor@ T oo s BRE S RACEF/i
ERIERE RBBUEMC L OWES N | g
(EBRBUEMC | RRIEROEKESE - £T ;z;?j\,ﬁ“ FEMER | EEEHE
& 2H%E) 2] 5 f- 8 =T
05 %13 TO HEREMREES) | _ oy - EDSS:HffiE
EDSS M510 (L) Eomoomp | BREEE | BIREHERE e
= FEIR 7R = = = -
MRS Otgi;éﬂi;ﬂ“”b S6 O | gypepmmE | AKHEEE | EESHE
0 (EE®E ; TE2ISEHMN) 1S
BICEG S5 B o L _
HAI 9%(;; ;f;fﬁ; fgf) BGHEEE | BIRSMEEE | ESHE
D10 ExRE
Index : BIEE DEM T L T,
3EETEIEL, FDEE/Y —
Vick D, 0 GEE) ~1 (2274
2R DEE S NEMARER | pw - BECLD
EQ-5D-3L BT 3. VAS 0 (T s BUGPMER | BIREHEAE | of

SRHERVWEERKE) 15100
(BRTZ 2RO BVERIKE)
X TOEHGRE

: EDSS (Expanded Disability Status Scale ; #8&REEEFHMRE) (. Kurtzke neurological assessment(CE D < HiFEE DIEE, 5%
DHELHIRBE DR SFHIE S /7 D DHEEER GEARRSHEEE. /AL, INErIREE, RREMAE. BBt ESHAE. RE (R) HMEER Ol ikae)
DRAAT TR, BEDEEREROHEBEDOFERICET 2 ERELMEASDOE CEDSSAATHNELE S NS,

5D-3L VASTFHA S /e,

: mRS (Modified Rankin Scale) &, #REESZE I 2EEOHEFHOEEEX IMKEFEDMEICFERAI NG —KRNERT—)l,
- HAI (Hauser Ambulation Index) &, 8&H'25 7 « — b (8m) £< DICE T D HE & TIBEDRE ICED < HiRFHHAE (T8 DIBIE,
- EQ-5D-3L(EuroQol 5 Dimension 3-Level) (& 2R ICEIT 2 45EDE (QOL) &3 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, EESNBEICRET SEQ-5D-3L Index&t, HEFF AT R T — )Lz AW TREORRKEDB M EZIR R SEQ-




BN
(1) MEOHRTEFKE TOHME (RACHE) (ZEFHEER. RAENSEITHER)

AEPOAEBERIEY Y VB T3 (3.1%). 75 EMEET204 (42.6%) I[cFBH SN, FEBHF I TOHREIC
BREHEETHREIENICEREDRHSNE LT (0<0.0001) (REEMLEFER). 77 ERICHTZIVY IR’
D/\Y— K LE(30.058 (95%E/XE:0.017-0.197) TH O BFE IRV (BRI R V) 294 2%ETEX L .

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 EHNSHRZORERDLBCEHI2BRC EICERE L. BENEONIRICIHREZNBERREET o oo SBRTHE L.
HBPICHIRT 22 MEBREXE 4BEBHRYT 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 .

EHRIICRE U RESITTH 2. ABRIENENHEIC & 2HBEFOEBERIE. VI Y X BHTI14460(14.6%).
7ot mEET294 (61.7%) ICFREH SN, FINERFZ COHBICKRSEHB TRIAZNICEREELIRDHSNELE
(p<0.0001 ZH LDpfE. BRIOY 7V VI&RE). 77 EMICHTZY YU DI\ F—REIF0.180 (95%
{SFEXMHE : 0.095-0.343) T, BEY RV 382.0%ET L. RESNOERIZ. EERFTHEOSNLERE
XFITBH2HDTLL,

Yy

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

HEPEROBHIEV VI RHIURCTSERE21 THhh * ARFEHBREIZZETNZ10.016 (95%
{E¥ XM : 0.005-0.050) X V'0.350 (95%fE#XMHE : 0.199-0.616) TLTco FRABRERD T Z EREH
KXT2Y YR EDLIF0.045 (95%S3EX M : 0.013-0.151, p<0.0001., K7 Y YEIR*) THD.

T7ERBEHBRLTY VY R BHTERBRENISSRET LR U,
* BRIV UURBOIATIM, 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 EHNOHEEFHRERIDGCEDI2BEC EEREBL. BENMEONIERICBHEZNBERREZT oo ABRTBH L
HBTICRIRY 22 MEBREXF 4BEBERT 2HRZNRE LOFHENEL (BREIR) Z 4 5 HEENER DI B 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)EDSSAAT7DR—RA A4 vHh5DZELE (BIRFHMEIER)

AR TRICKTBEDSSA A7 DR—RF 4 U5 DELEDHRE (R/IWRX) &,V Y R"8#TO (-3.5,
1.5). 75 tRETO (-2.0, 2.5) THEHEREI TS Shlah > fefe s (p=0.0597. ANCOVA*) BIRTE
FIEZRTUE U, EDSSAOA7 DELEHNO0S5RA Y NUALETURLBEDEIRIFY U XE29.2%.
75 EMmE29.8%. BB ULOEELZENZN51.0%. 42.6%. 0.5R1 > MU EBIMU fcBEH19.8%.

27.7%TULT, BREAMTOBERIE. EERBTOBRE—BLTWVWE LT,
¥ I R—254 YV AA7 THRES h. EESEING T OBINLER (R—RA 5« Y DEDSSR A7 RWISTEHEDEE) IC& > TEBRNL LT/ VIS X MUy 7 HS 8D

EDSSAOA7DR—RXS14 Uh5DELEDH T (FAS)

50 YYUR'E(n=96)

p=0.0597

40 FME(SD)  —0.18(0.814) (YUY R BEvS TS IREE)
S 20 HRME 0
> =/l 8XfE 35,15
o
8 50- 77thE(n=47)
W 40 yE(SD)  0.12(0.945)
B30 e 0
=/ME, BXE —2.0, 2.
]8 Eid\ﬂ_ Eij(ﬂ_ 0 5_ - - - — — | —
-35 -30 -25 -20 -15 -10 -05 0 05 1.0 1.5 20 25
NR—2ATAUHSDEE
[EEER EEES

R
e 0]
NS 00
M9 -0
K& -02
n AN\ -03
LY -04
oD =05

e

v 0.

BL

TIEmE 47
VUUXEE 96

42
91

41
89

12

36
87

-»Y)URE e TS5ERE IZE_%:FE
(BN RTHERVISUEERE) s

fEEE
36 48 1B
23 20
76 64

> 7 ®

) A

(x o2 Y X v 7))
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(A)mMRSAAFZDNR—RASA4 U SDE{E BIXTMHER)

AR TRICE T BMRSAIATZDN—R 54 D5 DELEDHRIE (FR/W]RK) IE. VU U XBTO (—-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
FhZEh6.3%. 14.9%TULT,

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)HAIRAZ DODR—XZA4 h5DELE (BIREHMEIER)

AR TRICE T BHAIRDTZ DR—ZF 4 U S DE(LEDHRE (R &XK) 1. VY U ZXBTO (-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%TULTz,

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 JoEREE 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
FSEREE 47 42 41 36 28 24 20
yUUZEE 96 92 89 87 82 76 65

Yy

(x o2 U X v 7))
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T

YU YRBDE 6 (63.5%) RO TS EREED346) (72.3%) ICEHWERP HERHSNE U,
YUYRBETROSNEEREMERIR. EKBERE116 (11.5%). Z01041(10.4%).
TERES B (8.3%) . SZENESHEWTHI (7.3%) TUTo BAALERITIZIFIHIHF (100.0%) I
BEIERHRSD S, T2 H DIFMEGER. BEPLX. BEX, VI AKEBRDR2F (£22.2%)
TUlco Fhe. 75 ERBETROSNIEEREERIZ. EE6H (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 VYR ED3046(31.3%) RUTSEREED264] (55.3%) IC5RH S .
RHEREERARINSLEE[VIYYRE 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 EEAT U,

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



2. S MEEREFREERRER (RER5HER)
[ECU-NMO-302 5t5& (PREVENT##i3tE2) 1 2®
(S HERHFAISRIENBRE | ECU-NMO-301 RERD M EEHER)

[B HINMOSDEEHICHTZYV U ORBNBRZEM EBWERTHET %,

[ KRIBEDOIHECU-NMO-301 HEEZ KT LINMOSDEE39F (5 5EBARALA) :
(EEIREXE)

- ECU-NMO-301 HERZ# T U 1o (BR%Z6:BE OB RO /= OB I AT R X & 55
BTRFEOWITNOIET U TWEESE)

[/ EIECUNMO-301 HBEDEREZHIFT 20, 2EENERT TREINZIBITHERCLETEER
HESHRICREIT UTco 4 BROERTOBITHICE W TIE, ECU-NMO-301 HERICR T2V U U BT
&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
BROLFHEDOWINHNEBEWRIETTH D,

[FFEER] TZ2TMHIER - SURBHEMLEIC L 2EBRPBR ICE D FHBREE

KEBRPER | HBRPICRIE T 2R EBRRE 24 KEEHR Y 2HRPHRE LORENE(L BRRBUE) Z 4 5 SR PRER DM/ BRI
XIFB] EEE. BIERMERIINMOICERT 55D T, BET 2RRNTRZ#D IMRINIEZDMOBERIRERMR IC DAHEEHTOD
SNEHEEBRTBEHEEHBSBV, ARTBAOEB0HU LD DBRRNICREL TLWRITNIEBRSEW,

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&t5&TY U U X'z 1 B EiRG S nlceEBE (EFERFAS) TH %,
FEMEEB O @ IE. AREYUEMHEICLD2HRPERICEDSEHBRED, BE (ECU-
NMO-301 &HE& D24 » Bl OFEREBHREKICNT 2ELE & L. WilcoxonfF 5 IR E & AW T
AL 72 (Ml a =0.05), FRIBHAKXDISKEEXBEROFHEMELRUIc, BREATEL 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) #tAE R} 1 5 MAECU-NMO-301 #itiati (ECU-NMO-302)  GREBIR AT E #)

VUYX

(x o2 U X v 7))
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B

(1) FRBHER (HREIEMYIE) (ERFHEEE)
ABREYEMYIE IC & 2 FHBREEOD, B (ECU-NMO-301

FRIBFFEER (ABRIBLEMHITE. #iFaERFAS)

HERD24 1 BEI) OFERBRERICHT HE(L
Bl PRIET-1.923THDH. EERETHIEHSNE LT (p<0.0001 &H EDpfE. WilcoxonfFSIE(
RE) o

7.5
6.5
55
4.5
35
2.5
1.5
05
-0.5
-15
-2.5
-35
-45
-55
—6.5
-75

FREBHERX

° SniE

RAE
o 75—t 51l
= E
FHaME thoa(E
25—t 51l
B/IME

BEDFEFHKE

o

p<0.0001 .
(2B LDpfB) 8

ECU-NMO-302:8E& D
FREBRE
(n=39)

FREBHARX

7.5
6.5
55
45
35
2.5
1.5
0.5
-0.5
-15
-25
-35
—-45
—-55
—6.5
-75

o SnfE

RAME
A ﬁ75/\“—t‘/94’)b
FafE thih s

25\ =ty 51
=/IME

o

+

o

o

FHEBHREOZ{LE
(n=39)

(2) FEBHEX (RACHIE) (EZEFMAER DRED)

RACHIEIC L 2 FERBHEE®D, 8% (ECU-NMO-301 B D241 ARl OFHEBREICH T 2 ELER.
RRET-1.923THH . EERETHRHOSN KL (p<0.0001 ZHE EDpfE. WilcoxonfFSIERIRTE) .

94




(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 75RO EE

¥ T7ZwR/ VYU B ECU-NMO-301 3R ¢ 7 5 RIS BEICEIfT 1 5. ECU-NMO-301 FER ik 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 75RO EE

¥ 7 TR/ VYU B ECU-NMO-301 38R ¢ 7 5 RSB ICEIA 1 5 . ECU-NMO-301 iER D fikit 58k © 6 SECU-NMO-302 &Y U U Z°
MRS ENRE

¥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
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B) [ZZBHRIHAIRATZDR—ZXAS5A4 v SDELE BIXRHMHER)

ECU-NMO-302HEBERN—ZX 514 U Hh5DHAIR A7 DELEDFRE (FR/. TK) (F. 2AFERET26 38R
0 (-4. 1) RUV'628KE*0 (-4, 3) TLZ® *VUUZRY/YUY R BO528EKA

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 '
TSR/ VIIRRE 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 75RO EE

¥ T7ZwR/ VYU B ECU-NMO-301 3R ¢ 7 5 RIS BEICEIfT 1 5. ECU-NMO-301 FER ik 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 o2 Y 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-302 FHERDR—R 51 »Hh5DEQ-5D-3L IndexA 17 DEALE D HRfE (F/I\ &K) &,
26 BB ZtR/ VY URETIF0.02 (-04.03). VUUR" /YUY RETIFO (-0.02, 0.2), 5238
FidZn£hn0 (-0.4. 0.3) XV'0 (-0.3. 0.2) TUL T

% Z;Egﬁ/é U 2°B | ECU-NMO-301 SER T 7 5 £ RIZS B EIM 1F 5 1. ECU-NMO-301 SER D #k 5588 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™® HBé Sh. THREIER
FRMEER., REBRREEDNDR12.8% (£5461) TUk,. 2D>55BHARANERFTIE. 561545
(100%) IEY U Y R DERBEIEETE BV EHMSNEEHERARS Sh. 261 L
ICFER U 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)

ERARRBROFNICHE < BERESRBD 121 640684 (56.2%) ICRIFER™ AR S, ETHREHERIZED
8%l (6.6%). BRIV LTERERTH (5.8%). HIMBEGHAE. FIREAS L OFREEREEE6H (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. IR

(1) PNHEZE'”

HARAPNHEEICE STV VXY T DI YT 5> X (CL) IF0.0173L/FHE. 2HEE (V) 136.09L, JBERE
E# (K 120.00288 1/BE R OEHEA (T, ) (32656 KT LT (R)o

BE12:B%OMER b S 7REDFEIX116.5£10.93 ug/mLT U7 (K),

EYEREBINT A —5

INGA=%
N=29

cL vy Ka

(L/h) (L) (1/h)
Fi5E | 00173 | 609 | 000288 = 2656
+ + + + £
SD | 000633 1417 0000928 839

MFFREHER

a
£ 250
3
i 200
B
T 150
o
£ 100
>
AN
Y
S 0
H o 2 4 6 8 10 12

¥R BEAETIFUEEBEBLUZARAPNHEZ294)
yal & BAHRE VYUY R600mg%zE] B, 54 ERS
HERFHAR © 2 D1 EE & IC900mg7z 1 [Bl, 900mgZ 238 I
10, F4EH%EE U R5HE12:8M), 250
BRIOAVN— XY NEFIILERAVWTRERSE
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 PREBAEEREF I K 1T 2 MU NN ERE QMR FHEEHENE (R7TAC REAXIEZ 7O REIUADRE
MEFD+HCEM LR WERICRS))

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

FWHRIIHFE HAH R
188 LLE 1[E1900mg %A1 B Tat4E | #MEHR54BmENS 1 [E1200mg% 28I 1 B
188K
40kgll £ 1[E1900mg %A1 B Tat4E | #MEHR54EmEN S 1 [E1200mg% 28I 1 [

30kgLlE40kgF# | 1E600mg%@1 ElTa2E | #IEKS2EREA S 1 [E900mg% 28I 1 [E
20kgllE30kgF# | 1E600mg%E1 ETs2E | #IEKZS2 @B EA 51 E600mg% 28I |
10kgbl_E20kgski® | 1E600mg%:B1 BTt | #EHRS 1 BE% 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 THE3OkgU EDOEGRMGEE (116 (HEAAZBEIFZED)) 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 ULz (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 pg/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. 7%

WEME KRG E ICMEPRRRCRIBARICAFET 2207, E MEE/ 7 O—F LR THZ TV U X T
HRKDAMERT EEZOSNET,

TVVARTRBMFICREGEENSIAMERETHD, £ hCOICHERT 2o, BN HHARIIERL XA
TUfce UL, IgGHUAIZBEBIIREIFT A @B L CREMN SIRBABTI 22 enEsnTa b T/ UX
NTHWG2/CAZERBHEBICHEIT S LD REDBEEZRITHEEZISNFTT,

3. R

ITVVXAXTIBBEDT X /BeaCERBTHLH RBHREERBL TWEEA

11

4. HEit
BEMEERIEEMmLU CWETAN, TV YUY TORFEIIMORESOTY v EERKICKEVWD T, BiFs8I(C
KBEEMEF T RWEFEINE T, X TREHTHRICERTIZEEZI SN BANDOEENFEEINET,



1. BRPREIR A ER

(1) JEBRBSA MM RESEEREEE ICH T 2 EHC5 AEER (B T—75) %2

FEEALR MM REEMEEEEEREDT A1 (CO8-002 5 5% 17 fll. CO8-003 = 5&2041. C09-001 #HEE2041) [cFH W T,
MERT V) AV TEE CAREBISEERE S OREIC D W OEECS EEXZAFE TR & T LE L. D
BR IMBPIVY IV TEEEREEHCHEE S OBICIFIER ICBWEBBREREMNG D, mEHFT/ 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

BHREEAZY NS LABEREISF (5 I EEELREERSER [ECUNMO-301 RER] Itk 172V U U R”
BEE) ICEWT, VYUY X WEKRESE, O5.8%DEZEICEWTIERLY AN T NS 7EBETODCSDRES
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. (ERER

FARCH ODRHIC K > TRIEFHE D FRURRERESM (C5aKk U Chb-9) N4 U K MIEENE D £,
C5b-9 (&, PNHEZE K 'aHUSEE TI>BEANERONERBM %, /2 FBMGEE TIRBAENEED
HRHTEREELY. NMOSDEE TREENEEO 7 I NOY A NOEBEHEE. ThicHK< MiEEE/ERSIE
FRILET®, TVUIYTR. b MNEHRY VXU CE LA L. BREBEARERZBENICEEL XY,
CEMSChbDEMZEZEL TH, C3bENUIcA 7Y Z b, BRRERER O S EHIEEE TSI nE T,

TV T OERERF

[ Lo F VBB ] [ ngEe ][ EER ]
SERI A
— AR lC X T B R EikEe g
RREAHIRE C3 [Q AHEET ]
WEMA T =k \
KRR E
C5 |
E/7O0—FILFE
B AE L & ORER RS
3T 2 s
BABTFTATREDY ERRR Al
FFI17%— B KR S
i | D REE(RE I MRERA we  JPIES
s PIBEHEAL PIBE ML HEHEABI S 2 EDERORE
TR E MR T RRE P2 RO A kDS

Yy

(x o2 U X v 7))
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3. FERRPREIR A ER
(1) SAIMmBAEER (in vitro) >

TIYRXYT (h5G1.1 G2/G4 mADb) I3, #ifk (C5b-9) Zr LB ZzlEL X U,

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

120

100 ;‘\/\

80
;{5 am» n5G1.1 G2/G4 mADb
{:4/_ 50 h5GT1.1 G4 mADb
% m5G1.1 mADb

40 e 2A?2 G2/G4

20 \

O \
1 10 100
iR (ug/mL)

A E 20%E MIEEAWSOBIMERICEWT, FERIC L DBMICT 2HEEZ. & MEFIEDRIERRE (W5G1.1 G4 mADb). #IHAERRE
(h5G1.1T mAb) RUFEhCH fEEHE (2A2 G2/G4) LB U T,
# R TUUXTT(hEG1.1 G2/G4 mAD) 5877 C5b-9 FEEEZ R U T,



(2) ChaDELFEE (in vitro)

* TV VXY T DRIEETH Bh5G1.1 G4 mAbld, CoaDEEZMRIICAEL X U,
- CORRMEEREIF. EL-FHRIBRICEIDIHEZRITTVWERWH, VI IYR'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 AWSBRMERERICE W T, Mg EBEZFEENL. ELISAJEIC L D ChazEE L. h6G1.1 G4 mAbDHEEERTEIE = 35
FAMS5G1.1 mAb & B L T,
B R MR RESHE cChaEELEEMRNICHAE LT,

Yy

(x o2 U X v 7))
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(3) CH#ESBIM (in vitro) "

TIYAITDE hCEIcH T faaHRMtds <. FERMELR (Ko 3. 25°CTIE46 pmol/L. 37°CTI

120 pmol/LTUT7c,

T XTI %Ch DT EERRE

Ko(pmol/L) C5RUTTIIXNYT

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

Ko (pmol/L)

30
20

10

0
A

25C

37°C | |
AEE3

A2 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

1. REMEFRIEHR

THUZTTIFE FCEILH U THRNTH D, b MU OMILEBMERDCS L FHEE LB e, REMEE
HBREEHL T, FEPSRETHBEEAF UL, i, COERRUBVWER L MABICK U TRERISE
REBWT LD, ZeMEEEHRIEIERL X EATLU .
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