ERRURIESEHENRME AXEEEREES

meEXRmEREER

mis (C5) T/ 20-FIVBRE [ZmHEEREH |

y IJ I) 1 =it 300mg

(xT 2 U X v 7
—BE: THUXYT (BETFEEL)

[BREVWEDEE EYRRES - BIE - MSEEERCIE - ENSOLAZILUEHETDIE) KRR EBRARTINTLEE
PLOSA> T 77— ERSt (RHREHAEED) DBHERTH
AFAAI AV TAA—aY L —

JYU—417)L:0120-577657 1. wx

Z{IEFE9:00~18: NI=IN =] 7R - =

EIT:9:00~-18:00 (%, B REKUSLRERERO 1.1, RAOR S IS L0  BEABBREERET 52 EH B0 ETHILRHSNTNBLD LU TOAC+SH

EFRISHIE(B.1.11.1.128]

1.1.1 REIDESICRUTIL, BEIR A B R F DY ERE (R 2, BB BEFES) ICEREULTERZ+7
TV BERR AR R R Fb\;%bmz T BEBICEERL, fIﬁU@?x’s}%d)ﬁtﬂEL%%Eﬁi_t

1.1.2 BARABRBEEZET 5 E'/\**%I?%L\’C EEU AERESRNCHEEAEICNT DV FURERET L,
LB\% L}_L‘RL/T'779:/®J\_7]D$§%E€:%}@3_5<_&

1.1.3 BHREABRIE IBGHREREEEDIENH DT BAKICHDICHEEB T2 EEMER K OER
DHET, HDWIBER N B RFEDZRT R O ABEN IR ERER EDEIE T TRE5T 22,
1.1.4 ﬁﬁﬂ%)\.m LFEDI)ZATICDWTEE| C;EEHL/ W RRRIE DY B EZEEICIBE ST R R
PAEICEET ZRIERNRIR LB EICIE. EREICER T L SEBEITTREEADIE,

1.2. ZliﬁlJLat\%?Eli{ézFaﬁ/\JEﬁDt/)?F #Eﬂ?ééfﬂlli)ﬁﬂf EfEEE, £ B SEEMBENED D W ISEHR
BRX AN NTLBE (*E*wii%:ﬁﬁ)\%a%) IC+DRAH R DOEMDHET, ié%id)ﬁﬁ'l‘ii;b“ﬁl@
M FEDDEHMESNDBEICORIMRE T DI E £fo. KRR SBBICHKII . ARISERRETAS
DEAFITIIIRWZ EEE D, $ﬁﬂ@ﬁxﬂl$&0ﬂﬁl$%$%i EZFDORIEICHDERBL. AR %’cﬁ'(b‘b&
593528,

2. X2 (ROEBEICIIIEBES LW LE)
2.1. BEE A ERAEICEEL VWS BE EREE(IEZEETNLH D, ]
2.2. KEIDRAHCK LBBIE DB TR DH 5 8 E

ﬂ,
MYYX
(T 2y 2% 7) PLOSAZ T 7—NERRH
SOL001 (3)-1911
Soliris® and V'J'JX® are registered trademarks of Alexion Pharmaceuticals, Inc. 2019 11HGET
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2. 55 IEER RSB [ECU-MG-301 S8R (REGAINGRER) ] -+ vrvevereeeeeeeeenn 54
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FRDREE

VYR (% 27V T ErFEARZ)  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 &%)
ICEWTPNHIC S 28R O T2 ML HER S . 2007 F3 B KEICEWTHRTHD TEFEINE U T,
EANTIE2007 F &L D RS NPNHICH T 2ERAHRICE W TEBA ERAROBMMER LT DT S N.
TREERENTS O VIREICE (T 2AMINE] ) 288 - R ET2HREZERE L T20105F4 B ICRIEEFR
ZHIE L. 6AICRFTLUXR 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
JSEINZEERFE L. 2013469 AIC SEAANAM Y REFERE R ICE (T2 MU ERE OIE ORIEE - HFR
DEBMATBZEEL XU,

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,

YUY 0 BRIMGICN Y 2 RREHEIE. {EROMGEFREZEYICR T LICE DD 5 TERRERN KT

SERAMOEFEMGEREZNRE LT, 2009 F & DB/ [ HERAKFER (CO8-001 HER) MK U,
Z D&, F IHERHERERRHER2 55k (ECU-MG-301 5% : REGAINGER, ECU-MG-302 &515% : REGAIN#KE
) THRAOBERMM EREENERS NI ENS, 2017FBRICKMNT 7 EFIL Y Y REGIEENE
DERMESREEHENIE,. RFEI0RICKETHyEF/LaY /i‘«’?%ffﬂ%’li@i%i%ﬁﬂtﬁj}‘FJ
DRNEE - RIEMARESNE U, EANTIE. 2017F12BIC "2 BUEEHENE (REI/OTY VY KE
FREX S MR EREIC K DEROEBELEERIBEICRS) 1 DREE - ROEIAREEIGE L H U,

BEBREERIANRY T ABEZ (neuromyelitis optica spectrum disorder © U, NMOSD) (&, 2 @4
XIFEMEESERXOBHRZRHE T MO THLBEEOHFRHFRROBCREERERKRETT, HRES
HEREMICEEB SN, KEORBIIFATET, RPEXTCICEZ I LHHDET, MEFROHT I PR V4
(aquaporin-4. AQP4) FLAEN FIRERED 7 XA MOV 4 FREICERERIKE L TLWBSAQP4 ICHES URRE EMELT
5 T ERIEND2BHREEEMRESNECHHETT,
20094108 &K DNMOSDICH T 2V U U X EROBEEEIE (Proof of Concept) &g & U T, 7TAQP4 HLik5
EDONMOSDRI AN EBE 146 2R & U IEEREMESR RN TN, NMOSDICX T 2 AF O REMERZ
NI FHEPNBIET Y ANMZEonNcZ &5, 2014F4 B £ D E M EEELRERAFE (ECU-NMO-301 5.
K& O'ECU-NMO-301 = 5& O ks s 5k T 3 2ECU-NMO-30255%) =B U £ U fzo ECU-NMO-301 & EE D &
Bz, ECU-NMO-302 5858 D R EERITIC & W TNMOSDEE ICH 17D TV U XN TDEMER LT 2MED
E@ EN, SSHICARRICEFENL2HAABEEATAKOT—IMES NI &S BINTIF20194F1 A
KETIXEE2 B I THAQP4 LB DNMOSDE A BE 1T 3 2358 O@EISBINAEE S . 5KI’C“
20]955!565 PRINTIE2019FE8 BICEREINE Lo ERNTIE 201943 BICNMOSD D #EISE NN %z BB EE
2019F11 BICEBMAREZREBULE Ui,

BEVIURE 2019F10 ARE. PNHICW U TXKE EU. AF Y A—X T U PR EHFST HET,
aHUSIZ X U TKE EUFH RS0 BT, #at25EMCX IF2FBMGICX U TRER EHAR39H E T,
NMOSDICX U T33nETHEFESNTWNET,

Fleo VU EBNIERRICT U TS SN APrix Galien (7Y - AU 7 VE) %, 20084 (K EH. 2009 4
X7 VATEELTWET,

‘/UUZ

T o U X v 7
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2|

YUURE, #ETVINICEICEVWRNETIHENICKES TSI &ic kD, BEKME
EEHC5b-9 DEMZAET S MEHCS T/ /7A—FILIERAITY, (REAXE
18.1 fERt&FF)

(p90Z=1R)

YYYRE, HEDEETE4D0KE —RIEERBEAAETS/AOEVEKRE (PNH) *',
FEBL B A M 4 FREBELEREE (aHUS) ™%, 253 REEHENE (25EMG) RV
FHBREHEREARIMNSLRBEE (NMOSD) * — [ UTABEWREREULED,

*1 RBE - B TRAMEEAE S O Y REICH T ZBMIME TF, FHR20E12A22 B ICEESBAEL D HIE
FREZROEEESBITOET (5EES © (20%) $2208).

k2 BNBE - IR MR MM RBIEIREIC & 1 3 MR M EFEE DIE) T

* 3 WAL RN T2 S NEEHRNE (BT OT Y VARSTEE ERHUEEIC & PEROERN EELBAIES),
<. FH26%12 B8R ICEEHMAE L D AVRRBERROEEEZFTNET (5EES © (26%) £3585).

k4 WEE - WRIE RRRBHAINS N5 LEE RHREHEAEE0) OBETH TT. TR26E11 520 BICEAHE
RE & D EDERAEEROEEEZITVET (SEES | (26%) H3535).

(016~84 M)

<EEMERENEIOEVREICE TS EMmING >

ERENHEEEREER [CO7-001 ;iR (AEGISEER) ] ILHWT, BMDIEIRTH D8
Bk &E 3R (LDH) {EDN—RF51 Y SDOBEELKET (p<0.0001. Wilcoxon®
FFEMIERIRTE) HBHSNEK LT, (p16~18%HR)

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, (p19~21Z8)

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

BN BIMHEERKRSER [CO8-002ER] IKEWT, MMRBMDOR—ZF1VH5D
BFELEN (2 BERU4BELUE26 BB TORAER. p=0.0001. ANOVA)
& MRFHIEREL (17651591361, 76%) HBHSNE UL, (p31~37ZM)
BN EOEERREER [CO8-003 HER] ICHEWT, 206151841 (90%) TMRFHY

ER{EHFEHSN. 1661 (80%) T/ NOEEE (TMA) ARV 7Y —ZZERK
LFU7 (p38~43£H)

<2£HBEEHENE (REJTOTUYKREFTIRER B MBRFEEEICSSERD

EEHNEHIZTICRS) >

FIEHEEHRERREER [ECU-MG-301 55 (REGAINZER) 1 ICHWT, EE 5
JEBT% %26 BICK TR EEMBNERREEFEE (MG-ADL) #8X27 DNR—2
TAIVDSDENEICTIEREDBEATEEENRDHSNKX L (p=0.0160.
Worse-Rank ANCOVA), (p54~6121)

<BHBREFRRARTNILEE (RGRTHERZES0) OBRETFH>

I ERHFERARRER [ECU-NMO-301 #HER] ICEWT, #IEBFRIXTORAREIC
77EREDETERENRHS5N (p<0.0001. ERIAT SV 71&E). VIUR®
BEICIDBRIRIMETULEL (\F—K10.058 [95%E# XM : 0.017-
0.1971), (p70~78%MR)

BEXGEHERE UTHERABR RS, infusion reactionhE &SN TWET,

FREMWERELT, 10%U LOBIMERAIIFED. RIREEX. /. 5% E10%KiED
BIfEA IR MIKFEAEE. HIG, B, F2, A7 I VY REER, BELBEDRSE
ShTWET,

R XEDEFRDOERUVERRRIEDREDOR DR ZESSRIEE L,

YUY

I v U X v 7

)
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HEALEDFE DRETICHDSEBELZE L,

*2019411 BT |

1. 8%
1.1. KFIDREICK D, WEAEBRREZRIET DI ENHBD, HXTHABROHESNTWScH, LLTDRICT
MERT DT E, [6.1. 11.1.1 58]
1.1.1 FADESICERL Tid. BEIRAR R RS r@?ﬂﬁﬂﬁﬁﬂ% (Fzh, BE. BEREES) OFRL (HEZ 72
[TV BERR A R RREEN R ONCHBRICIF . BEICER U TMIEAOKRSEDEVBUEZITD I &,
1.1.2 B2RBERZEIT 255F 2K\ T, EEU AERGHICHERRICH T2V F U aEET D &,
BEICHUTI I FYOBINEEZEEIT S L
1.1.3 BERAEREEIHGNRRBEZ I ES I ENHZD T, RARICTDICHEBE T 2EERJEKVE
EIDH & T, H2VWIIHERERPEEDZH R AENIIELRERMR S DEETTRET DI &,
1.1.4 BEREAREREED Y XV ICDOWTERICHAL, UXRBRPEOVIHBRZEEICIERS Y, HIEAR
REEICEETZRIEANRIELICBRICIE. TREICERK I DL OBEICEFREEEZADI &,

PNZEBBIESaHUSDBE I L D160 ~90% DEBETBEBIEDRBMNELXT, TD—A T FAKRSIC
& 2 EEBRIYE DRI PAAKRS R RO MR/ N NMEENMERSNE T,

o, 2EAMCRBIIHREHESBORE L ZNICHSERRTEN R ICRE SN RFHEEDHEEIC,H IO
5”9”TE<§E’EEE7Q:50 chERAD (MPIRas. BRSARR, AEr X IEARM) ICBED RO, MGIcx U TBIFDaRE TRED
BERE R O58 O RAFIRDFR U, BIFOBRREIC TR ICRIEDT SN HMGEE & B U TRIRD
Eﬁgﬁﬁﬁtﬁgaﬁrﬁiﬂb‘m@ S5NET, ZO—A T FARSICLZ2ERBRBRIEDHBFENMRS S NE I,
REFRETHAANY b T LAEE (NMOSD) &, EICFEFRXVUEHICEST 5. AREEICESZ 65Tl
THBERDPRHERD B CREERENERE T, BEORMRERXNISEMIEEERXDBRZ/HHME LE T,
FARSICEDBRY X7 DETHROSNE U Tch MBOBEICE & [Fkk, BERAERIIED ) R I H%% D 353_0
U7eh¥> T AL PNH, aHUS, 25BMGEEH % WIENMOSDIC +72 2 iz K D EMMD © t'c
LOBRHREDBRIEEZ LF0D EHMENSGRICOAREESNIDENH D XI, i, KA

(& PNHOARIMAER, aHUSD ARV ETELER. 25 BMGDIER R UNMOSD D F ¥ | Jﬂ‘@“%a%?
H D, PNH, aHUS, £FEMGKRUONMOSDICX § 2R ETIIBRWI &2 &) T KEIDBERME L
ReWEBEICHPIT D2LENH D NS BADKNNEDTHEEIZA THRELX LT,

2 mlu\ ;J'_\'U)fﬁ%k‘i?x’a—-bf&b\c_ t)
2.1. BEEAEREEICEREL TWSEE IERZEBLSE28EZNHH D, ]
2.2. KEIDD TS UIBBIE DB FERED H 5 B E

1.2. AFIS, RIEEREANETS OE VIRIE. FEHRESAMERSIEERR. £ FUEEHBNIESH 2 L IFHEERE
PR AT KT LBE (FEREHAZED) CHABABZ R OEMDS & T “%L@ﬁﬁﬁ#ﬁ@ﬁ
ZLEDZEHESNZBRICOMEET D &, Flo. REWREGRRICKILS. AAITERZETAS
DEHTIEBRNT & 2B, FEDOBEMERVBIREZ BEXIEZORKEICHIFHAL. AEZE Tﬁb
k5952 &

(GREER)

1. KA, MACE ZREICHE U TRRBIESERDOERZIHI LU E T, ZDIEREREN S BRBHESHE

ICLZHBEAFOMIEXRICT T % RBIEEINET U, BEAERBRPEOREY RINERT S &N
nxJ,
BEAR 28 BRRCHE (F B YD H D IR IC ZWT R OSAEN EHE S NN IS AL AT RS/ B E T I AN BuRICETTUEE(L
UTIRICEDABEMEN D Do, BIEARREENEONDIHEH D WNIEE Efénmi Lw B5ICER
R BEYRMTEEICKZBBENVETH S I EaBENIFBERE (XIFNEER) ICHRBLET, BRNAD
IRFER R OVBAERIRGER (IC R W T, ANAIERFICBIRA E MR A, BERA R RUINESE D EERREREA
lﬂﬁrw%ﬁﬂﬁiénT&D HEFHRESNTVWET, Lich > T BRGBREZET 25557 K
WT, RE) AFESHICHBAREICHT 27V F U AEBT & L bic, BEICHBARREEDY X7 K
FHER = BABES €. BEXAERREEDS m&U/%#T%EE%W&&L%%&%Et\%%ﬁL+ﬂ
ICHEEBETEZ2HH T TARIZIRE T 2RENG D E T, e, FFIDRSEZZITTVWDEEICH L THEXE
TOFUEBEICIGU TBINEET 2 2 ENERNDHA KT v THEINTWET, UEDZELD &
IERZEML T DENDH B ENSHRELF U

. PNHERZB B DEERERBTI N, EMFMRBIEDOL SR X7 DSV ABRUANATIEENRETH

D TRBIROBEFTEBDNERELEH D TR A, FEAKRSICELDMERBMOIME, ZNICHESIAEIO
EVMEDLE(L. WIME DB, K DERG E, PNHEERNSEES nicl ENBHESNE U Ice £TD— T,
FHREIC L DERLBRRBEDORIEPRFIR ST LK OEERRMEBRMAFOFAEINB RS NET,

7. aHUSERB L BN OEREREETH D BROZBRRIFIFBICRENTVWE T, REOIFFREL W

(FREEH)
2.1 FARSICE DBEIRRERIEDRIEY RV LR TS ENMEASNK T, ZDoH, BRARERBRIEIC

BERLULTWSBERFTARSICEDSSICIERZBLSEIEENDHD e RIEZREL X U,

22. RANET NV EBRAITH D BEIEDREIRT 2RI EUENTE TE RN LN S, FEZREL X U,

3. #HRX - R
3.1 #R%
- 1TIA 7L (R~ wIR—1F)
s P 30mLFDS &
VU X oEEE300mg ﬁﬁi‘jﬂﬁ/\ T UINT EnFHEER) 300mg
UYBEZKERF N D LA—KFY 13.8mg
U YBR—KERFT NY D LALKOY 53.4mg
KUY JL~— K80 6.6mg

AL, ¥R BRERFMAIEERAVWCEEIN, BETRICE T, 5ith
B UTOYOmBERESD (FILTIY) RO Y OBRFHRESD (MF)
EERALTWS,

t/ULKZ

T o U X v 7
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3.2 HAIDHIK
AR5E% YUY A REEHE300mg
HEIR EEERR
pH pH6.8 ~7.2
=EEL (EEBIRRI ) K1 (HEEEBRIERIC K D&ERE (Bmg/mL))

*4, FREX TR
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. ShEEX EERICEET %EE

(FheEHE)

5.1 KENIFAECS DFRZEE U, RBHEESERCOb-QDERZIHITZ2EEZ 5NS6H. BEAEY L
U &9 2FRREEAMEIC K DRBEREZRIELYIT K RDUEENDH D EN S KFADBMER VRS
Z+RICEBRUC LT ABIRSORFZEERICRT U BYATREEICH UKREZRKIT DI &, T,
AEEEICBE LU T BRBABEZET 2565 2KV, RAL AFRSHAD DR EH 281X TIC
BRARICHT 2T F Vv aEET S &, ﬁ:mﬁmwﬁﬂﬁgtﬁbTm\%&ﬁE\4y7w1>ﬁ
EhRICXWNT 2TV F OEBERIZER L. KEBEDBRICIEENZND TV F Y OEREEZRNT S &,
[1.1.9.1.1. 912, 17.1 K]

(RIEMERBEANEY OE Y RIEICE 2 AMmImE)

52 70— MXKMNY—ZFEFICLDOBREZITV. BEUERENEIOEVRIECEEZHI S NICBEICKR S Z

BT B &,
5.3 XA R SFKRT DERICIE, BIMOcHRMIRBMANEEEZ S, SHLBMOMENRAZTNDEE
EWNRET D E

5.4 KA & 2 MIEFEISEDIFIZN R, BHEAENENR K OEBMRIFHEB S LTV,

5.5 FAEIDBMEARMALFIC T 2 WEMRIFHED S N TV,

5.6 KAMRES(C L DPNHARMMIRY O— 2 HUEIMNT 57t RFIZH LU ICBEICEERMENSTMAED 5N
2RENDH B ENS FADEMEROLZREZ+DICER U LT AARSDRIFZIEEICRET U,
BYRNREBEICH UG ZRKBIT DL

(FEERBRUAM 14 PREBEREMREE I & 1T D MAR RN M E FEE DD

5.7 WAHIEES I £ 2 IFHAAM M REMFFEER OBEICERT 5 L,

X TIRERAVAM (4 PREBAEREREF (aHUS) 2 A1 R2015) (AXERFZ S - BHARNERER) 22EICT S &
8 T RMEMEMERUNMELEDBEICT 2AF OBEIMER OCL2MEISHEIL L TWRW (ERREERDR W),
(EEREEHENE (REJ/O7 ) Y REFTREX BIMRHMUBEEICK DEROEENEHERIZTICRS))
59 RAE. A7 FILI ) YRBGNEGIEDOREICKRSI S &

* (RHEREFERANRYT T LESE (REREHEAZST) OBRTH)
510 RAF 7 7 7RY VAFUEBIEDBEICIRKE T B &,
5.11 R EMAINRY N T LBE BHEREHAZET) " OBREICERIZ L
K TLRMEBIE - BERTRAZRA RN Z722017, (HFXHREZR) %%}%Lca“% T,

6. RiERURE

(RIFMERENES O E VR ICE (T 5B MmNH)

WE. RAIKIFE, T7 VN7 (BFHE®Z) £ LT, 10600mgh 55 =AY 5. #Ok5E. B EO
B RS ZaHast4bmeE L. 20 ERER (FRRSH 54 BER) 151 E900mgZz 28I 1 [E
DRER TRBENET %,

(GEHESAIN 4 RREBAEEIREE ICH 1 2 MRV EREE OIH)

BE. TV UART (BFERZ) & LT TRORE - A TREET %,

Fiin M IFFE YN ESEE
18U 1[81900mg7z @1 Bl TET4 [E] AER 54 BB %D 51[61200mgZ 2;8(C 1 [E]
18 IR ATl
40kg £ 1[E1900mg7;81 [Bl T&H4 [E] AR 54 BEZH, 51[61200mgZ 2:8(c 1 [E]

30kgll F40kg ki | 1E600mg% @81 ETa2[E
20kgLl E30kgk 1[1600mgZ%:&1 Bl TET2[E
10kgLl E20kg i 1[E600mg#% 81 Bl TEt+1 [E] AEFRS1 BE#D S 1 [E300mgZ 281 9]
5kgl{ L 10kg= 1[E1300mgZiE1 [B]TET1 [O] PERE51BEZM S 1[E300mgZz 381 [

KEFREEHENE (EI/OT) Y AREMEIREX MBI EEEICK SEROEENEHERISZSICIRD)
RUBHBEHEEANRY S LEE (RHRTHAZST) OBRTH)
BWE. RAICIE, T7 Y XY T (B FElz) & UT 1E900mgh 55 ZMnY %, AEKRS#, B Q0
BRTHRKRSZEHEH4ERBEEFEIL. 201 BER #EKRSH 54:BE%) 1" 51E1200mgZ 25811
BOFERTREFNET %,

MEHE 52 BREEA S 1 E900mgZ% 28I 1 [
MER 52 ERE%A S 1 E600mgZE 2381 [E

7. BERUAEICEEYT 3R

(RIEMERENES O E VR ICE (T 5B MmNH)

7.1 FEIOMAEEDETICE D BHEDOBTMEFEDOHERNBR NS L) KERHREZETI S &

7.2 RAE S5 HB2 B E TICIUEFABAKERESR (LDH) SEEDETHFES SN WEEICIE, AF D& S5k
MOBERZRAT S &

(FERRBNA M 4 FREBIEREIRREIC & 1T 2 MAS UM B FEE DN

7.3 FAQOMAREDETICL D, MigEHNNEREDEBENMES S NE O REBREZETI S &

(EEFREEHBENE (REJTOTY VREFTREN B MRHMEEEICELD

EEROEELVRBELRIBZTICRD))

7.4 FHOMAREET L DERBAEVBR SN, REBRZETY
Bee ‘/ DUA

T oYX v T
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7.5 XERIDEFUEEHEINEBEZNRE URKRFR TR, FEA EDRERINA TIRSHRIME1 28
ICIERDWENE SNc, 2HREERH ﬂﬂf£%?1’@@ﬁa&ﬂﬂ%ﬂﬁﬂ%ﬁ#ﬁ LTWBBREICBVTIE ‘Eﬁﬂ%
RERFIED Y RIDBPEWIRREDN G D DS YRINRXT v hZERL. RERBREIZBEITIC
TERDLENRBO SNBVNWEE TIE FFDKRSHIEERNT 5 &,

* (RHRETERANRY M I LEE (RHEETHAZET) OBRTH

7.6 AFOMAEEERTICEDBROBENNH DD, BEBREZETIT S &

7.7 REe —EHER SR, BROERICOWVWTRET U, BRDERDRDHERD SNBRVEETIE KA DK
SHIEERETEHIE

* GEHENA M M AREBEERBF ICE T 2 MISEHINNERE OIS, £SEEHENE (REI/OT) U KEH

EREN IFMEFEREIC K SIERDEENE#RIEEICR D) RURHRTHEREANRY k5 LARE (REEST

A ZS0) DBFETFH)

7.8 MEBEZBRIC LD EFAO—EHFRES NS Z & MFHREMERICIHECENEEN S 5. FAKRES
HRIC MR X (I RGN Z 1T I 2 M EN D 5355 (. MR D T XIS H RS MR @ T
DIEITRIIC. TRESEICAFOHARIRGZERIT S L, BB, TRIEYI2L—Ya VERICEDEHK
ESNEDTHBIED S HARRSRIEBEDREZEREICHET S &

ERDOFAKREGE KAEIDFHITRE ‘HRES DR
300mg 1 [E[{c2>Z&300mg _
7;3’«—2/ ~ ) \J/
MZEECH 600mgblt 1 Elic > = 600mg PATERE0 AR
B R AR 300mgll E 1[E](c > =300mg #1760 281
8. EERERNESR
(RIEERBANES OE VREE)

8.1 FAWKSIC K DPNHARIMER Y O— > AMEINT 7o, KAz U BRICERLGMENSMARD 51
2EENDH B, RAIDKSZHRIEULEEICH L TR HIESERE., MERAMRUZNICHIEY SERK
RO ETRRERLBEICIG U TEYBLEZITS I &o

(FESL YA M 4 FREBAEMEIREE)

8.2 KA SRMEFM/IMREFZEMNICE=Y Y > 7 L, LEMEADNROH SNBRWEEIE. REH DR SH
DEEZRFTIT B &, BEFFZPIEULBZEICEEOMEERMNIERENRRIT 28 ENIH BT
O AADFREH IR RE12EEEEEDOREZ TRREAR L. LEICIGU TEYIBLBEZITS I &

0. BENERZHRIZBHEICHT BERE

9.1 BHHE - BEEZ0H 2 BHE

9.1.1 BEARBREDREDS 5 BH
ABC & O BEABBRECERL YT < BITRIENS 3. (51, 11.1.1 8]

0.1.2 BEDBERIFBIEN TN 5 BH
K5 SRR AR (BATEAEEL, FOASKE, 1 Y 7L TV ES) I & 2BECRBL LY < 32 FAlE
nHB, [6.1.11.1.1 28]

12

9.5 FiE
Tl X ISFR L TWDAEEED H 2T IS ABE EDERENGEMEE EFh 2 EHME N 255ICDH
®’59BE

9.6 RAWE
BEEOBERERVBARBOEREEZEZR L. RADMEN EHIEZRTT D &,
9.7 INB

(REMERBEANTEY OE VREEIC & (7 2 A MmiNE)
9.7.1 NRBEZWRE UBWEROREMZIEIES UERREERIFERE L TULERL,
(FEBRBYAIM 4 FRESAEAEREE IC & | 5 MAR MRV B REE D IH])
9.7.2 BHARKEIR, MERNXIF2 » BRBOIBZTRE ULBWERVORZEEZIBIZEE U CBRRRRIE
ML TULRL,
(EBUEEHBENE (REJ/O7) VY REFPREX MR EEEIC K DEROEBEINRHERIZSICES))
9.73 NEEFEEZNRE UIcBMMERVLREMZIERE S U CEBRIREBR IFER L TULV7EL,
KRB RREANRY MFLEE REREHAZ20) OBE T
9.74 NBREEZWRE ULBWERO RS ZIEIZEE UCERRERRIFERE L TULEUL,
9.8 HiinE
BEOREBZERUANS, BEICKES T2 &, —MRICEIEHAE (B, M. 2REES) MMETL
TW3,

10. 1RE1EHA
10.2 HHEER (HAICERT 32 L)
FHEE BRERE - SEEAE B - BRET

ARETOT ) VEA AREITOT U VEHAEOHRARS C | RFDOIZY RV —LIKEITZ2UYAT Y
GRUZFLYZUI-LAE | £> THRAQIMBEFREMET T 52 & | YIREN AREIOTY V8H & Ot
AREITOT ) VEF) NH2DT, HHAT BHZEICIE. BEDOR | BOGHARSICLDEES N, AF DM

B+ IcBRT B &, ERRENMET I 2NN B 25,

11. BHER

ROBUWERANHSDOND I ENHZDT BRZTDICITV EENRBOOSNIHGRICIIREZPIET 52 EHE

IR EZITS T &,

11.1 EXLEIER

11.1.1 BERRRERRE (BEEARER)

BERR A XIS IMIEZ RAE L. BRICEFET 52 ENH DD T, RAIDESICEREL TE, BERRED
IR (Fe2h, SRR, IREMEE. &=, *%E*$'Ijiﬁb@¢\fbx R BD - B B3 RIS FO&
R +2ICIT2 &, BWRARRBRIENRONILBEICIE BEbSIc
PRLU. NMEAOKRSEDEYBUEZTTS I & HJEH%J)E. ICX 9
200 FEEBEUTORIELLAP. RTICESFADEH SN
TW3, [1.1.9.1.1. 9.1.22&] > | |

PP
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11.1.2 infusion reaction (JEE7<BH)
av I TPTFI74F—ENH 5N ENH D,
11.2 ZOMtDEIER

10% L E 5%~10%3 ik 5% 7w RN
N ) SORMERM. FFRERFAE. | > \
N — K5 VAR N lb i
Ilfll/{ﬁi E-ml};k/m/ﬁ /\OE:\J{;@/)\EE\ ﬁﬁiﬂi’rﬂiﬁ%ﬁﬂ g-ml\ ‘fi?%%
ERORBEE | - | BB - EERlEH £ L,
- B B EIERM. [ RER. R B
5. RIS, R
o R ELRE. AR, &
= =0 gt LAY, BBt PR BB B | 55 o, mTEE.
Hﬂ;;ﬁ\ ﬁﬁﬁ:@j;}lb/]‘iﬁ%\ %ﬁ EH%H:‘IED. EﬁEI@Z:/B%E\Y'
B ET R WS TRR. T. RER. BE. | 1 LT TRES. EAE.
sl N SEEELIEG. MR, RAEET | BE. LR, M. .
KSR & SR BB
FFRE®E - - B UILE v IE., FH%EERSE BB
SRR, RS, O~ e e -
| AR SEEIE MR | gy e, TaBRR, B
st BIRGEL AV TINTUH, BERL. AL AEBBXA. Rtk 5. SEER. B BBk S
¢ BE | imsmgs . BIRES, W, BiES, 7 | D STk R T R
T/ AV AREERY BEER | T S oo g G
RBL QRN ITIE BT | gny S
ALPLE. PULEY LR OR
SR B, GRS, fF R “
kIR - - BREN, FEAmREE, g | D57 HEYRS AT TH
MBI, FEEERE I, 7 (i
BRE 5 A
e _ _ BACRE, BRE. @773y | BAY JLME NEVOX ~N—
M., BmiE 22
B, BEE. BOER. 58
5B - - RO, ROETTS. PUR. S ,?gg’“?ﬁu ﬁé%ﬁ%ﬁ ﬁ;@%g B
i B FENNED . BECNRE. BE | RERS. 5. AW, BR. AR
R B S5k, BBIR . R
ETER - - EEEE ZRAE BRI
— B B Lok M. BE. B, (I | WIREE. BH0. WEEERE.
IRGE bR B, RIS
o I . %5, BEEIR. (101, ST, | 2 5. BRD. AR, &
. B PR, SEE. EREEEA | T UBK
B - - - =T L —
BT - - 5o 7% TRE. BER
. B B N . EFEBIE. ETh. M\, &
mE - D BN, SIS, R EmE el
e \I% EX“:I: . N %’Lf\ ++,
BRUREEE | — = IR BROE R | g, . B

10% 2L E 5% ~10% i 5% K SEREENER
B B Wis B, 5 - 5. B
k| BE GED NN
Zoft - - HEIEE -

) EIRE FREERENES OV RIEEZNR & U IcERERRGFRR CO7-001, FJEHISAM MW REFFFERH R E LICERNL NORRY T« 7THREMRER
C11-004J % O EMERARFER C11-005), 2BREAEAENEZ WR & U EEHREFER ECU-MG-301 RUECUMG-302 I 11 5 BAANEE DIER. R
BRARANY T LEBE (RHESHEAZE0) Z0R & UERAERHER ECUNMO-301 XO'ECUNMO-302 (£ &1F 2 AARABEDHRERN 5K LT

14. BRAEDEE
14.1 FHAANBOER
14.1.1 WEY U Y ITRA PUHSLBERS]MD . DBRE B/ Y VZITIAT 3.
1412 AR4AERER BF7 R VEERR(G%) XEARBY ¥ 7 LR%E KB/ y 7 %5ITRN U, A7

Zbmg/mLICHERT 5, (FMULICBRDABE IEARFIS00mMgD 5 E60mL. 600mgdD % & 120mL.
900mgDIZE180mL. 1200mgniFE240mLTH %,)

1413 FRUICERZEBE I 2RBE/NY TEHEZFHFNCELSE LR E BPNTBREL, BN 5, By~

== =

T2

INIDNBRETLI2EENDHD2H RUTHULIRSBWT &)
14.1.4 8%, WA FROZENZLD, BEKRESE
BLAEWTZ &)

o (BB BY) TOMEEZRDIDDIEME

14.1.5 FEE FRUCRIZEPNCERIT S L, BRE POZERIREI 5551 HRULRIF2 ~

14.2 EFRERKDER
14.2.1 XA REFHFIA L UTOHEWN RUEFIRNKR S R TIRES BARKSZ LBW &
1422 FABMIZ UMV EDKRETZHDE L MOERA MREFLRBELBVW &,
14.2.3 FRUL IR ZE 18 mIA L TIZ25 ~4593 18K Tld1 ~4BE T TRIBRET 2N BE DF.

N
=
c FE)m

FEICHU TEEREI S &,

25°CTRE L. 24 KREILNICERY 5 2 &o
14.1.6 &R U IRz S5H

ICRBDETHBET S &, (INBALABWT &)

14.2.4 FERIDBRSHICEWERDFER U ICHE L. EMOHM TREREZES T2X IS ZHIEL, BES

15. ZDMDER

15.1 BRAREERICE D < 14
RIS 5 THERIGO RIS NI BEDRD SNIch’, AR BADRX SEEER & OIEH
FERDHENBD > oo

15.2 FERRAREER ICE D < 1B

KT BEDERDLET X TEEICHET S &,

N 2D BB FAERER (60mg/kgE BEFBEICERAZS) LW T BEEREENRO SN,

> 7 ®

U)X

(x oV X v 7))
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nnEEE‘Z’fE ‘c_ Bﬁ '§' % Elﬁ

EL - ERESUFERLOERFICDOVWTIF8 ~15R—IZZSEBEE L,

I.PNH

1. EI%E I 48ERFREXER [CO7-001 :BR (AEGISEHER)] '
(SHERERA — 7V 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@'ﬁ[ﬂlEﬁ;&@x’”ﬁE\ 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) Kanakura Y, et al. Int J Hematol 2011; 93: 36-46 (&FRRHMERD
[(MZEME R« AFERIdAlexion PharmaceuticalsDTHED © & £ S fz]

4. FHEER IFFNR ()
RIEMERBANETI/OE Y REICE T 2B MM

5. ShEEX (IR ICEET Z3ER (k)

(REMRENTES OE YV REICH 1T 2R MmimE)

52 70—+ hA MY =FHFICLDBREZTV., BEERBANTI/OE VRIEEBEZH S NICEBHEICKRESEREBI D &,

5.3 AF| % REBAT DBRICIE ABIMO 2 HFRMEBIMANE L EZ SN, SBLBEMOMGENRAENZBELETRETZ &

5.4 KF|IC & 2 MEERFEDIFIEIR. BHEENENR R OEDRIFER SN TULRL,

5.5 XEIDAMEBMAEICT T 2HENRISHER I N TLRL,

5.6 AEIRSIC L DPNHARIMER Y O—>h\MENT 226, KB ZF I UGS ICEEQRMERBAMAROSNZ2BENIH D EN S,

= = = =

FEIOBEWERCZEEZ +DICER L e LT AARSORIFZERICRT U BYBNREBEICN LIRS ZRAKT S &,

B

M‘EE12BBICHBIFTBLDHEDODR—XAZ1 5 DEE (FEFHMHIER)
BE512:BBICE T BLDHERNR—ZAZAM VICHKRTEERETHIRH SN E U (p<0.0001. Wilcoxon

DFSHBRIRTE)
AN DIBZETH 2 LDHES

ENR=Z Ty ERL T BESTEENMSHERICHA L E U (0<0.0001),

X | LDHIZPNHO B R O ZERFRRER T H 2 MERARMOIEERTH D MPLDHEDENMNIZ. PNHEE ICH [ AN DB & ERENBERE R,

FLERRR Kk REE %= (LDH) & (U/L) D##% (F131E)

IRtk BB SR (LDH) O F35E (U/L)

1900
1700
1500
1300
1100
900
700
500
300
100

*: p<0.0001 vs. R—XZ-1V
Wilcoxon DRI S IBRIHETE
SEi{E £SE

2 4 6 8 10 12 14
RS HARE (B)

SE : ReERRE

FHilfiTE LDHEZ B AR IEEE. IR 28R E ICO)E LFHMEL 7.

‘/UUZ

T o U X v 7
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(2) @mmE BIXFEEE)
RMROMMEAIE . KN—R 51 ¥ ELBLTRELTRICERICHD LU E U (p=0.006).

71 [ R D i 1L ER {37 25
N=R 54> (E5E112:8MH) | K5RTE (&E5%12:EH)

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) [=FEBE®] EF = (BIRFHEER)
K5 (FACIT-Fatigue 22 7%) (EV VU " BETBEB LD R—RA 54 VICHKRNTERENRDSNE L
(p<0.05),

¥ FACIT-Fatigue R O 7 DIEMIFFEH DHEEZR L TCHED, REFICADATZ DIETIEEH DB ERT, FACIT-Fatigue R A7 D3R > MU EDZELIE, K5
LN OBEERNICEERRZERBET 2 I ENTHINTWS, Uich> T RAT7HBLUEEINT 3 EBANICEEREY OHRE. 3L O IZREE
HICBRBEH LRILOBLE RS,
FACIT=Functional Assessment of Chronic lliness Therapy (12 B & x DHEEESTM)

FACIT-Fatigue 2 017 D8

8

@ 7

® 6

EI:

'e 5

Dy

S

]’F 3

K 2 +

,} #: p<0.05 vs. R—RZF1Y
1 Wilcoxon D& S HIBAIIEE
0 918 +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,

T4

290527 51 (93.1 %) ICBIERADBRIRULEX Ulco EREIERAIFER (51.7%). RIHEX
(37.9%). Bilr(20.7%) FTUTco VI YR EEEDHZHDE UNBWESNIEELREE
ERN290IFR1 51 (3.4%) IcFE L. NRIFFEEHA2 4. CRICEEREM HFTUR, FETHIX
B BERIEFIEH D FEHATUL .

2. MRS KRAER [C04-001 #HE& (TRIUMPHRER)] (G8AF=—4) '™
(EEALERR-ETR TS L RNBRRR)

[B MWIPNHEEHICHEITZY YU OBWERVRZEEERETT 2,
[ RIBEEAET YV F > OEEEZT B DY \%EPNH%%SN@J (VU R BA3B, 7T zREE445])
[F  E]7SRIEEE 5EES L. 20%2:E8IC] @, 21:BEERS U
YUY 2 E600mg%zB1E. 4EI%R5 L, %@1u§k900mg%1|§|$§50 ZD#%900mg%E 28I
1, 21 BE&RE Ulc, H5HMEFE26:8MTH - 7o

W57 32—

AR i A AR P

B0 \ 9EH. Z0%
2 BRILL LA = T2 314 506 718 amer

-

_— ;fuvu;r\ ool ool ol x| ol x o

70 F > DERE . 600 | 600 @ 600 | 600 | 900 X 900 X 900
DE5E (mg)

[FMEIER] ZZFMER  NEV/OE Y REMRORS IR AR ICEIM U /o B EIRIMER O &N 81741
BIXREHMIER - #@mohet, LDHOAUCZIEIEE U ioaim, FACIT-Fatigue R 7 — )b

[BirstiE] BT REFAE U T ITTRITYREN (E\BEAZIG T UIc2EE). pre-protocolE£M (ITTEMTXT
REMD S5, BBREREZZ (. D DOBRREMITEEZED S DERBRBEIRWEE) RO FERER
E55ZH eI RTOBETERS NS BITHRER MBI U /oo

11) Hillmen P, et al. N Engl J Med 2006; 355: 1233-1243 (FREFEHME R
[FIZEME R - AFE& 3 Alexion PharmaceuticalsDIHED © & 2 S i)

4. FHEEX [3FNR (k)
RIEMERBANTIOE Y REICH T2 AMMIME

5. MBEX (IR RICEIEY R (ki)

(RIEMREANES OEVREICE T 2R MIME)

52 7A—TA MX KU —FEFICLDREZITV. HEERENE/OE Y RECEESH S NICBE RS ZRIRT 52 &,

5.3 FAIZ RGBT BFRICITBMDCHIRMIKFMMNNEEEZ S, SEROBMOMREN RATNEBEENRET S &,

5.4 FAEIIC & 2 MEIERAE DIIHAN R, BRERENR R CIESRIFHET SN TLR,

5.5 AH O RIEBMAIEICT I 2HEBRIFHET SN TN,

5.6 RANK S (C & DPNHIRINIRY O— > AMEINT /e AR E I USSR ICEERMENBMIRO SNEEZNNH D I 5,
FEIOBEIIER CREEZ DR U LT FRARSORIFCEEICRT U BYGNREEICN LIRS ZRBT 5 &

‘/UUZ

I S
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B

(DANEJOEVRELERME (FEFMER)

YUY R BLEWTERIAE/OEYRELL DERSNIBER, 77 ERBELDBEVWIATLE
(p<0.001),
e RERMIRBMEBEM D, VIV BHTERICHDULE UK (p<0.001),

X EBBELCEWT BRERPBEATICEI2BMKONE/OL VEZBMREEE U, REPET AT OV ENBMREEZ LB, A28z Z (73
Mo IGRIENEV AL Y TR ER S NI & EFE.

BERPORMIKEMBMUBENE/OEVREL
i} )%HHF‘E!?EP (26 38M@)

ST
FEHEIEE
7’7‘271"\ vy 2R 7oA VU R" ﬁ

ANEZOEYZRELD

EREInEE (%)
HRR(E
g L 7z *ok
(& (£ + + + +
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 RERI2H BREORBIMT —4 %265 BICHE  * Fisher®EHERE  ** 1 WilcoxonDIELIFIIETE

FHliE BEENOHESRBEPICE T 2BMBONE/OEVEEZRE L. KR ZDEULIEANETOEVEN RSN, HD. fallZz
RIIBD S IHEENET/OE Y ORE(EHIMTLU . R BIMEIARAN 21 BOBET—F EREFORIME = R U T

(2) [2#1E#R] FACIT-Fatigue R —JL (BIXEHEIEE)
YUY ZBETIR26BE OFES X 37 (FACIT-Fatigue 2 2 7%) 564 7K+ > MMEM, 75 REETIFA0RA >k
AU, T2 EMBEE R LU TEEENROSNE U (p<0.001),

¥ FACIT-Fatigue R 37 DIEMIFEF DHEZR L THED . REICADATZDIETIEEF DB EKRT, FACIT-Fatigue R A7 D3R >~ MU EDZE{LIE, &
LRIV DERIRNICERBRZ EHET 22 EAFEIHINTWS, Licht> T AATH3LLEEINT % & BRARNICERRES OE. 3U DR K
KICEERES LNILOBLE 2%,
FACIT=Functional Assessment of Chronic lliness Therapy (12 BE % D AESF)

FACIT-Fatigue 2 O 7 O #t#

*

VU B

N~ OO

*: p<0.001.7: p=0.01 vs. 75t/REE
Wilcoxon OFF = IBAIIRTE

NR=AZAVHSDHIELE

O ............................................................................................................................................ :‘Zig{E‘iSE

—2 TohEE

-4

-6

0 2 4 6 8 10 12 14 16 18 20 22 24 26

BEH &5 A GB)
ToREE 41 39 41 41 40 40 36 39
VYUY REEE 43 41 43 43 43 42 36 41

FHEAE L ANILDOEF. FACIT-Fatigue X7 — L TRIE U feo
NR=RZA VERAD7 (FHELSE) | 75 REE34.31.9. VU U XEE36.7+1.6 (LA ERD)

ZEMH

6EEOBRSHMEICE VT, VU YR EDA3FTRT (100.0%) RE TS £REDL04]
(90.9%) iK1 U LOBEEERNEE SN, VU Y REDAH (9.3%) RV T T RED
9% (20.5%) iK1 U LOEBBHERRPRESNE LI KSBOBRIBEET U .
T7ERBLOEYV VIR BHTERESNLEILEEERG. TR (44%). BIFEX
(23%) . EEBHE (19%) B0 (16%)F T Lico ERBEEERIZ. VU X BEHD4H1(9.3%).
77 REDIF (20.5%) ICFEENE L, VU YR BICEIZ2ERLEEERONRIE
PNHOEE. Bl BUSRHEMREL. o LY Y REEELESS 1 Tk, 75 #RE
LB ZERBEEERONRIGPNHOEES . FHIRBME
214&\ PNHIE{R DI, [RESRER. DA 7 — 7 LR, HI,

h, BEEA. EER BM. EKERPE. VAL RBRDE1HT

cho REHER< BEBRICK BREHLUFIEY Y U RBET \/ 1)1 J 1
16) (HR). 75 RBETRBOSNELEATL T o T
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3. S IMAERARER [C04-002 5 (SHEPHERDHER)] (84 7—%)'?
(BHRERA — 7 FRILER)

(B  MWIPNHEZICHTZV YU OLRLEEIRT %,

[ RIBEXET YT OEEE 2T T-PNHEZEIT

[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 N 9EH. 20k
2 BRALLE R A b2 34 5 6 78 ommey
BIEAE YODES
DHF L DEE DR5E (mg) 600 | 600 @ 600 | 600 | 900 X 900 X 900

[FHMEIER] ZZEFEIEE | LDHOAUCZIER & Liam
BIREHEIER : LDHONR—X 51 U5 DENZIEIRE U oA, FACIT-Fatigue X 377 &AL
[BEtE] K526 BE R O2BEOR R TOREMROCEMNEDOBRITZE/ICRE L c, RBRVREFD
T=FIFE VIR OREZDBEBTERFLINTOBEDET —FEEH K526:8H
RUB2BEDOKRTEBL LR CENEDEERITICEA L

12) Brodsky RA, et al. Blood 2008; 111: 1840-1847 (&:RKsH&E £
(FIZAER © A5tE& I3 Alexion PharmaceuticalsDXIED 6 & £ 1]

Bk
(1) LDHOAUCZ EIE & L T B (EBEHEER)

RN—=ZAF14 IS5 DLDHEDE{LEDAUCDHFR(EIF—632263.5U/LxHTH O, VI U R Ick > THME
RBAMHERICERLF U™ (p<0.001. WilcoxonDFF S HBRIFETE) o

¥ NR=ZATAUNEE2BEETOLDHICH I 2AUCEZEE L TAMMEDEENEHEZ 1T > /.

(2) LDHOR—ZZ 1 Hh 5 DEEZHERE U (BIRFHMEEER)

R=ZAFAVICHETBLDHOHR(EF2,05TU/LTH D, VU U X HKE552BEFICIE269U/LICETERIC
BETFULEULRL (p<0.001. WilcoxonDFFEFHIERFIIRTE) o

(3) [&#&15%,] FACIT-Fatigue R A7 DZ1L (BIRHMMEIER)
FACIT-Fatigue A I 7 (&, VU U R BETBBHSR—XSA VL DEEICLERL (56.6). BB ZE L THER
INF U, ®E52:B(E12.2TL T (p<0.001, WilcoxonDFF S IEMFIRTE) o

Z2lE

4. NEEX [ BhR (kH)
EEMRB[ANT/OE VREICE T 3AMMiMNE

5. ShEEX (IR ICEET Z3ER (k)

(REMRENTES OE YV REICH 1T 2R Mmins)

52 70—+ b AN =FHICLDBREZTV., BEERBANTI/OE VRIEEEEZH S NICEBHICKRESEREBI D &

5.3 A Z B ESIBT 2BICIE AIMOcHFRMIRAMANEEEZ SN, SEHEEMOMENRAEFNIEBEETTRET D &,

5.4 KH|IC & 2 MEERFEDIFHIZIR. BEHEENENR R OED R IFER SN TULRL,

5.5 AEIDBMEBMAEEICT T 2WENRISHER I N TLRL,

5.6 XEIRESIC L DPNHIRIMER Y O—>h\MENT /26, KB ZF I UGS ICEEQRMERAMAROSNZ2BENIH D EN S,

= = = =

FEIOBEWERCZEEZ+DICER L e LT AARSORIFZEEICRT U BYBNREEICN LIRS ZHRAT S &,

97 BIFI5H1 (97.9%) IC1 U LDBFEERDPBES NI L, 5516984 (72. 3%) D
BEERNHD. MEDSH > IcEEBRIIERE (52.6%) . BIREX (32.0%). ExERKHE
(29.9%) FTULR, EELBHEESERIF196(19.6%) TA4HICEBEL, ERHDFEM
(3B141). E&2 (3FI34). AR VERE (F26124) TUR, BRBEICIFTERIEIC
BEULCEEGEEERIE. SMC3HHEESNI L, VIVR LEEIZIEEEFRIC
LBETH. HKERIEHIEH D EFEATUL .

‘/UUZ

T o U X v 7
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4. REIRSHER (E05-001 58 (845—%)'>"
(ZHERHERA — 7 > HER)

[B WIPNHEEZHICHTZY U Y ORAZEEEZRTT 2,

[ RIBEXAETIFYOEBEEZZIFPNHEZ1956] (/1 Oy MRER11F TRIUMPHS ERS7 4.
SHEPHERD:R®E&97 1)

[ ERITRIUMPHEREE T S REDEE (444) (326:BE&ICY U Y X IcgIb&EZ 1z (VY X"600mg
ZE1E, 4E%5 L. 20 1:B%ICO00mg%z 1 [EiR5, Z0%IF2\IC] Bik5Z ki), Do
BEFY DY EHIBFEIOOMgT2BIC 1 BIRBHETRS,

FHEER] EMEOEETMEER  RELREI -
BIREHEIER  LDHOR—X 4 V5 DE{LRE

(R EHE] &4 O T RIBRAT IS, RERFIHB6H B M20064E4 A26 BIcEM U Tz, 2E1H O FRESBATIE. 2006 F
M BI7THOTF—IN—REEBICERL o, 2008F11 BEST. IRTOEEFHREDY U X®
BEICBITL W,

13) Hillmen P, et al. Blood 2007; 110: 4123-4128 (FGERFEHMERD)
14) Hillmen P, et al. Br J Haematol 2013; 162: 62-73
[MZEME R AFERIdAlexion PharmaceuticalsDIED® & S i)

Btk
LDHDOR—Z 51 v 5DELEIEEE Uicdm BIRHEEE)

YU YURICE D, LDHIEEPHMTEA U 5 8B F %8 U TLDHDRE D Yk U X U T,
e, 77 ERBENSY VI A BRELCEBLLEETE, ARGEIDROH S5SNI L (p<0.001),

FLEERR 7k RBE = (LDH) fE (U/L) D (F131E)

2500
FARTORERE ST p<0.001
2000 RAEBITE D BT
§ rrrrrrrrrrrrrrr LDH O % EgsFE%5e (103 ~ 223 U/L)
@ 1500
&
% 1000
T
()
- 500
0
0 6 12 18 24 30 36
’E5HIRE (B)
F#(n) 195 192 188 189 181 132 87

FHEiAE LDHEZ RSB 54BE X TREE. ZDERIB4EEEICHEL. PRBTRFDOS2BE TAIE L .

T4

4. NEEX [ BhR (kH)
EEMRB[ANT/OE VREICE T 3AMMiMNE

5. ShEEX (IR ICEET Z3ER (k)

(RUEERBEANES OE VREICE T ZAMmims)

5.2 7O—HA MAKNY—EHICLOBBEETV. RIEERBIANES/OE Y RECHEESKH SN BEICREEZFBTEI &,

5.3 AF| % RE55AHT DBRICIE ABMD 2 HFRMEKAMANEE E X S, SELHMOMGEN RIAENDIBEE[RET D &,

5.4 KH|IC & 2 MEERFEDIFHIZIR. BEHEENENR R OED R IFER SN TULRL,

5.5 AF|DAMARMAEEICT T 2HEDRISHER I N TLRL,

5.6 AFIRSIC & DPNHFRIMER Y O— > ANEINT 226 KB DI U BB ICEERMERNBMNRO SNEZBENNH DI EH S,
AEDEMERVLREEZ+HICEREL LT AFIRESORIFZBEICHRT L. BUIARRKREBEICHUREZRART S &,

= = = =

BESERIZ1956141 94@] (99.5%) IcHE SN, XD DIFEERE107 fll (54.9%) . EIFEEK
97 %1 (49.7%) . LXERFB804I (41.0%). THIE8H (34.9%). EL634(32.3%). NEM
5041 (25.6%) . EaRE48 6l (24.6%) FT U, EELREESERII7541(38.5%) ICHIKR L.
RPEICEEUVCERLBBEEERE L THREIM (4.6%). V1 ILARZIEEGH (3.1%). TRE
R REBRADE3M (1.5%). BRK, BERAREMMAE., Az, MFkaa=RR, BIME. BIMAEME
Yav I, VAN AUBBAENEZ2H (1.0%) ICEBHSNK Ul BREPLFIXT1IMICEHRSE
SN, BEFRICELDEEPLERIFITU e ZDSEIBAMEDEESERICL B RSP
5617T, RERIFEIR2 7. BRERFAIEIREE 1 . SR X E BRI #. PNHDEL1 FITU T,
e, BUEEREREQ MK, BIFOBREGE. BNV 7, BRIMEDRKREER IC X S5ETH
DBHEODELEDS WINHEY VYR EDEERBHSNEEA

TUT

‘/UUZ

T o U X v 7
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5. ZDfttDEMA

(1) [BZER] BUHBERADEY
- BRE DA [C07-001 #E (AEGISEER) ] ICE W T, VU U X" Z/E I NTcPNHEZE29 6] D165 % H',
NR=—2A 54 VEICAT—IT U EDCKDEHR L TH D, GFROFREIZ130.8mL/min/1.73m? (85FH26.2 ~
317.3) TULtc,

YUY EREI2BRICEWT, 20671261 (41.4%) TCKDRA 7 —Y DL 53R SN, Z{iR U IE164)
(65.2%) TUTco 1B TIHERST12BRICHEDIZAIEERIRBH 5N, CKDAT—IMNCKDARLMNSRT—1
NEEROFE U,

YU RAREEPORBEERRDORAT—IDE(L

(230
L% 12 (41.4%) | 16 (55.2%) 1 (3.4%)
2F—Y3~5 1 (3.4%) 2 (6.9%) 0 (0.0%)
27— ~2 11 (37.9%) = 5(172%)  0(0.0%)
=y =gl #o X1 LB D BEBRRAT—IANDEL
B BRAH O 5NN HLL 9 (31.0%) 1(34%) |11 EISD EREAT S0

[ K] BRAEDIFUOBEEERITCHARAPNHEE29F)
N—RF4 VILHITBPNHEZE DB R

BB RENR (CKD) X7 —Y N (%)
ZF—35 (GFR < 15 mL/min/1.73m%) 0 (0.0%)
2T —3I4 (GFR 15 - 29 mL/min/1.73m?) | 1 (3.4%)

X F—3Y3 (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%)

BUBERLZRD SNAN 10 (34.4%) | 'BUEBREAOHEH (X7 —2) & KEEREME (US National Kidney
= o Foundation) ®Kidney Disease Outcomes Quality Initiative
£RBE 29 (100%) | (k/DOQI) DIt BHE OAHEICED ZHE,

[HEEAE] ZHEEERA—T7VERE (12:8)
[E5AE] VUUR600mgzE]EL 4E3#%5 L. 58EIICY U Y R900mg#z 1 EI&RES, D%, 900mg%x2BIc1[E, 4E#%5 U,
BEHEIE12:8E TH > I,

57 a2—)L

SRERD EEIN ClE HERF AR

®E5 D2 BE L] S| 1 2 3 4 5 6 7 8 9 10 | 11 12

BEARET I FUOERE | VYR 0%RS5E (mg) | 600 | 600 | 600 600 | 900 | x | 900 | x | 900 | x |900 x

[FHEAE] BHEEDEIE. R—RASAVICRBTE3EVWEEEXT—INSKREI2BRICE T LDEERIAT—INDE(L, BEEED
B, R—ATA VLB I EBEBAT—INSLIDBVWAT—IANDEE U,

[BRArEtiE] BHEElcdd 2V VY A OFEEERICHEE S NcFHMEER Tldan o7z, CO7-001 (AEGISRER) IcfEx AN s5hn, VU U "
ERESNICBE29FDBHEEIC DLW TERBITEEM L 1o,

(Z2 ] 2961727 51(93.1%) (CEMERDFIR U fo, T/REIERIZEER (51.7%). £IRFEA (37.9%) B0 (20.7%)
ETHolc, VIUREREEDNHZNE LNBWNWESNDEERELBBEEERN296IH 141 (34%) [CHIR
U, PERIEFEH2 . CIRIGHEERIEIN B TH > Tco FETHNIRAR S REFEFIE LD > Tco

10) Kanakura Y, et al. Int J Hematol 2011; 93: 36-46 (FGERFEFME R
(FIZHR © A5tB& I3 Alexion PharmaceuticalsDXIED 6 & Efi S 1]

(2) [BZEHR] miz1 <> bAOFEY
mig R g VYUY RRERIBIH, VU U RRERIHICRO SNE U,

VU IR BERRICE T HMEN Y M

p<0.001

40

30
Et
7
22
¢ 20
¢
H

10

Wilcoxon OFF S ~HBRIIEE
0 E
VYR % 5E] VYR 5%

[ K] HEAEDVIFUOEEZZIFLPNHEZ 1954 (V1 Oy ~RER11 4], TRIUMPHRERS7 #ll. SHEPHERDZEZI7 A1)

[HEAER] SmRERA—7 > HER, HEREAR 1028 0 R,

[’574%] TRIUMPHEERR T 75 wiREEDEE (444)) 32658y U U RCYID &2 (V1) U 2"600mg7% ;81 [El, 4@&5%/ 0D
TBE#(C900mg% 1 @5, F0#%IE2BIC] RS EME) . TOMDEEIZY U Y A ZH#IFEI00MgT2EIC] EIHE
BEFIERS,

[FR@EAE] VU RXBESFIEERSEBOMEA RNy NE LR U,

[BBirstE] v U Y X EESRIOMmEA XY N E, ERBEFRFIOEBEICRITZ2ARY NINTEEDT, VU BREHOMIEL RV
[ VU U PERENS, BIREBSETCOHEREBE 22006 FE11 BOTF—IR—ABEEL TOHBOWITNHE < FHIR
UIcADARY NI RTEEODT, gAY NEOMEICDWT, FRIICHETE U & L TWilcoxonDRFSNIERIRE %
AWz,

[BIEA] BEERIFT195HIF19341 (99.0%) ICHRE =N, 2D DIFFERE (51.3%). RIAEK (42.1%). £
%Z (30.8%) . B (25.1%) . THI (22.1%). 5B (20.0%) FTH > fco

13) Hillmen P, et al. Blood 2007; 110: 4123-4128 (ARKEHmER)
[FIZ5H8 & © A3B&IFAlexion Pharmaceuticals D IED 6 & Efi S 1]

5. FEER IIHRICEHET 23ER (Hkh)
(RIFMEREANE Y OE Y RIEICH T 2 AMmInE)
5.4 KA £ 2 MAZZEASIE OINFIZNR, BIEEERENR R UM RIR IFHETD S LT LR

‘/UUZ

(x o2V X~ 7

27



6. 8l{EA ) ENEASR | BAERRR

BRERAIES L VEIHER™ (N=29) (N=195)

(1) ERERKRBREE (FAEERE) n (%) n (%)
EPBER R D29 B 27 61l (93.1%) ICEMERIA RS 5. Thb 05 (51.7%). SIREL (37.9%) K RERIES & U ERIE 13 (44.8) 168 (86.2)
D (20 7%) 85— - SIRFE A 11 (37.9) 82 (42.1)
& : : o AYTINTUY 1(34) 14( 7.2)
LR LA R 1(34) 15( 7.7)
(2) BHRPREURLE (RIE) g 0C00 | 12(62)
SENERERER D 19561719361 (99.0%) ICEEERHMRD S, THH DTSR (51.3%). LIEEX (42.1%). A 0( 0.0) 12 ( 6.2)
ESRGERE (30.8%) . BD (25.1%). TH (22.1%) RU'EERE (20.0%) FETH > o FRERSR 0( 00 60 (30.8)
RS R 0( 0.0) 22 (11.3)
o )L R 0( 0.0) 22 (11.3)
SEXA 0 ( 0.0) 10 ( 5.1)
ERNERRRER ICH 1T B RIVEF DO RIREE BE, PEE L CNBESHEE 0( 0.0 52 (26.7)
2% 294l S 0 ( 0.0) 22 (11.3)
BUEFTROI (%) 2761(93.1%) TR IR 5(172) 23(11.8)
PUILEY +R 2(69) 0( 0.0)
HERRE LS EBES 2(69) 105 (53.8)
FKIRTES5% U FDOBIEA—PNHEE— RIS 1( 34) 31 (15.9)
ENEEFRER e il 1( 34) 21 (10.8)
BERASES L OBIER* (N=29) (N=195) )i 1(34) 28 (14.4)
n (%) n (%) HEBE 0 ( 0.0) 39 (20.0)
EEE] 27 (93.1) 193 (99.0) R REiE 0( 0.0) 14( 7.2)
M H &Y VI CREE 3(10.3) 21 (10.8) HERE 0( 0.0) 12( 6.2)
B MBI AME 2(6.9) 1(05) KEE 0( 00) 10 ( 5.1)
EH L UORKREE 2( 69 18 (9.2) RAEERR 0( 0.0) 10 ( 5.1)
Hig 2(69) 3( 15) BREREE 16 (55.2) 127 (65.1)
RRE=E 4(13.8) 28 (14.4) B 15 (51.7) 100 (51.3)
FERE M 2(6.9) 2(1.0) FEIMES F L 1(34) 30 (15.4)
BEEE 10 (34.5) 123 (63.1) EmEE 0( 0.0) 45 (23.1)
=0 6 (20.7) 49 (25.1) RERSE 0( 0.0) 23(11.8)
Mg 3(10.3) 32 (16.4) %35, & & OHtfREE 5(17.2) 80 (41.0)
THI 1(34) 43 (22.1) RE% 2(69) 0( 0.0)
e 0( 0.0) 25 (12.8) 7158 1(34) 31 (15.9)
e 0( 0.0) 23(11.8) e 0( 00 28 (14.4)
_REERE 0( 0.0) 16 ( 8.2) P PR 0( 0.0) 12( 6.2)
SEERE 0( 0.0) 10 ( 5.1) 25 0( 0.0) 10( 5.1)
LEEES L UREEFIEE 8 (27.6) 87 (44.6) 24 0 ( 0.0) 19 ( 9.7)
FeBh 3(10.3) 33(16.9) KEH & UE THERES 5(17.2) 58 (29.7)
BB AR 2(69) 3( 15) Pt 3(10.3) 0( 0.0)
s 2(69) 19( 97) F5%E 0( 0.0) 15( 7.7)
R R E 1(34) 12( 6.2) KB 0 ( 0.0) 13( 6.7)
fiap 0( 0.0) 12( 6.2) MmERE=E 0( 0.0) 28 (14.4)
AV TINT VRS 0( 0.0) 22 (11.3) fink:3 0 ( 0.0) 11(586)

* - MedDRA ver.11.0 & B\ CHEIER
¥k I/ Oy b atER (C02-001 #8%) & & O F Dk 5558 (E02-001 &E&R. X03-001 55%). HM4E
ZEEBRT T MR EREE (C04-001 HER) & & U'F Dkt 5 a5 (E05-001 #5k) . S MEA—7 >
IRV ZLMERER (C04-002 35R) £ L 02 ofikfitiz 535k (E05-001 &ER) . /B RAERIE. BEER
T&E

PP
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I.aHUS

aHUSRERRAERDEEICDWT

FEHRALRMMEREEEIFAEEEENRE UCRARARISINTHEXAE TV F UEBETTEBINE LU
Fle BEERAETY 7 FUEBIHRCIEIEERT4BURNICEAFNRE SN2 5B ICIEMERINFHNICKRES N
F UTco R, ERERREER (C11-006J5358) O/NBEETIIMAKE TV F ROV 7T VHELET Y
FrOEETTERINE U,

1. ENE O 1REEKRELER (C11-005J558) '
(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 ey EREEE | N—25/y | BSHEE
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 10kgl E20kgFRmDEEICHT 21 [EH e D OAGEHE LB AR600mg. HFLH300MgTY
*2 18U LEDERICHT 21 [EH D DEZHAEIFEALI00Mg. #RFH1200mgTd

15) ttAE R« 28 THEEMNERARER (C11-005)) (EERREHHERD

2. 5 IBEREREER (CO8-002:8) (HHF—%) 6™
[SEERIEEEER (SRR — 7 5HER)]

(B BY] MBECEIETIEaHUSEE ICH T2V U U X" OBWER L2z 1T T 5,

[ Rl 18mU L. £F12FUALE18mARB DAEELOGU ETMRERIBETIMEOREAET 7 F > O
EEZZ (T fcaHUSEE 1741

[5 K]V U U 2°900mg% 81 E. 4885 L. 58k IC1200mg% 85 L, 70k 2B/ &I
1200mgZ 5 Ulc, x5 826 B TH > 1c.

BEI T 22—l
JRERHED BAH HERF AR
YIER S &E14 HA] B 1 2 3 4 5BH. #0%2BEC &
BEXETFOERE | VU ®EE (ng) | 900 900 | 900 | 900 1200

—

FHEER] TEFHMER ¢ MmIMREDZEL
BIRFHMHIER @ TMAA XY K7 U — TMANAZE, TMAE SR,
BEEE/IN T X —5 DZ1t
BIMEBFHEEE" | MRENIEREL

¥ 1 KEFDA (Food and Drug Administration : BEmERRRE) & UCBMCHMP (Committee for Medicine Products for Human Use :
EERZER) CHBRBRE U CERTMER,

[MRITEHE] TN TOEEENIRSFBE260BENU LERZAET—Y Ny NATHE LTI EIT>Tco 2B%
HEHHER ICRWVWT, BAaHUSEE TR E LRI RO 8mREDaHUSEE = R & U s
ZHEUIT—YICEDE, BN ZTofco BWERVLREMBITICEVWT, VYU EZRES LT
17 B D#EERE TN THITTERTERICE £,

QOLOZE AL, MBELDHDZ L, B

16) Legendre CM, et al. N Engl J Med 2013; 368: 2169-2181
17) HARERL - BAERREER (C08-002) (AGRIFEHmE R
[FZFME R A3ERIZAlexion PharmaceuticalsD BN & 2 S i)

4. BEEXISFNR ()
FEBLEUA M 4 FREBAEAEIRBEIC & (F 2 MAS MU NI EFEE DINH|

6. RiERUAE Gk
(FEBARVAIN 14 FRESAEFEREE IC & 17 2 MR/ EREE D)
BE IV UIANYT ELTFERR) & LT TRORE - AR TRBERHET %,

ERHIHE N 0
1835LE 1E900mg#%:B1 Bl T4 | MER54BREN S 1[E1200mg#%2:BIc 1 B
188KE
40kl £ 1E900mg#%:B1 B T4 | AEE54BR%EN S 1[E1200mg% 28I 1 B

30kgbl E40kgARE | 1[E1600mg%z:B1 ETE2[E | #ERS2:BEEH 51 E1900mg% 2581 [
20kgM E30kgRME | 1[EI600mgZ:E1 BITE2E | #AE&RS52:EE#ZN 51 [E600mg%258(C1E
10kgB{ E20kgARiE | 1[E1600mg% @1 B TE1E | #EKRS1BE%EA 51E300mg%2:8IC1 8]
Bkgll £ 10kgF 1E1300mg%z B ETE1E | #ERS1BEED 51 E300mgz 3581 [E

‘/UUZ

T o U X v 7
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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
WERE TIE. 1341 (87%) TIUVIMREDEFILNHSNFEL e,
X MIMRE D IEBLIE. 27 < & b4 BREICH e > T 2B EDER U RIE T150x10%/LU EOI/IMEEINEREE NS & EFEEL .

MR DZEAL

122 T TR AR ook K otk T sokok T ok
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) MAEFHIERE{L CEMERFHEERER)
2EHET17 501361 (76%) HMRFHERLZER L % U (R5HH26 ).
M) VRE & LDHIED 5 HS R EET 5 o T ERE 10815941 (90%) TIVRFMIER{LEEM L % Ui,

MARFHIER{EDHASNICBEDES CEMEZFHHER)

24%
(4 / 1741)

76%
(13 / 1741)

FHEAE  MRFHERE 4BBEU EICic 2B EoEE U fcllE T MIMREAN 1575/ 1 LLE LDHEAULN ((fEsk) 24 FR(E)
UTEHrImaE L.

VY

o ) X v 7))
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B) TMAA RV k7 U — (BIRFHHEE)
178151561 (88%) KNTMAA R b 7 ) — &R L & LT (R5HR268MH).

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

TMAARY K7 — /[TMAZZZHER

TMAARY KT —

TMATEEZRR 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 (BIRFHEIEER)

YUY RITE DTMANAZE (FR(E) I, R5FID0.884/EE/HEMS0H/EBE/BENEEFRICETULELE

(p<0.0001. FFEMRIEHRIRTE) o

TMANRT A

<0.0001
1.0 b
0.88
~ 08
o (0.04-1.59)
e
® 06
&
0.4
&
<
2 FRIRE
0.2 o =
: 0 (F/IME - =K E)
(0-0.31)
0

VIUUZ SR/ VUUR 26 BEES%
(n=17) (n=17)

FHliTE TMANAKEEE/BH D OMBERERITROFAEBTERE Ul

Yy

(T 2

y X% 7))
35



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

eGFROZILE

100
FE£SD
*0p<0.05,**p<0.01 vs. R—=XZ1YV
20 1 EERTIRTE ok
ok
OE) kk kk sk kk
N~ 60 T sksk T T T
= R g -
£ i
~
—E‘ 40 *ok
= T Ty,
& 20 * 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)
SffpI% 1717161516 16 15 15 15 15 15 15 15 15 13 15

SD @ BEERE

YUY RREICK BBRE/INTA—FDEL

B/ A — % (N=17) Z%*iﬁgff)@
eGFRONR—Z 5+ ¥ 15 15mL/min/1.73m? L E D L& 9 (53)
&Y L7 = F ABEOR—R 51 > h525%LLEDET 11 (65)
CKDRF—I DgE™ 10 (59)

¥ R—Z 54 2 DeGFRIF22.9+14.52mL/min/1.73m? (Mean+SD) . 24D ~R— 2 S+ > H<60mL/min/1.73m" 12 > 1z,
X RGEIAKICCKDR T — U4 £ ld5 TH - e BER1261 (T1%) 125 1.

i E  BiESE. eGFRON—Z 54 U 5D Z{L (156mL/min/1.73m* U ED ER), MEI L7 FZVDR—R 54 U h525% L E
DETZRLCBEDOES. REBMRER (CKD) RF—INKE UIcBEOEETIHEL 1.
T ABRILLEIC e > T2 B EDES L 7o ZRTT 1 BRESLLE DSEN N

(6) [ 1E#H] QOL (EQ-5D) NDEZ (BIRFHmER)

QOLA D& (EQ-5DDERRIIERD B 5 X1L) BAHShIcBEDES (R5HE26 BHE)

20%
(3 / 15641)

80%
(12 / 15641)

SHEE  AEDOE (QOL) Dbl EQ-BD*THIE L. KE D REH#EEA T (Time Trade Off : TTO) I WA L, ﬁg%%b\‘ﬁ;b&ﬂﬂﬁb\‘
HolERUBRNDER (MID) Z5Hl U fco AFHMMZETOMIDIE, 006U EDZA I T DEIME U THRE L, REMEBUEDROT
DIFNMIFEGERMICERDH 2QOLDZEL & Uiz,
¥ EQ-5D (EuroQol. 5 Dimension) (& 42ERICBIT 245 DE (QOL) # & LiHA T 2 B EN L TR, EREFOBE. @3 0[O h DEE,

QEBEDTH. DfEH/FRE, OFL/5E £Adk O5BENSA D, SBEICOVT, B L. "W SHBEENS .. A LEEN 52,
DIEFEFHMTEET %,

T4

176151061 (59%) ICBWERNFEIR UL X UTc. EREWERIXBMIREAME. Bl B, #ET

MEME (F26). 12%) TUl. YV VR EEENBZDELNBWEShIEELGRESE

ERII3HI(18%) IcFHKR L . NERRIGETESIME2 6. FIMET HITUfc. Rl FETHNE < .
BIERICK 3 EFUFIBEHSNFEEATU K,

‘/UUZ

T o U X v 7
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3. % I #HERERERER (CO8-003:8R) (BAF—%)'®
[SEE RIS (SRR — 7~ 5R) ]

(B BWITMAIRYKRZU—ZHT DY YR OEMNEEZTHET 2,

[ R REAMWICMBEEZZITTWBI8mME L. £E12mUE18mEKmMN DAEEAOKGU EDBEERE
DU F v DEEE R T -aHUSEZEZE204

[ 3R]V U U R900mg%ZB1E. 4:BE#%KES L. 5BEIC1200mgE &’ S Uz, D% 2BEC &IC
1200mgZz 5 Uz, #585MEIF26BE TH > I

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

[(FHfEE] TZFHHEE : TMAARY KT —
BPREHMER - M/MREDZE({L, TMANT AE, TMAERESE, TMAZE£E%), QOL (EQ-5D) 0 Z1t.
MELDHDZ AL, Bi&EE/\ O X —F DEAL
BNEEFHMEE™ : MEZWIESL
% K[EFDA (Food and Drug Administration : BEmEXEMAF) KU RINCHMP (Committee for Medicine Products for Human Use :
EEREER) CBBERRE U CBRIMMAER,

[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,

18) #tNEH} - B ERAREER (C08-003) (KRR HME L)

B

(N TMAAIRY N7 ) — (EEFHEER)

YUY R & D204 1641 (80%) TTMAARY K7 —%ZERUE UL,

260 BEITTMAAMARY R 7Y —ZERULEBD - 401 EZHFEFEOMNREHALEE TH DO, MNIRE
215.0x10%/ uLZH#FL TWE LIch BEHEPICEVWTR—ZF 1 U H 5 O H/IMREDZELH25%
EHEWSHREEMNIVMRBOE({LDHSNE LT,

TMAARY K7 ) —ZERUIcBEDEIE (IR5HE26 8MH)

20%
(4 / 204Y)

80%
(16 / 2041)

4. EERISHR (RF)
IEARE M RBMEREIRE I 517 3 AR\ B D)
5. SEEX RWRICEBET TR (h0h)
GRAREMEREEERERICH [ 3 MR N EEE M)
5.7 BEHERRIC & 5 FRUSMIERBEERY ORERET B &

X JEMAVAMILRBERRE (aHUS) BRI 1 £2015, (BABEYS - BANBHSR) #238LT 5 &,
5.8 K I RN B OB IS 3 AR B IR OB BT LT 10y (EREBA 511

SHAEAE TMACARY A7 U —F OMERENOMIMRENN— S5+ VMEH S25% B X BB T. QIMFEEHT. QFEBITHK.
HNEDOWINEEFR L TI2BUERD SN BNV & & 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)

(3) TMATT A (RBIXFHEIEE)
YUY RIS & DTMAN AZE (MREHMET R OHRBN 4K EERICHD UE LT (0<0.0001),

TMAAR AZ

n=20
OB (R/AVE - R AME)
5 NIERERE

TMAN AR (/2% /R)

FHEAE MERFER(CE>E. 48R LI 52ELEDER U CAIE T MAMREN 1575/ u L . LDHEBOULNX T Z2iEic 9355

& UTe,

VIR B EH]

0
(0)

VIR 26 BfEER 5%

FHEAE TMANAKERE/H BT D DMBFERTROFRBT R E Ul

VY

I v U X v 7




(4) BHEE/NS X —5 DZ1{L (BIRFHEER) (5) [&#&15#,] QOL (EQ-5D) NDF & (BIRFHHIEE)

VYU Rl DeGFROBER EERHSNFE UL, QOLNADEE (EQ-5DDERFRIEKD B 2 Z1L) A Snfc BEDEE (R 5HIRE26:EMH)
eGFROZE(LE
20
F19(E £SD
* p<0.05. %% p<0.01 vs. R—X TV 27%
1ERURTE 3/ 1141)
15
kk
T BT« 73%
< o S T 8/ 1141)
< 10 ok kT
< - T
& ‘)
mlmjﬁ 5 /\/\ /‘
= "
g( ’fhf
T / SEAE  ASEOE (QOL) DZALIE, EQ-5D*THIE L. KE DR HEEA T (Time Trade OFf : TTO) ICHEWVEA L. MRENEHARZALH
3 oK 1 - L Bl EBEUZR/INDER (MD) AL fzo ATHEETOMDIE, 006 ORI 7DEME LTHRE L. BEBUEOR T
1 4 1 DIENNIFEEFRRIICERD 5 2QOLDZE L & Uz,
- -4 - 1 1 % 1 EQ-5D (EuroQoL 5 Dimension) (2 ICE T 2450DE (QOL) #3& LI ¢ 2 & BIEBEN TR, BHEROES, Q5 0E 0D DEIE,
QEEDITE. DFH/TNRE, OFRL/3ZSEAH, OSEANSKRD ZBEEICDOWTC, TEER L TWSHBELH S, TKERBENH S
114 1 DIBEEHECEIET 3o
©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
. o ek
VUYRREICEDBEE/INTA—FYDEL
B TS X — 4 (N=20) 26 SBEH I D 20564 (30%) ICERIHEARMIRIRLE U, EHEIERIXEER. BMEGRAME. Y > /NEK
2 (9 el ] 3 = N N
— | e R WAE (8261, £10%) TUK, EEREERE2HTRIEL. WRIZIEER, HIREEH
COFRDA=AZA S 15mL/min/1.73m LD LR 1® Z1HT U, Fhe FETHIEE < BWERIC & BB EHRIFIERHSNEFAT L,
ME7 L7 ZFMEDOR—R5A4 HE25% U EDET 3(15)
CKDRF—Y k& 7 (35)

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

> 7 ®
J )Y X
(T o2V X v 7))
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4. L NAZRNRY T 1 7Bk (C09-001 HER) (BHAT—%) '

(BRRRIFENT ARER)
_EBEKDIL:%@T 973\ ini?b 7¥<n H#u¥ﬁﬁ ﬂ??@’(@‘fu)l big_o

(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:
1560, 12 ~18m Ak - 44, 18mU L : 1141)

[F  ZEVUUREERARS L, BE5HEIEBLOREN SRS EFTEREICE > TERD, HERIBYEA
DYIRTTRO 5N,

EHBEER] M/ R DO EBERR TMAAARY h 7 U — TMAN AR D ZE (RE5RIROES5H), eGFRD
15mL/min/1.73m* Y ED EF & E

[fBtrEtE] 702X ~X70 7+ 73R T 5C08-002 5 5& Kk U'CO8-003HERICH (T 2 BITEtEICEICED W
foo BE, RREROBEZMEDHER (MIREDEFEL. TMACRY K7 U — TMAN AR, eGFR®D
15mL/min/1.73m? U ED LR AESOE > D20g/L EDEM) (ICDWTIE. 128F0E (1541).
12 ~18mAkmm (46). 18UL (14 DY T/ IL—TIcH I+ TRET U 7z,

19) HARER B L FAZANRY T« THER (C09-001) (FEFERFHmERD

4. SEEXFFNR (k)

FEHRENAIN 4 FREBAEAEIREEIC & (7 2 MAR RN B FEE DI

6. BERUHE (k)

(GEBBSAM M REBEMERREICE 1T 5 MR RN EREE OIIH])

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

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

30kgLlE40kgF# | 1E600mg%E1 ETa2E | #MIEKZS2@EEA 51 E9I00mg% 28I 1 |
20kgLlE30kgF# | 1E600mg%B1 ETa2E | AIEKS52EREEA S 1 E600mg% 28I [
10kgl{_E20kgski# | 1E600mg%:B1 ETat1 B | #EHRS 1 BE%N S 1 E300mg%2:8Ic 1 B
kgl E10kgsRi# | 1[E300mg%@1 ETitl B | #EHRS 1 BE%, 51 E300mg%3EIC] [

44

B
(1) MR DIEEL (BaEFHEER)
YUY RIE& D RBITIEB3%DBE TIMREANERLL F Ul

M/ REIE R (LR

100
90
80
70
60
50
40
30
20
10

0

M/ )REUE FAEERLER (%)

361
AWU

245 12 B AR 127 L 18 Bk ™ 18
(n=30) (n=15) (n=4) (n=11)

quﬁﬁﬁff EH/J\¢}§§5Z®E§1ECJ45@F5L}U:LCibfc9T\ ZIEut@E%ﬁbe;EUET-I 50)(]04/” fo_ta)fﬂl/]\’fﬁﬁb\éﬁgén% TEe beo
X EBBICDOWTIRY T IL—TBRITTH %,

PP



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

TMAAARY k71 —Z/E

80
70
60 o 64
50
40
30

20

TMAANRY N7 —5EREE (%)

10 261
x|

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

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

(3) TMANT A (B3R E)
VU R IE& DTMAN A (MEREER CHR OB L) RARICHA LE ULz (p<0.0001).

TMANAZK
FRIE (R/IVE - R AME)
*: p<0.0001
* MR RF S SIBAIRE
05
ES

B
T 04
W
# 03
& *
M
7 0.2
&
< o1
= (0.00-041) (0.00-0.08) (0.00-0.04) (0.00-041)

0 0 0 0 0
VYR &5% VU &5% vUUz: 5% vUUzE 5%
B 5q1 5 5] 5 H]
24 12 A 12 UL 18 AR 18 m Ll B
(n=30) (n=15) (n=4) (n=11)

FHMEAE TMANAEKFIZBE/HH D OMBEEETROFRENERE Ul
X EBBICDOWTIRY T IL—TBRITTH %,

> 7 ®

YA

(T 29 X< 7))
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(4) BRE/(S X —5 OE(L (BHEFEIER)
YUY R IC& D LB TEITHDEE TeGFRADHENBH SN E U,

eGFRADFE

60
50
0 —l—l o
2 X &
N L4
I\R 5 W 40
~ S
!
v £ mwm 30
5 £
T 2R o0
324
10
141
445
0
24 12 A 12 E 18 R m™ 18l
(n=30) (n=15) (n=4) (n=11)

EiAE eGFRADEEFIR—X 5S4 VN5 15mL/min/1.73m* U LD EENHSNSE T & & U,
X EBBICDOWTIRY T IL— TR CH B,

Eoyc

30691 FlIC6 HDRIERMNFEIR L. RRIEFER. BIRX. ZiafE. BEBEARNBEIRE

DEAL. EHIRERRUREZERHE1 HFTUI, ERLEHERR7AIC7HTHRESNX U,
VU UREEEDB DS UGBV EHIETSNIcBREDT HiICRE S h. KA PEETLU .
YR EBET ZHRTHIEE < BERICL 2REFIFIBHRHSNELEA T U .

T7AARI T+« THER

MEFEEIEH T EaHUS BE ™ REAMTFENEITaHUS B

E?E;—HF{EQ;MAE HE21 (C08-002#Ex) (n=17) *? SER2 (CO8-003 #ER) (n=20)

= - A (Z185%) /50E (12 ~<181%) A (Z18%) /5V4E (12 ~<18%)
@ M/ EDFA R O EEE AR

aHUS D2 it OfFREE

@ADAMTS13* &M >5%*°, STEC (B&
QOEETEEDREELEL LA

2658/ (n=17) **

BREARNEGE) RERE

YUY R S5

S s v

aHUS DEGARZW SRECRIET OB, /VRE. ADAMTS135EIE. BROZRF /2IFLDHIE/V L 7 F = VEORERL
VU S HAR @ 5HIRI28 R (FPR(E : 1 ~70:8)

X1 TMADIEEICK U TEFRNN DB /R MFEENEN E IR+ TH > feh, 6 U ERMETH - fcaHUSEH

X2 BEITHIRISHIN26BEORSHEEZT 7. 1FlICDWTIE, VU Y 0FERESENS6EERICY U Y R EFEEORWEEERICKDHIE,
1 {ﬁJ 3. 70a K 3—JLgftic &K DAk,

%3 MFEEZ8BREIMN LTSN TWSaHUSEE[X 7 U — = v JHIO MR EREIT £ T OMBIOHRRE 1 1015 A (24 ~47.01 A)]

x4 ADAMTS] 3 ! adisintegrin and metalloproteinase with thrombospondin type 1 motif, member 13

X5 L AFHRBICAVWSNIORRDEAANELE, ERNOaHUSEZEA 1 R TlE. ADAMTSISEHEEEBIF10% &SN TWD,

4. SHEEX (FFNR (k)
FEBHBVAIN 4 FREBFEEIREEICE (7 2 MARMEHUNME EE O M

6. BERUHAE (ki)
(GEBBSAM M R BEEZERICE 1T 2 MR RN EREE O]
BE IV UIART (B FEBRR) LT TRORE - BETREEHIT %,

FIX TAE S HERTHA
18mA L 1[E900mg%iE1 [m<TE4[E | AER54EEENS1E1200mg%2:BIC1 [0
18 A
40kgU £ 1[E900mg%E1 [m<TE4E | AER54EEEN51E1200mg%2:BIC1 [0

30kg E40kgsi% | 1[E600mg%:@1 ETa2E | MEHES2E™EH 51 E900mg% 2B 1 |
20kgbl E30kgF: | 1[E1600mg#%B1 Bl Ta2E | #MEHRS2BRE%, S 1 E600mg% 2B G
10kgil E20kgsRi% | 1[EI600mg% @1 EITEH1 E | MIERS 1 BE#EA 51 E300mg7% 28I 1 B
5kgl E10kgR | 1[E1300mg#%:B1 Bl Tat1 B | #EHRS 1 BRE%A 51 E300mg% 3B G

‘/UUZ

(x o2V X~ 7

49



aHUS DERFREER ICH 1T 5 EEZFHER B RO EEIRFHEIEE 5. ElIfEA

BAERRBRROENL FORRT T« THER (1) ENERARRERRIE (ShEEB ) '
. ERMRARABEROL NAXRY T 1 7aﬂﬁ®31§ﬂqﬂ2f§ﬂ BIERN D SN, 2BID 5 51 Bl EFEEIREE
S 2’ LhRARTT 7 B R O SIRFEA DS EITR 6 1% B, 2R, B7)L 7S VIE, OREERRE
(COE8_1002§_1{%§) (CO8_IOO3§EQ%§) Eﬁ%ﬁ.w) &OE . /\ 4 *gﬁ@nlb bn /DJ O) J /\_;\/LJ\ [ {ZIS/JIEL FHs J )I/7\/ E\ DHI .M—,\Z:l TEAN
FEAE MFRAEAED | RBLBEOERT | oo WBIE, SREDTEO S
aHUS®E & aHUSE & P
12 @B DaHUS B E . -~
(O=17) (n=20) 1561580 (2) BHVEEPRERERALIE (BhREEMRE) 1719
MR DN — 2S5 A >V h S DZAL, TEIFIER Y v/ BANEERFEBR D37 PR 166 (43.2%) ICEMEADFEO SN £45 O FEMIMAME (10.8%). 58%E (8.1%) &
TMA (M8 MBI B RE) A XY R T — : THolco Tfee BAL FAART T 4 THREDIOHIF22FIICHEEERNRB/O SN TB2HDIEFEH (30%).
ROWTNEI2BEUERBHESNRNT & MRt (23%). B (23%) . EERS (20%) HTH > o
5 REED 5259 -
Vaxemigmar d FRFMAR d
ORI 5 5 () M IS EA. BARKEBRRO L NOXNRY T« 7IRE GEHABSM 4 REEEIRE)
QRTABAT I 10950 = 5% ~10%% B9kt
MARFAIIERAL : ] . ] . ) _ b AMBREAE | U/ SRRAE BN | BEETR
BRI EICp 22 AN EOEE L CHET | EMEEMEERY | BNEBFMERY | emEEmER" = - D E —
MR CLDHO T & b4 -
TMATIAE - 55 — 0. 1B THI
/B 51 D OB ERTR O SHLEIA v v v R _ " —
s et BN, B
TMARSE *TA
MRFHERCROMES L 7 F=> D25% v/ v/ v e _ - RIREL, RS, EERURERBIRRCR, TINVEL, BB, BK
ETH4 BRI EIC o 72 23885 U 1o8IE TR - DAL AR, EERR, TUERR, ﬁﬁw . BUmE
EQ-5DDZAL ™ : . , . BRER iR — - N Te = NS T I=TEye= 7
N—254 v h526BEETOUS TTODZAL e - — B7 L7 meE
CKD (B Hﬁ?"‘) (DESIE : IR R - GV IR
p 4 o %\/ :gaéfingm'xrﬁy_ o ?)“‘;?ﬁ WPIREE — — CUREIREE R B sh, I, B0
v/ =BIREHE B BUS — B SELE, BB, M3 7 S5EE
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BEDEE (BIRFHEER)

-V UURY/V YUY RETIE. REGAIN# IR D26 B ICH 1T DMG-ADLER A7 HR—RF 414 V537K
1Y MUEEBETLEBEZEDEIGIZ65.3% (32/49f1) TH D . REGAINHEED265BICH 1T 58S [58.9%
(33/5641)] LERETH D, BFMRDFHRHRSNE Ulc, BH. REGAINHGEHERDS52:BICH 1T 5E]
A1340.0% (8/2041) TUL <.

- 75t/ U RTEETIE, REGAINGERERD26 B ICH 17 HMG-ADLIER AP HR—Z A Y MS3RA > b
M EETUREEDEIRIZ40.7% (24/59 %)) TU . REGAIN#FRHERICEBITL, VU U R KEZRHE
LIcR R 5MG-ADLER A7 HR—R 54 Y 531R1 Y RUEETULEZEDES IS, SARMNR
[FFFEE L. 69.1% (38/55 %) AREGAIN# AR D26 BE DR SHEZEL TR—ZX 540 UM 531RA
YhUEETULEU, B&. REGAIN#EHRDS2:BIcE T 5EE1375.0% (15/2041) TUfc,

i AE SFHARARECTICLAF 21 —AEZHEEE T HDMG-ADLIBZX A7 M3 MRA Y MU EET UL BEZFML T

B)LAF21—REGLT. QMGHRRAATPZIR—ZX A VD S55RA Y MU LETULEEE
DEE (BIRFHEER)

- VYUY R R EETIE. REGAIN#GEHER D26 BICEH 17 2QAMGHR R A7 HR—RF 1 UM 55K
YRULETULLEEDEGIZ43.8% (21/4861) TH D, REGAINEHER D268 & ¥ 585 [50.9%
(28/556)] L EARETH D, BFIRDFHRHRSNE Lc, BH. REGAINMGEHRDS2:BICE 1T 5 E!
A1330.0% (6/2041) TU T,

- 75E'R/VYURETIE REGAINRERD26BICE IF5QMGHERA AT HR—F 14 M55 RA > ML
HETULEEDEIGIF20.3% (12/5941) TU . REGAIN#HRABRICBITL. VI YR REZRIB L
KROSQMGHZA AP HBR—ZFA NS5 RS Y NULET UL EFEDOESIFEHE, BRMREEREL
47.3% (26/55 %) B’ REGAIN##HER D26 BE DI S5HHE 2@ U T5 R~ MU EBETUL X U . 7’&&5\
REGAIN###ERD52:BIc & 1T % EI51365.0% (13/2041) TUL T,

FHlAE SHARARECTICLAF 21 —AEZHEEET. HDQMCGHBIX AT7HE MR Y MU HET UL EEZFMEL T,

@ Y)Y B (n=62) @ 7ZtRE (h=63)

(4) QMGHER A7 DNR—RF 14 Hh 5 DELE (BIRFHEAIER)

-52BEDOVY R E5HE %8 U T, REGAINFHER D268 L AEEDQMGRA A7 DRX—RF 1 v H

SDUENBHESNK U,

- 7Z5ER/VIU YR ETIE. REGAINEROY U U R BEERKIC. QMG R O 7 ICERFRBIICERD 3 %

BEDRHSNE LI,

- 7Z5Em/V I RETIE. QMGHER 17 OREGAIN#GHBRR—X 1 Hh 5 D®REH 1 BEH DR

MSFEH SN [FiIE (95%FEHXME) —2.3 (—3.31, —1.37). p<0.0001. REHMEETIL]. BEMR
(3528 [—4.6 (—6.06, —3.12). p<0.0001. RIEMEETI] ETHELX U .,

X I QMGIRA A7 DR—Z T4 YD 55RA ¥ MU EDET ZERRHICERD H 28 E & Ui,

QMGH# R 7 DREGAINGFENR—R 5 1 » H 5REGAIN#HRERS2 BEX TDE

(FIHER VOS5 %EREXME) (HriaERDFAS)

REGAINZER REGAIN## iR

FEXFE)

]

QMGH#EAIF D
N—ZSA BT,

(FAHEKR UV 95%f

|
o

BL1234 8 12 16 20 26BL1234 8 12 16 20 26 40 52
/11111 A0 A A O

—EERHE EREAH] FERYVIIRERSH]
18

&a» /IR /YR B (n=56) @ 75tk VYR E(n=60)

HfiAE RENEET/ILZAV. QMG X 17 ODREGAINMEERBNR— XS54 Y H S DELEBICDWTRIT L,

‘/UUZ

T o U X v 7
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(B MGCHMRAATZDR—RA A4 vh 5 DZELE (BIXEMIER)

- 52;:BEDY Y ) AR5 8E %8 U T. REGAINFHERD 2658 L AEEOMGCHERA AT DR—ZXF1VH5
DHENBHSNE U,

« 778'MR/VI IR ETIE REGAINEEROY U U X' B ERKRIC. MGCH A O 7 ICERKIICERD H %
HE DRHSNE U,

- 7ZER/VIY RETIE. MGCHZX O 7 DREGAINHRABRR—AZ A VS5 DOHEN1BE DR
M5O SN [F91E (95%EREXME) —3.0 (—4.25, —1.71), p<0.0001. REMEET /L], BEMR
(3528 [—5.1 (—7.38, —2.85). p<0.0001. RIEAMEETI] XTHHELX UL,

¥ O MGCHRATDR—RZA YN 53MRA Y MU EDETZBRRNICE®RDHDHEE Ulc,

MGC# R 37 DREGAINFHEEN—R F 1 »H SREGAIN## RS2 B X TDE

(FIER V95 %ERXMAE) (HriaERDFAS)

: REGAINZER REGAIN##¥#ER
m -
A
~ X
@ﬁ?(ﬁ( -3
N S lin
22 7
8”\& -9
S X
| & —11
¢
B -13
"Se1234 8 12 16 0 2681234 8 12 16 20 2% 40 52

L
—EEREH ERE AR FERY RS
B

@ YUY B (n=62) @O J5REE(h=63) e /JUR/VIIRE(n=56) @ F5tmR,/ VYUY E(h=60)

(6) [BEI15H]IMG-QOL 15X AFDR—RAS514 vHhS5DZELE (BIRFHMEER)

-52BEDY VY X RE5HREZE U T, REGAINRHE D268 L AEEDOMG-QOL 15X A7 DR—2
FAUDSDEEDROSNI LT,

- 7Z'IN/V IR EETIE, REGAINEERD Y U U X8 & EHRIC. MG-QOL 15# X 07 ICERRAYICE R
DHIER DROSNE LT,

« 751IR/V IR ETIE. MG-QOL 15# 2 07 ODREGAINHEFRRERN—Z 1 > h 5 DZE{LH I Bl FHih
RmD4BENSEED Sh [FIHE (95%EREXME) —5.6(—8.10, —3.17).p<0.0001. RIEMEETIL].
ZD{EAIF52:E [—5.7 (—8.85, —2.64). p=0.0005. REAEETI] XTHEHELE LT,

¥ I MG-QOL 158X AFDR—RZ4 UM 57 ~8RA > MU EDET ZERRMICERDH 2 EbE U,

MG-QOL 15#2 37 DREGAINFHERNRN—R 5 1 M SREGAIN# RS2 BX TDE
(FIHER VOS5 %EREXME) (HriaERDFAS)

REGAINzE& REGAIN## % 5%

0¥
S -8
Pglﬂi”_ﬂ
gl
LR -12
ans
QT@_]B
gzgﬁ—zo

—24

BLI234 8 12 16 20 26BLI234 8 12 16 20 26 40 52

S 1111111
—E5RE BREAH FERVVUXK G
H

@ VY B (n=62) @ J5tREE(n=63) e/ E(n=56) @ J5tR/ VYR E(h=60)

FHfiAE RIEAEETILZRAW. MGCHX 17 OREGAINHKGRERR—ZX T4 V5 DELEIC D WTEIT U e,

FHEiAE RIEAEETILZRAW. MG-QOL 1562 37 DREGAINMEERIRNRN—X 1 Y H 5 DELEIC D WTHET L T,

> 7 ®

U)X

(x oV X v 7))
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(7)<ZE>HARABEORME

BFUEOEEHHEE RVBIRFHEERICET 5. 77 tMR/V Y YU X BEOREGAINMRFRER X —
PSDEILEZHRARE EFARABEICA T TTRICRLET,
HEAZZICEWT.MG-ADLEZA7.QMGH A7 . MGCH X7, MG-QOL 15#2aA70WIFnb.
VU R BERRERRICHEAODRD SN BESRIFS2BETHRELE Ui,

A7V

BYMFMEEDR—Z S VD SOELE (TS5ER/VYYRE)

4. 8I{ER

ERHERFHERRCENICH < REIRSHER (G8E
ERSRRRR O NICH < RIBRSHRD 12301 (AR Hl2 2 5) 8141 (65.9%) I EIERAN
T2 DX (14.6%). TH (12.2%). LSERR
S5, EPVERIET 1 BIREBUICEBHFRNEE

RIRK5% LU L DEIFA—MGEE—

2651, SIRFEL

IENHT)

(12.2%). &

(9.8%) . 2MRFE2S
(27.3%). 8% (18.2%) ZTdH > Ic.

ZH 5N,
BI%) ETH>co D

158 (MG-QOL 15 13458) Ic&1F % 52BlcBIT S
MAATOR=ZASAYNEDOFHRLE | MRAATON-ZASAUNSDOFIELE
+SE +SE
Bt RHmER = ( ) = 5 —— ( ) =y .

TeR/VIVE | TIER/VVVRE | TIER/VIVRE | TR/ IURE

FRFANEE EHSEVN S

(n=52) (n=16)

MG-ADL -2.4(1.35) -1.5(0.33) -3.3(2.02) -3.8(1.13)

QMG -26(2.13) -2.3 (0.53) -4.0 (3.03) -4.9 (1.05)

MGC —4.4 (2.36) -2.8 (0.74) -5.5(3.78) -6.4 (1.75)

[£Z15%] MG-QOL 15 -109 (5.73) -4.9 (1.30) (n=49) -6.8 (4.17) -9.0 (3.14)

Ze

REGAIN#MGEHERICBITLLEEEDSSE,. YVUURY/Y VY REDS2H(92.9%) R
Z7Z2ER/VDIRBEDS5H(90.2%) ICEEERIVIBOSNEF UL, EREZTERIE.

YUURYYY IR BETIIERER156(26.8%). EFE11 5l (19 6%). BAEIRE104l
(17.9%). THIOFI (16.1%). EFEHFENEIHF (16.1%). EKERKFE84(14.3%).
Z75tER/V U RETIE EBRE200 (32.8%). 2MHEX1341(21.3%). T FI8Hl
(13.1%). EEMEHESHI (13.1%). B84 (13.1%). EE7 I (11.5%) TU =,
EELRAEEREIVIVVURY/YUYREBDI7H(30.4%) RCTZSER/VUURED
1861 (29.5%) ICBOH SN, SUULEICEOSNTEEREEERIIVWTNOEHEERH
B|HETL, BREFUEICESTEEEERIIZ77ER/VIUYRBEROCYVUYRY/YUYRT
HOZ1MICEDSSN. WThEEEMBENETLE, BEFRICEBZETIFVIYRY
VYUY BTIH (A M AXAOVC I AEEMRERME YD > /EBIKEE) ICRHShE U,

REGAINZER REGAIN# #5588
BI{E 7T maE IUUR 500 xﬂ;% 0 ';J;@zé ==

(N=63) (N=62) s s (N=117)

n (%) n (%) n (%) n (%) n (%)
EMERRERK 33 (52.4) 41 (66.1) 30 (49.2) 35 (62.5) 65 (55.6)
RIS 1(1.6) 0( 0.0) 0( 0.0) 3( 5.4) 3( 26)
DEHRED 0( 00 0( 00) 0( 00 3( 54) 3( 26)
20 1(1.6) 1(16) 2( 3.3) 3( 5.4) 5( 4.3)
TA 4(6.3) 7(11.3) 5( 8.2) 5( 89) 10 ( 85)
B F L) 3( 4.8) 4( 65) 2( 3.3) 1(1.8) 3( 2.6)
BEA 0( 00 0( 00 4 ( 6.6) 0( 00 4 ( 3.4)
DAL AMBB R 0( 0.0) 0( 0.0) 0( 0.0) 3( 5.4) 3( 2.6)
B 701.1) 5(8.1) 9 (14.8) 5( 89) 14 (12.0)
ATV 0( 0.0) 0( 00) 1(1.6) 3( 54) 4( 3.4)
EANCHES RIG 2( 3.2) 0( 00 6 ( 9.8) 1(1.8) 7 ( 6.0
s 2( 3.2 4( 6.5) 3( 4.9) 2( 3.6) 5( 4.3)
EFAHENE 3( 48) 1(1.6) 3(49) 4(7.1) 7 ( 6.0)
BIRTEA 3( 4.8) 3( 4.8) 4( 6.6) 4(7.1) 8( 6.8)
B 9(14.3) 8 (12.9) 4 ( 6.6) 0( 00 4 ( 3.4)
A2 1(16) 2( 3.2 0( 0.0) 3( 5.4) 3( 2.6)
OfEA LR Z 0( 00) 5(8.1) 0( 00) 1(1.8) 1(09)
PU 0( 0.0) 1(1.6) 3( 4.9) 4(7.1) 7 ( 6.0)
SR EZI 0( 00) 1(1.6) 0( 0.0) 3(54) 3(206)
FRERR 6 ( 9.5) 8 (12.9) 3( 4.9) 6 (10.7) 9(77)
PR RR S 3( 4.8) 2( 3.2) 2(33) 4 (7.1) 6(51)
IErt 4( 63) 1(1.6) 2( 3.3) 0( 0.0) 2(1.7)
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V. AEHETEXARINSLEE (NMOSD)

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

1. BMAER RS [ECU-NMO-301 8% (PREVENT:ER) 122

(SRt

BEEERLT 7 N R _EGTRIEKHER)

—HRAGBI DT I NEINTTH ABFFHERTIDTTBNLE T,

[B MINMOSDEEICNI 2V U IR DLl eEMEEHEY 5.
[x  RIFMAQPAFEEZIEDNMOSDEE 14341 (S EHAAN144) !

YUY EER6H. 7T MRS EE4T 4
(F7EIREAE)
- 18 L
- MERAQPAIRGE
BEDBE CRBREMTEEZEOERICLS) M RV V-2V JHID12 BEIC2[E £ X
A==V JaiD24 5 BEICIEIUEBENIBO SN D, ZD5EDREHTEIEFRY
U—=—VJH1120 BURICES 5Nl EE
-EDSSX 3777 LUF

[  FRINREEZYUUXBEXE TS EREC2 1 0EESTEERICENMF, VU U ZX900mgXig 7S

TRzE O, 4850, 20T EER,IASY YUY X"1200mgXiE 7 Zha2:8IC1 EEFEERA
’E5 U, AERIFtime-to-eventBIEEEDfcth, BEC L ICKREGHBEIIRIER S, 2 TOEEN. R
BT RN SRR IR (BRUCESRG. BRECERADBIRENHABRKR TRERS)
FT BEEMEL T,

BE. BREXFIEBRTOLORABZT T ULBE . FFEREkEEER (ECU-NMO-30255) Ics
MTE3Z & E U GEERBEARICSIMUABWVWEE (8 BEOZ LM BIAEREICHEITURL),.

(FHEER] T Z=FHmER ¢

ERTOBERICEY MM HEEES (Relapse Adjudication Committee : RAC) I & D ¥|E &

NIcEORBHER T TORRB"

KRBT ER  MRPICKET 22 EBRAENF 24 KHEEHRY 2 HRPHRE LORENEL ERREIR) 2 # 5 HREPOEROH 7
FRXFBAE] EEE. BIERMERIENMOICERY 26 DT, BEY SHRANAR Z# DI MRIXIEZ DM OBERIREMMRICOHEE
HRO5NZ2HRIFHBRPBEREEHB BN, REBEPFBHOF30 AU LI DERNICZEL TWLWRIFNIEE SR,

THNOERFHMEE & THERBUEMIC & DHESNNEOHRPERZTOME, TH o1 BRETES D2ENBHONI EH
5 RREMETEZEOYET 2TV TEBFMER Z "RUFHEERICK DHES NIARIOMRTEHR L TOHRE ANEE L,

FRBIRFHBIER :
- RACHIEIC & 2BFICED  FRIBHEX
- BRI TRICE 1T HEDSS, mRS, HAIRUEQ-5D-3LA A7 DR—X T A U5 DE(LE

[T EtE] BWER R OBITNRER F. BERILEINY VU TZERZ1 BN LRSS nice®
# (FAS) & Uz,
FEFHIEER TH DRACHIEIC & 2#EDHBFEFE I TOHBICDOWTIE, BIERBING T DERIE
ZHEETCENOV Y IVREZBVWTRSHELEZERL, EBRXERUpEZRIT &I (B
BK#EP=<0.05). \F—REROBRHECoxHFI/\ T — REFILNSDY R ZETREEHN LT, K
Eare UT, SR IE L EAHE ‘&%%B@@Eﬁ%ﬁqﬂﬁ%i?wﬁﬁﬁﬁ DWW, EBRINT TV U RTE
KROZZEECoxHI/\ T —REFIL (HZE | H58. FRETZDUIR—XZ4 Y DEDSSZX 7,
Eﬁ«?ﬁ%énf;lSTﬁFH%/R&O@f@fﬁﬁsﬁﬁ%@ =AW T Z ERIICRE U T,
BIRFHHE R IC DWW TIE, RACHIEIC LK 2 FRBRKE, KRE58. BEOFHBRARROEERSIN T
DOBIMEZE#HAEHRZTE L UTcART Y YEROTIC & DT U fco MEBRIR T BFICH 17 HEDSS, mRS,
HAIRO'EQ-BD-3LRA A7 DR—XZ A4 Y5 DEALEIF. R—RA T4 VETHELUEEREINITOE
AMEZERIC L > TERME L Tc/ YIRS A N U w 7 HSEMT (ANCOVA) 2E MU foo 78 &. BIREHR
IEE DIEITICEWT, IEHBELBIZLITDIEIC L 2EBABREFIEZRWTERE L : (1) RACHIE

IC K BDEMBHRE (2) ABRKTEICE TBEDSSRAT7DNRN—I 541 UH5DELE, (3) RERKRT

RICHFTZD2MRSAATZDR—R A4 UHS5DOEE, (4) B TRICE T2HAIXR DT DR—XFA
UHhEDZEE, (B) AR TRICHITDEQBD-3LAATDR—IRZ1 UM 5DELE, RERTE L
(1) Me B)NEEH, WINHDEEMNHAZNICER (BRKEP=0.05) Thh>FGE. Th&
D TRLDIERL D FHIE B ISt 2B HER EFEKOBWE D E LTk T Flo. ROBD RE
PFEEBLUL - (1) R=XA T4 VBEEEERBINITOBRMEERIC L DFREE L IANCOVAZ W
R=ZAZAVNESHBRTREOZ{E. Q) HEEE L TIR—R T4 VE, EBROER. K58 &XOH
BREEHMAALERENEEEET /2R W, 2@ TOREFREF TOR—IAT1 U5 DE{LE,
QY HEEE L TIR—I T VB, EEDER. H58. FERK. KORSHX AR ORIz
HARANTEREAERETTILERAW, 1 FZBA 22 TORERRFTCOR—F71 UH5DE
o=

24) ARER  BNMAT 2 RN RB - EGTHREERRRRER (ECU-NMO-301) (2019411 B22 HA&RE, CTD2.7.2.2, 2724 K% 1'2.7.6.1)

25) Pittock SJ, et al. N Engl J Med 2019; 381: 614-625 (EREREHiERD
[FFME R AE&IdAlexion PharmaceuticalsDED® & 2 & ufz]

4. SHEER FFNR (k)
REFEFWRANRY b5 LEE (GHREHAZEE) OBRETFH

5. MBEX IIZRICEIEY ZiER (hH)

FRFRERAANRYS b5 LREE (RHREHEAEE0) OBETH

5.10 &RAS 7 7 7 RY YAREBHEDEEIIRETSH I &,

5.11 BHREHARIRY b5 LEE RHREHAZET) "OBEICHERTZ &,

KL FMERELIE - REREMADEAA RS0 2017) (BAMRER) £SEICT B &,

‘/UUZ

T o U X v 7
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BRHREEER AT b S LEE (NMOSD) ZXKE L

FRPREER TR LW E A FHE Y — )L

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
(RACIE & BHIE) | 05N o iEd U RBE SRS g
DRERIARI D F
~ SREIERS b 5 SR E
IEPRETRE | Bk D NESNIAEORE | 4 g | ZOHO
Crmnme | TERECORB, XUEHET mﬁAﬁ“ EEcET S | ESEHE
T 2w BRABDSNEM - EaYy =7 i =!
= SiREBREORBIIN OB
EEERE RACIE & DHIES NIHBFR | 0o | EEFIERO | ERFHIRC
(RACIK X 2HI%) | ROUHEES - FT8o/-fm | BAATIR BER RACEEfi
EREERE REESERC & DHESAE | 0o
(RRELUER | RREROEHESRE 5T | LU TTUMES | S
& 2U/%) %) > 7218
057IBTORELWREER) - EDSSTFEE
EDSS M510 (L) Eemoomp | BREEE | BIREHERE e
= FEIR 7R = = = -
MRS g;i;%%ﬁﬁdb)bb@@E BRHEEE | EATHEEE | ESE
0 (EE®E ; TE2ISHEHMN) 1S
BICHEEG S5 BH o= = -
HAI g SE5 B mxmmAE | mKHEER | EE
@]OE}LB}:E
Index : BIEE D&M ICX L T,
3EETEEL, FDEE/Y —
itk D, 0 GEE) ~1 (2275
BE) OREL N BEEL | . - BEIC LD
EQ-5D-3L emg o ne o ey | EAWEEE | WKEEER | L
B85 EVEERE) 55100
(BT = 586 B O RERE)
T OEHRE

B
(1) MEIOHBFEFERE TOHME (RACHE) (FEFHEEE)

ABRPOAMEIBREREEY VY XBETIH(3.1%). 753 ENEET206) (42.6%) IcBH SN, HIEBRIXTO
iR IC RSB TR ZFNICERENRH S5SNI LT (p<0.0001), 7FERICHTZY UY R D/NF—R
L£130.058 (95% =% XM : 0.017-0.197) THH . BREIURT (MU RXY) Z294.2%ETSEX L

el OHBEFPER I TOHE (RACHIE. FAS)

100

VU Eﬁ‘é

80

60

S

40

DOIEM oI BEDEIE (%)

i

& I\ H(95%CI) 12):0.068(0.017-0.197)
® o p<00001%
0 2 2% 3% 48 6 T2 8 % 108 10 12 44 1% 168 180 192 2042
ARREARE (B)
BERRDOBEH:

VUUZXEE 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 EDSS (Expanded Disability Status Scale ; #&EEEFERE) (&, Kurtzke neurological assessmenticE D < #iE[EE DEIR, RH%E
DHFZHNRBE OB RN SFTHAS N7 D DHERETR GEARISHEEE. /BN AE, It iae. REK A Bt BB AR (R) Bk O ee)
DRZA7 EHTHRE. BEOESREROHEHBEOERICET 2 EHRELMAEDE TEDSSAAFHEEI NS,

: mRS (Modified Rankin Scale) &, #REEZH I 2 BEDHFEHOREEX (IKFEDREICERINZ—BNBEZT —)l,

- HAI (Hauser Ambulation Index) (&, B&EN25 7 « — k (8m) H< DICE T 2K & KIBORE ICE D < BIRFHIHEE (1THEE) 08I,

 EQ-5D-3L(EuroQoL 5 Dimension 3-Level) i$. B ICBI T 24EFDE (QOL) £k UFHIE ¢ 2 R EHFHENLF %, B8 HOED 0EE
LZEOTE. B/ FNREROAR/ZSIEAHFO5EBICDOWT MEEGR L) TWSHBENH 2. TREREENH 2 DIEETEE
LTH oW BEEMSNICHAEICHRET ZEQ-5D-3L Index&. BEFF OV R T —IILEAWTREDRRRED B IE X 5EQ-
5D-3L VASTaHii = 117z,

1) BRICox Bl — REFILICED <
2) Wald E#EX
NEROTIVIBEICEDL

s EHNOHEEPRRERIDR EDI2BEAC ECREL. BENMEONIRICBHEPHBBREZ T o> lco ARTBH L
HERPICRIRYT 2 RUEBRXE [24BEBHR Y 2 HRZNRE L ORHRNEL RRBUR) Z H# 5 HEZHER O e FKIR
XFE] EEEL (BUEROERIEHEERRICERT 25D T, BEY 2ERNARZHDIMRINIZZDHMOERRE
FIRICOHBERENRD SN EGHIEHRPBRA L EHRESRV, HEPHFOFI30 AN LIl DIRKRIICZE L TWR T
BBV BERT THRICEY 2MUFMEER (RAC) MHIE LT,

FHICRE UV CRESTTH 5. ARIEHEMHE IC L 2RBRPOMEERIE. VI YR EHTI46) (14.6%).
T ERET29461 (61.7%) ICRH SN, VIEBEIX TOPMICKRSHBTRIAZNICERENROS5N
U (p<0.0001). 7FERICHTEBYV Y YR D/N\YF—KLIF0.180 (95%E/XME:0.095-0.343)
T . BRURVIEB2.0%ETULU. REAMDERIZ. EERTTRONIBEREXFHIZHBDOTL .

PP
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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.
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(2) sBMPRZEER (in vitro) *¥
T4 1) ZXT7 (h5G1.1 G2/G4 mAb) . %k (C5b-9) Z /LA ZEEL £ Uz,

T/ 'VXY7 (h5G1.1 G2/G4 mAb) D MAEFEH

120
100 w
80
3 a5G1.1 G2/G4 mAb
v 50 h5G1.1 G4 mAb
% m5G1.1 mAb
40 A2 G2/G4
O \
1 10 100
iR (ug/mL)

7 E 20%E MMEERWORMERICEWT, fFIc L 2BRMICNY 2EERE. £ MEFIEORIERE (h5G1.1 G4 mAb). #IHAELRE
(h5G1.1 mAb) R UFEhCH &G (2A2 G2/G4) L LB L 7z,
B R TJUXXT(hEG1.1 G2/G4 mAD) (581 7:Chb-9 BBEEMZ R U o
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(3) C5aMEAEE (in vitro) > (4) CE &S BN (in vitro) >

TV VXY TDHIERRETHBh5G1.1 G4 mAbIE, CoaDEAZMRIICHAEL X LT, TIVAITDE hChIcT 2faaHMERSE <. FE@RMEE (Ko &, 25°CTIE46 pmol/L. 37°CTI&
- CORRMEEREIF. ECFHRBXICEIDIHEZRITTVWERWH, VI IYRX'BRA—DHMRZEIDEEZ 120 pmol/LTU7c,
5nEJ,

TR TS BC5 DFERRt R

h5G1.1 G4 mAb?DC5aE 4 Icitd 2 HEME
150 Ko(pmol/L) C5RUTIIXIT
120 140
130
- 110
- 80

® h5G1.1G4 mAb 100
& mM5G1.1 mAb 4
ﬁiﬂ 60 —g 80
kS 8 70
O 40 ¢ 60
50

20 40 -

30 37C 25:C
0 20

0.1 1 10 100 10 .

L o—_ . - . -
i (ug/mb) —— uitﬂZ . — "y —_
R POwE DILERIE MRS T MR DR AL, FUOAAIESDCRaRERL, ROGTT 64 mAbO RIS Bk UPLSALERHTRERBUSEERL, S4EREOL KO5 LTS U XTT L DRAKOIR (#8) RUBEENEL
o B A B T CE A £ AR I A L fe Biacorefg#tiz AW\ T, EEEREZRET U T,

B B CheIvURANTOFEREHREIL. 25°CTIE46 pmol/L. 37°CTiZ120 pmol/LT#% > Tz

‘/UUZ

(x o2V X~ 7
92



94

REEREBRE R U SEHR

1. REEFEHR

THUZYTIFE FCEILH U THRNTH D, b MUSOMILEBYERDOCS I FHEE LB e, REMEE
HBREEHL T, FEPSRBETHDEEAF UL, Fie, COERRUBVWER L MABICH U TRERIE
REBWNWZT LD, ZeMEEBHREIERL I EATU

2. EMHER (v v 23U RC5E/ 2 O—F Lk (BB5.1mADb) I & b £6)
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ML EEAT U

(2) RERSSHHBR (YO R) ™
NI RICK T %26:BEDREXRSHIEHAR >
CD-1~¥ 7 XICBB5.TmAbZ 81 [ & 7= (&2 5] (30, 60mg/kg/E). 26 :BEEIRAIR S U IiER. LT,
—RIRRE. AE. BHEE, RReE. BARE. RERIICEDCEENIA-FICHRERITOSNT, B
Z2(360mg/kg/BTUT,

(3) ETERLESHHER (YU R)
<NIRCB T ZZRERVERE TOPHRRESERAICET 58>
HE60mMg/kg/ B 58 T IFRIIBR DM EE R CHENEEDFHEN DT MTED LU F Uich . BFHKRD
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HED B MEEIF60mMg/kg/SBT. 7R S MR IR R OCE-FRIBERICE 1T 2B EE(I$60mg/kg/SB E
TU7e,
<N RICH T BBB5. ImAbDIE-PRAIEFAE (B8 2 3ER >0
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(4) BIEHHERBEROH A REFER
BEERTZHYE (X YRRVT Y N) BROCE EXERISERS RN, L EEAT U,

BEIRDICET EEFHAR

—fi%
IUYRXXT BT iERZ)
Eculizumab (Genetical Recombination) (JAN)
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KE  THUZYTE BEFERAE MOES 2 O—FUETH D, IR E NEIHCE o B DIBRIE
REFHKROCENTL—LT—=TUENSBZDREE. LTICE MMgCHEEFEN 57825, LEDEFED
Ik BHICHFT . oo HEEBEEOCHT 88, &> JER P CH2 BD—EBIFIgG2 (r 28) h 572D
CH2ER D& D & CH3BRIIgG4 (r484) 5B %, TV UXI T Y7 XA B8E (NSO) fif2lic & D
EEIND, TV YA TIE 44807 I/ BERENSREIHE2 AT RO214EO T =/ BEENS
BBLE2 AT CHERSNZIEY VNI E (DTE  19145,235) TH 5,

AFR

HEE D73 F T = Coo05H3378N5760682S 10 (FERTY)
LEHD 73T =C1016H1583N271 022456 (ERE)
T7 YR TD73FH=Cous2He010N160402034550

T 9T OEFEEGRE
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MAIFRIEIE

HEHDOLEM
OB 2 E * REERRE RZHAR HERIER
30mL
REEERB | 2~8C TS HS2ZINA 7L 364 A 361 AETRE
IR OMEIST
IR RO S HSANAT ) 126 A R RBEEC
23~erc i SRIRIEE M L 1o
- 30 ~35C 30mL
= a0 B HSZINA T W E 728 T2BBECRE
A 35 ~39°C v
& 30mL
5 | —25~07C TS HSZINA 7L 7 B 7EBEETRE
m v
30mL 20 ~25°C (2 Bf)
2 ~25°C S HSZNAFIL | =2 ~8C (2 ~3F/) REPRER LT E
= I hv B30I
ff;f 30mL 34 ~38°C (2 AR)
2 2 ~38C S HSZNAFI | -2 ~8C (2 ~3F/E) REPRETR T E
2 &3z w341
s 77 30mL —10~ —25°C (2 BHR)
i —25~25C S HSZINA T | =20 ~25°C (24 K5R) REREPRITE
= ves kv w3120
‘%ﬁ /\\ = .
soeRE | —xEE0H 1 XA O b
(E@ﬁ%) (i’/%%@ LJ) EW%&%@] ﬂﬁFEﬁéj\ 7374_\ ET_E)S’ZO
K| BOTERE | gt o), — - 30mL RORERASH IBBITSDS-PAGE T
e 8w/ | T AL T 4 HE5 IC 84 RIS AR S,
N /m [&lhva FEICFFLN
GEEMN)
—REE
GEXH D) EH TN
¥2 | D TERE AL 30mL NS BEZ(IE
HZZINA FIL HHESNT | TE
ves v
= 30mL
5 2 ~8C S 7‘3“3/‘%{]&(7)[/ 7 B 7EBEETRE
A

BAIAZANATIVCTEL, BHULEATH SO, TEEHRIIEERGZEELET. RMDITEDRERGTTREL

HBIER R OV BEREE (RTFRT Y ) EEE. pH. EJt-IEEIT SDS-PAGE (CBB #8)., -+ XFRION NI Z 7 14—,

IURbRYY EEFHR NEEMNT - Y. COREaRE. FV/\VERE

ik EDER / 25

Bk EDER

BEWEDER : AMEFEHRIGELL TRET 2 &
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