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Eeulizumab is a recombinant humanized monoclonal antibody composed of the
variable regions consisting of complementarity-determining regions derived from
mouse anti-human complement CSa-chain monoclonal antibody and human
framework regions and human IgG constant regions. The L-chain constant region
is derived from a human x-chain, The CHI, hinge and a part of CH2 regions of
the H-chain constant regions are derived from human IgG2 (y2-chain) and the rest
of CH2 and CH3 regions are derived from human IgG4 (y4-chain).

Eculizumab is produced in mouse myeloma cell (NS0).

Eculizumab is a glycoprotein (molecular weight: ca.145,235) composed of 2
H-chain molecules consisting of 448 amino acid residues each and 2 L-chain

molecules consisting of 214 amino acid residues each.
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st P EES v, ¥, TrEACORED I B 1 ay MTHED bk
EOWMEAEEICMZ 272000, 7oA D CHjjf A &re< /757 4 —TH
PRESh, SLITEROREHELEIT R AE Cjf v 3o n= 75
74— IRIIEEINE, TuERAER LY, VA NAVARELIROASREOLES .nm n
b ffpm e EE Sk,

R 57 a ACHE S FEORSH/RERE., BERO 1L AOKIEL Z2OHE
Ao 7 vz 2 OFEHERE & AV T B RBR AR R BT 2 Z Lic kv, TR
EhTwa,

2) &t - ERR
FREfRAT L LCL BT OB IThhk,
O —RIE
i) 72 EER
MRS, BT I/ BEERLEEEZA, DNAFBSNICHK- S HiREE —% LT,
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i) NRBERCHRMT I BES
- RV LY, EERUREONERT I ) BRI AR S hah
i, ek, BEONERRE, ey I B LD EMEIRTNE,
© F AT VA A E T N RS LY BICHINT 2 2 BRIk
RER S o 7o hd, EHICKIT T 2 EMER L LT, Gy RGLysB T hEh
R sz,

ii) NFF vy
BT X AACR G R P b7 F ROl Zne W57 p—-xbd b

RS L—A A ALE RS (AT, TRP HPLC-ESEMS] ) ®#5HEIE, cDNA M1HAR
EINDT7 I /RS E —F L,

- BEGHAS, EEHCH fEOAnTHIHER S R, Aol MY YU FT21 (K
B{7 3 RS S 294~302) OF7 7 U a AR S e oz,

< BT I B4R, T22 (EEY I BEEAES 303~-318) RO T32 (BE7 I JERLE
&5 372~393) i, whennuroerERsnr.

v) BEMLRR - RESUER
- BPHERR T L Y A HBORE (o —RA v J— A HTFF b—R (LUF, [Gall)
BON-7EF )7 a2 2 (LLF, IGleNAcl ) « E-Ehi _ )S’(U\.mnollmg}
PHEREN, N-TBFAHZ 7 M UARIN SRRl 2 b h, REIZITO-H
AREEPTFE LRV EBRRB S TS, $in, YTABSHFICLY, N-7Y =
U245 o8 (BATF,. {NeusGel ) B 45 .mmol/molﬁ'{ﬁméiy}’b\ N-TRFN A
7 3 UBIRERH S W S EERRE mmol/molIAT) ¢hol, i, HERIT
AgEorRonst Sw s,
s M) v 7 AKBU—F B A e -RITEHMB-EEST (BT,
MALDL-TOF-MS] ) XIZHEM Lie NS oA AL T b 757
A=z kY EZHERREIC 00 1 B2 AO Gal K& Fro 7 a ik 4 77
T8 N5 E T (GoF, GiF RUtG2r, A3 JIH-IEe Rt S, e
GleNAc KABRIES (GOF-GN) R UE~ L/ — AT (ManS) AR INE, &6
7. Galu1-3Gal Z7Te «Gal FEA A e shic iy A X7a 774
MY ETe, e SR o T vsEa A Y g e e h IR O
B-PaRshe (EEgTer 740 .

@ YELERAEE
i) 18
MALDI-TOF-MS & TF ESI-TOF-MS (2 X b |, #4418 147,870Da I —E3 5 2 & M3k
pu\énf—o
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i)

ERIKE T —

- EF 230, pl I ot | Ao A1 v RRGN A0 1 T

RAHRER Shz,

+ SDS-PAGE (CBB #:(3) 12k ¥V, BERIF T 2ARD AL 230 F (EEHLORED

iii )

RUERRR e Sroro~srosvk QERorgEeRELES
T QT ok ) RO Aok | AOEGE KA LS T (L
T ) A IBRERMTE L AOA S vk EA Jerie) (|
RKow A F—rv ¥ AROBERBER O] AoBgUdE, chen R o]
T RUERRAL T o] Ao ¢ ] RO EROBEWR) SR Sh i,

Bk aw I3 7 4B -

o WA RPER o~ b7 40— (BUF, IGEHPLCI ) I0kv, AAvE—2 (BE

i, e b) RoEsTERNCELKLHEES LD v =7 BT
e Sivfz, LC-ESITOF-MS 124 Y . HBER OYHEREDO ST RIL. ThEh AR
COREOWRDTRE B L, WHEEODM G, fos e ) i e
Chot, Fie, BEEAOEDML el <%, [remL by, B
gt Cenenje. o b TERo T,

< BERME BRA AL AR ne b T 4R 1 0DAAL L E— T ROED AL

eI PBAEETE RN r— Ry R | R otEEEguc ] o) #
B s,

s WO N7 4R RV DAL I B BRECT AF AL LT

gacik foorre—r @EHRORE RO o0vAa S RS
iz,

- BKMHEBEER o b7 4 —0k 0, B—0AL v E— 2 BRER S,

iv)

RIS

e AT IR LY, AESolEE AL 7 e FUATEERR (opM) BLTFTHD Z

LR S,

BB AFAMERG Y T {7 FORP HPLC-ESI-MSIZ L 0, 4 36Cys

DS B 28 A (14 2P0 WL A2EHAN, BEARCEH-BHEHOALT 4 F
f5s (ENCYS - EHCys™, FHCys S MReHCys?, BEHCys'" - HYCys™ . HMLCys™-
BEHCys™?, BHHCyS S HEHCys™, BEICys  HRECys" B IR Cys B ys™) M2
R I TWD,

CORERAROSRES IR AR BT, (eD1) kv, REk o 2

%ﬁﬂl@d\.mn T, fI— F%iﬁ%ﬁ’fﬂ.%’é‘{m PRz R A2 A~ MAVDEER
i,
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@ AHEHE
C RKWETT A B L ARFORE. b NCS 2T A REOfARE (REEED |
e Es R omaskE s, [focenens er. w oM o
B0 cn vifc ceneni o o oivs r oot e o .
b MIFICE EN D RS ERAWZELMERBRIC LD | =T b YRR O TR
et ceriz s oo, Juemt cetis 2y el timisee
Wil S iz,

« AEOEHOFHITIEG 1gGsTH D Z L b, BifREIEHATR B 254 R OB R IK T
HHIREEEEILR RN e B L LTS,

d  EBEIISENgSe el | [ 20202 k& |9
I o  ——— ] o 72
5 & O - O P ;- .
) S0, b Csa o o tikrm e b7l LTS
D e s,

3) HEYEBEEYE
HED NERBRE D I0Y INAREET C R kA8, 17 2 Bk, 4V Tk
A e B LA R SO B,

4) THi
O SGETRARHMY
fnatz TROEHES <55 TR 0= 772 774
=74—rav 777 —TERg, ERRE (heh e, et 2O
Bl oD SECHRESNE D RSN TNS, £/, 7 rTA A, BSA, HCP
ROME AR DNA i3, SR TERNcEMsh Y (Eheh yme. [peme.
Woeme RO peime ki) D M RORBFEOMERR L L CRESh TV A,

@ HrERETHMS

Bt « JEIT SDS-PAGE (CBB #efa) D<A — 0 K& LTHM SIS RIBEMER
BCRER SR g ((12) i Mk @ Bk i) BRIKE -2 &
2R . BEROHEA ORI 5 R ith & L, &L - BRI SDS-PAGE (CBB
Pufa) K ORGEHPLC I L W #B4EA WX IZ IBF i & Y AR B R ARTER SV 5,

5) RO R URBRTE
FREOHFMEUME L LT, ik GMHED | BERB (7S Feo /| iYL 27
077 ANKROIER) | BEE. pH, MERE (Fn7 42 A, BSA, HCP R UME HHNRA
FEDNA) |, RY Y3k 80, EEFRER, o> F R0, B0« 580 SDS-PAGE (CBB
Zeé) | GEHPLC, #iffd, CSIEAMNERTY A7 HBERREIR TN,
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6) FEOREN

W LDPE 3y 7GR LI FAETE R 7 — L O[3 % IV CREIRIFRRR ~8C.
24 98, 3ay ) RUmERR J-Jc. |28, 3 ey rRGNEC ] 2 A1
7w b) BEME S MR OB | ~TF Fe v U IBF, BIBIE. pH, 8T - 3F87s SDS-PAGE

(CBB #:f4) . GEHPLC, fEEHER, =2 N ¥ Wik, CSHANERDY V2
ERENFTI S hiz, BHRGTRS T3, GEIPLC TREEN I E T Lo
WEHERREIN L b D0 EOMOTHEIE 24 » A HE THEEREMIED O Lo
feo iRt BF ciamBmmaniic e s Ehocvzmitmsio o 1 I
~Jllscsme, GE veLe GRS e Lozt otk asm L, R
oG SDS-PAGE (CBB #ufs) i in sreicmid Ui, e, BRI, RE
LBRN O BF— T 7z, I CiTbhi,

DELY, FEOFHMMIL, 2~8C, %< JJL LDPE oty Sz o L &, 18
aH L&,

(2) B4A
1) SRIRERE
AHDBRIANI L T ARLTA30mL HI- VHFHR D THD =2 ) A~/ (B THIRL)
% 300mg HHTARHHATH Y, SEAAE UCHEET U v A 263 Img, BEHELTY
VEETAKRET MU v AT 13.8mg BORY VERARE S b U 7 A-BKEn 53.4mg. HE
A& LTHRY Y A—1 80 6.6mg RUWH & UL THHEHAGERERFMELCNE, 23,
R LmL I HER CA SR TN A,

2) BAETIR
A% &3 RS (BATH) %, Bk A5 .pm) THESML, ZhE
MBI 5 AN T AT T A LT, U a7 Frd e e, BY) fury
TV TAT Xy y THETNNI 2 AR R PRE SRS (S BCA - ik
TR | afEl (AEFETR) | 2~8CT—RIEFEND (FREIR) . SBEELL 47
ML, FOFEREVTRAE LS 2~8CTIRE IR (Al (A TE) | s, #
B A - ST A - Mk, RE, W REIRAEETEL ShTBY, TRATERR L
LCLIRE TR CHAFREEN, BE 2R TR CIE T + V7 — w2 G RERA,
FECATIECIRETAERN, S TECIHIERER, 0L 58 TR G g8naing
FESHTWD, Efe, Bz, IBF ROEnMAER SR 2, 258, IR S
= <cEEEEEE C - I '
) < - -
RUH| DBV, ﬁﬁi‘fﬁlmL b, .mL )S’{U.mL EET, 3mLIcEHI A
TS, WFFOET LR,

15




3) A ORBRURBRTE

HFHOBEBR RS EE LT, R M)

pH, 27T - #EE 5T SDS-PAGE (CBB #:fa) |
Bk, FEERRLT. FEHERY. GRS

AR (T FeuT) | BEE,

GE HPLC, =¥ K ki, EERE. B
MER Y RV BRERREINTHS,

4) KA OEEME
WA OEEHFRBROBELR S IR L,
<#s BRIOTEHRBOBE>
SRR BRIER RRER
ERNRERR R () | pH, BBE, (3usk 3nyh
21~8C AFF vy 7, IEF, B IEF TREBRBHARK o!! 3 aAHECRE
36y H 56+ 85 SDS-PAGE (CBB | & i ¢\t Rl Th5, BaHEC
=X fefh) , GE HPLC, EERt %ECHiIL, GE HELC | BBMHEES LS,
ES R B, = F h& 3, REHE ) So¥b Lied
BT, C5 HHEE, ¥ | R L bDO, &
AUHBE OEOHAK 36 » HAECRE
RELRED bR,
S R GHR) | pH, BEE, {3ny b -
20~25C _AF Fey S, IEF, B| IEF ma&a&tamza %
12%H 36+ FERIE SDS-PAGE (CBB | §ERTW A4 voti Fot R~
¥ #fs) . GEHPLC, CS#id |6 odib+5 Lz
#isr B, o Rh¥is, # | FABH S, GEHPLC THIEE
far4 ¢ -4 ki W Licodin g
ik . ¥R SDS-PAGE
CREREAENNCRNT S 23
RHEEA EMEHER, B5%
SDS-PAGE vr:ﬁéﬁ&zf&ﬁﬁ;!
TR L i
TN FAENLE,
JuzERE 2 R () | pH, BEIE, (1w b dry b
23~27TC IEF, 5 -JHEIESDS-PAGE s HRECRECH I » H » H HIZTEF ¢
12 %A {CBB#@) ., GEHMPLC, | X URBRAREIRD, 25 FOREM B
B WA, C5 AR, =) i Aradeds,
bizhs FRF FrnZERE EOROBHEIICEL
HED lamn\h%
o HECREN
Ehd.
MY O~@ : @ pijl : 52A%, -
© BHHHE ik 4R |, Ex o hEE pt ; ARRE,
i&pH Epﬂ Rk, BF S Riu, SEEF SDS-PAGE (CBB Jeft) R - oA,
IEF, GEHPLC Bl7 3 Fib: OM,
: T, ."!’C @ (Ehod) : 40°C il R E,
: g pll, B, FREMET | © dRSR LAY
&ﬂ/ DRED (BEXDZH) ® MRHF LAY,
} 0@ ATF ey, EaiE @ x@Hizx v, GE HPLC TH
HJ‘E) kgt HIEI) @, @~9: REDRDP, BRI SDS-PAGE T
HE) £o ~. )] CS AT WRIEOMD, BU IEF TA A
@~@: Ay ROED LFRO~ A -
HRHEE Fte b, PN v Phad ) v FRED bR, EXAETIE,
BY{iTE HEBE LAY,
BGFS 2~8C ® HBRBHLA%
D DEMUEKB AR
Y @ITIES, FfEILE S
EROBREITINZ, FEICTONEEEDE ORFEBOERERRIZB W CHEERE

Wc. WO L, BERE 2~8C) kLT, GEHPLC THBHMNED L
Tz b BRI & 0 85 0 FE~O B R B8 L < B o4 M. 2~8C.
WHCRFT DL &0 H L sk,

Fie, AELEWIRENAEE (BRERREK, ARY FUBEEE (5% XIBE
VPR CRAGRE Smg/mL iR, 2~8CIL 20~25C T 72 IR CRE LI &

EOR Kﬁ?ﬁ\ﬂ‘fﬂhéﬂ fEIR (5181 | IEF, Eo
W RS bhiiho T,

wiE R G CS #HAH
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() EEmE

it aety 20 pad 0 BN Ol ECatk R
gecig L (oo bES I 2O b0 . 28TeRES RS, i
BiLESEO S ABIR B ool & ol BEFRERSL (BF, ¥55 - J5&n SDS-PAGE
(CBB ¥:f2) ., GE HPLC, #iifh, C5#HAMERUS 37 HIRE) ROFHERT (B
Mo, T ABRGHT, HEM e T 7 A, SR (MALDI-TOF-MS, ESEMS) | NK
ST EESIRTNCD) k& EMT 5,

Eit g oEEasmizfEMch Y . B oz e | Faic AT ERBE
HEMET D Z 20k b AR OERE O SRS D,
EEWEoBRIIAEDHHMECRELZER L C, EHRAOREORE HHCHE T CRE
Sh, FEGH O SEFHERBE BRI N EE S D,

<ETEOHRE >
(1) PANT 4 FRERORE—HEOFHEIZBE LT
B, AEOBEHOBEITIEGE,-1gGTH Y | MDIgGH 7o 7 A L g LT, Cys#E#D
PANT 4 R E— N EROAAEIBESRAICHH L, EEHMO & o PERIC
Y?H'Eﬂ‘/:) SRt (Cysm -Cysm\ Cysm —Cysm\ Cysm —Cysm\ Cysm -Cysm) W & AT
OFEAPHH S TWRNWZ Ehb, BROTANVT ¢ BR3P — AT 20 T4 AT
ERTWED, £, FOEBENFHIN T AIERT LI BEHTIORDE,
HEsHL, BNOFRBRETV, ESFQ-TOF-MS 12k v, 9fio b o PERE S 27 F ké
RIE L, M EN/z~ATF FALBEShD IBOYANT 4 FIEGEKOBEEZTR L,
Fiz, UHALEERNCHFELTWL B2 00, ERNICEHT S Z L3
WevlkcE#cH s 2 EE Lk,

T, EREASTHARETHI - LEFIMRTE SO0, YETEOTRE—4%2%
52 L OSEHIZOWT, BEEMERAEO S 2R OA Sk I 8 E RIS ik
BFE L C, HEHEOEZEL RT3 BRERTH S,

2) BEFRED S DHEHOFHIZONT

BRI, A E EME A5 Neu5Ge X TF eGal (Galul-3Gal #5r) ZiFo72i
MbSA 7 o7 T B NSRBI S LTI 5E 2 &k, JiERE R OV DR —HER A
DR~ X DREBIZOWTHRT D L S HFEE RO, 1, Lo in
B, NeuSGe S LG E L TRETAMEMHIL ST, BT «Gal & EOFBEOZ Yz
DWCHAT AL SRETCh B,

(3) C5HABRBRILICO>WT

BT, CS A HIERBEOETORBICHOWNT, £, REORIEIIHEOS VEEER
JEREY: (BUF. TELISA i1 ) ThIICbhb b3, FREIC A YER@Eb LT
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EWOWTEHATH L L b, HBEORYMEERT L 5RD, FEFIEUTOL S CEE
L,

HABIE T, C5 # 7B LA LaAEE, B F AER L ey VLc Lo
HLTWedd, HERELZSURNBERCHRBEER ISP & e - 70iz ), Fislgik s
LT, HRP (horseradish peroxidase) ik~ 7 A Hik b 1gGy PefFlc LV B4 2 Hkic£®
Uiz, MBHEOETICL Y, HiBiko STAIAMNSRE L e L EaTroes
bOD, N F—a LY FFRENEEEOBVWREETH DA L AR L TRY
FEEE CHIE Sz g, WO BRI A R Ol A o BRI, (A5
DEBE & [FHRIZ 800,000~1,200,000BU/mgDEFHTH e, lods Fatik~0ZEHE 1T, 2009
F 4 JIZEMBATC, 6 AZFDATCARIh 3,

AR, G- FEO B D ERAB R R O A MR o Fa Bk CllE Shiz ZllE %
B 2T BIBHORYMEBAT LI BEhchs,

(4) BRI OWHIZONT
1) FHRERDBREOREIDOVT
B, MAoBBRURRAEE LT, BARRF BHH TEtAphEoREr Bk
R 5 L5 Rk I,
FEE, TR E CREBMEEDMELSNEZ LRV L 00, PERYHRE 2R
URBHIRCERET 5 L AL L,
B, mEE TELE,

2) IEF RO¥EmAEORREIZDOWVT
B R OB CRIEI OB RBICRE STV 5 IEF ROEMAES , A ClEig L OSR
BROFIRITRE LAV 2 10T, SR, ARITCEM L 22V B & ORI o Y IR - S0
S HYFERBERE DT, MAOSE 2 IR CE B LB IRIEEBNTS L oaBath T
HD,

3, ERIcBT A RE
(i) FERBRREOHE
<EH En-EE o>
(1) BhEBEMT IR
MEROTEEERESICIL 3 RIBTFET 28, WTFhOBKIZBWTHC3 225C3ak CIbA
R END, C3bIECS MBS, CoalCShRERMEND, Csald7 F 745 &5
EOHMERO A EEEA L, B oSk, i HRiEoTE, RSS2
BT DH, Fh, C5bIIC6~CO L HARCSL-9 BRI L, C5b-9 I NEMAER 28T 5,
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AREIICS OHETHD L b, BN RUCSERFENEZIETSZ LItk b, #C5
PUROF AR S h T3,
1) EHEDIERBEIZOWVWT (4.2.1.1.1~4.2.1.1.3 : BREEE GTR49, GTR36 R} GTRS2)

B RCS (BLF. ThC5) ) X B< 7 AOFHmMAGME A 7 V) —= 7 &h, Eillosd
it Juemlcsadic i) RoOCsaEEmiEN JuemLermaicEE) PR
B MG mAbAYEIR K37, mSG1.1 mAbDLCS 1734 AKpffld 29.5pmol/LCdh o e,

Fie, b MIHT DAL IR T IR 2 BT, b MAMKIZ m5G1.1 mAb ¢ CDR % #1
ZAATEE (LT, ThSGLLI ) #AERE L. {EREfufEo Fab i (LT, ThSGl.I
Fab (CDR)}) % VYU . m5GL.1 mAb O hC5 #5103 HEEaREA S N7, m5GL.1 mAb
? hCS FEAITRT LT, m5G1.1 mAb O Fab fE#K OF h5G1.1 Fab (CDR) i3, [ng/miL~Jug/mL
WBWCERBEOBRAGENED b2 b, BRI, hCS LoFsile 7 v—AT—2
fEf O MLOBEEIRED LRV ERAL TV,

T, FHAE MEDdiz, h5GL1Fab (CDR) 2 b MR EE R EKR A HAAL, &5
i, #iEIE BRI =7 = 27 2 —Hlaic 87 2Py RSB E R S0 20
HERTNDE AL T Y » RELE b gG,-1gG HSEH i blAAALTEHIE (h5G1.1 G2/G4
mAb : A AERE NI,

2) AED C5IHER (42.1.14 B U 4.2.1.1.6 : REBRE R GTRS4 B} BP 26FR)

AZE, hSGL1 G4 mALTEUMSGLI mAbIZ L v, Hi=U b U Rk CRfE S iy
PO oo e M LB AmE Sh (ghen, 100pgmLl, Jremi ko
Weml GRS | IR, B R O ICS MBI L
EHFRENLLBEHALTCW S,

i, ORI T, REE, Fi=U N U FRRFHE CREES B2 ) OZRMER
Ot MLEIZ EBEME 25pg/mlL CIRIEERICHEF LR, 750 v e, Foty
Ve h= AW, TE Y, Ty b RUEAE Y MRTEIIC L DM LT,
100pg/mL A & » THEMPHERIIRD b vz o s,

3) A hCs 2T A8 (4.2.1.1.5 : BB S GTR109)
ARFEDRCS 1oxt$ SKpfE (CESERHERZE) 13 46+1.6pmol/L (25°C) X1 12045.5pmol/L
B37C) Thot,

4) hC5 D= b—T2 v Y (42117 BRBAE B GTRSS)
m5G1.1 mAb % T hC5 O b b o ¥ R S, 822826 fif. (DVFLE) |
879~-883 fif (KSSKC) BU{930~933 {if (VPEG) M7 % EEEe#HIN, 2 FAFZ—Hxy |
— 7L LCEMEShD D el ahik,

' =T LY FRMEECRES YL ST P Y OfiERE e FiiEcini, =7 U FRnERoEm AL L S8k
h5GL.1Fab (CDR) Izt b « BHER IR G F 1904 BHHTTH SRS MAGA AL EHIE
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(2) BRAIFEHRBR
1) b MESZERIGME (42.1.2.1 . REBES PAL-IMI1184)

v MEFMBEGEE N VT, R (5 RO 30ug/mL) DRSS fIE T I
FOBFT S, xR OFES, MRS, LM, BRI, RS LA
S, HHEAIIS L O MERZ I AR T A aEri@o b, BFEEE. © ¢S oIt
BRI R ORI B TnD 2 & (Microbiol Immunol 43: 585-593, 1999; Circ Res
83: 860-869, 1998) . @ C5 1353 W4 /3 BT 0  MRFIZITFHER L2 & (Annu Rev
Tmmunel 13; 277-305, 1995} . @ 7 & b s X B BE L OBE A BB CHUIRPR A
BEHT A0, MIANO C5 PRAINEABEREN &b, B OB L AEDR
ERIMEE R LI EIEEZ ONWEEBR L,

(3) ZefEKpE
AGEL hCS ~DBIRERE <, FERMSRD NS & LT, TePEiEmaiid 3 < h
TNy,

<FTHE O >
(1) PNH 233 2 EROFHEIZOWT

PNH 51 o GP1 7 o o — IR IR T Ch 5 CDI BRI TH 2 Lic kY
FHETH A, CDSY Xk C5 1ox-§5 CO OB AZHETZEMEZF L, Rilupkm Lok
FAEE AR CSb-9 DAERZIMH L T\ 572, CDS59 A3/KIE L7z PNH B ok B i
IR A A 5 X 29 C5b-9 BNERH L., BlLATEREND,

AL RCS LHATHILILLY C5 OIEEZMBEL., C5b-9 DAEREMHT 52 & T,
C5b-9 (= L AEMEHFIT 5 Z L AAEFFEh T3,

AR X7 FERR R FEBERER Tl in vivo BRUBRIC L B MR R IR SO nis,
PNH OEFAIIFE Lo &, $io, AT hCS ofiiff & LCAll SN, b MRS D
B OILIGIC X DA Mo C5 23 L2 AR IR 2 L5, FRER
in vivo FRICBWTAKOF M 2R TCERN o2 LR 2B WL B2 5, —H,
AHEE Nz invitro WRBRIZ WV T, AR hCS AT D2 L. B Mo 24 25
T EAED BN, RN CS OBEATEEL. C5b-9 AEKEMRT S = L CEhE
il 52 S IHERIATEE S B 2 B,

2L, L O inviro BERIZEWT, BEEIET I BITH Y | REBOFRMEETHER T
b, EHEORBREL RICEATISNERb o EE XD,

(2) AROZERISHEIZOWT
M, AEMRSMY MREL L ZERHER R E N E LERBEOERIL DT, BT
DEHEEZS,
C5 A WBIE Xy ChY | HIREEIZNFEE LN EAGEIRTHAZ L, SIS
R DBEERTSIThbEZ ERBRAShTHhAZ Ehb L, B bR EaINIANER
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OCS LAENFEA LI LICL2 b0 THB I LidElO—k LTEBHRETHHN, b
MBS R IR BRSNS A FEH S AT B L v S T Ak, REcwd
HHANERD bR HEIZBWT, RERMHEOMIIER L HlaNBonThlFEa LT
BENERTHLENRECH S LB LD, MEOHRER E AERBERIGMERTOTH
i, AR L NOBENENDTREENRSD L EZLNDMA, IR (C04-001

(TRIUMPH) ) {2\ T, IRl L B L CEWREEE CRO O ESERI, 8
FLAMZBHERD LWl 7B, RIS L VBRI Z 2%, Ao minglf
W & 0 b8 Hb MK L, RE Hb i L 0 i Sha—abEHR (NO) B Lisiediz,
BN L7258 NO OEM Cln B AR LB RBL L= &, A IIBEL WD A, R
R Shouninnied, AEORBERIGHERES L T 3 AREIEAIIT/ET
FRUY,

F i AHED CS PAOHERDY A R A b OFER GBS MR W TS
FER LIz & 25, C5 DA OHIEDT A bl A v b ORER MR R LB EEL C»
MNEDI L Th ol HHEIT, AREN C5 BN DR A M A L ERZERIGMERRTO
Thiid, REIERE~SYET AR S DR, R (C04-001 (TRIUMPH) ) lZisto
T EHIEI I LA EHLORBRHFEOCE LW EFIIED LT, RZED CS
PSS A M A v DAERISHEIC XY, BEMCE LI 2 rEER LS
AR IRAE Gl R Eh CnWhn kB2 5,

(3) ReMIERBICONT

i, A2 AWEZeEERERBAER I W0, HBHERBEE, BRI
BRSO % | RROPHEMER, LDIEREOERRR~OREEHATH L S, HiF
Hizk iz,

BT, BLTO X9 imB L,

< 17 A CS DFLETH 5 BBS.1 mAb % FVyCEEM Uiz = 77 2 26 MR 53R T,
EiEROMEMIEED GRIEHET, PR, DIERE RERERIC T S R
Hondinodz ([ (GG SERBREROME <EHIhkBRoliig> Q) FHEk5E
B ) OEBM) [, £, B ULERARICBWTCE, BFEERNC PR, L
3R R ORI SR S I Bl A BERINE L A LD LR TR, Lz T, A3
ML PR, DIERROMNERR~KRELEELRESRNEE LD,

WX, DTodlsicsxs,

ABT hCS AR LCHEBESRTRBY, $-, o C5 L RXERDMEERE
WI & AL COR P E MMEERTWA Z &b, ZeEEIERRIC L 55O EEECH
HIEIEEEETHDEELD, —FH, vVACSHETH S BBSImAb I 5w A 26
R B R BRAE D & . BER OMEAHED bz AR CPiMRR, Lg%
B OBER SRR 2 AREDOMERANED oz iz, FFERREEE N HIE, C5 &
Hi9 5 2 Sz XA HEMERCR, D RR OMEESR A ~OBEERO bhin LB 25,
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ek, BARRBICRY Lo onCid, T4 BRI 288 (i) AERTRSE
MR OME <FROfiE> 5) ZaticonT) OESBR,

(i) BDBERMBEEORE
<IEH SN ToBE OB >
AFEIThCS ARSI 272, C5 Kift~w 7 RIZhCS ZHifTHZ ik DiELE
AR, El, REORDVIC, AEER—O7 I EESIEHT 50, BEEREK
2t MG HESHEREIBEEZ AT D1gG R (BIT,. Th5GL1G4mAbl ) MW T, A%
Ol iR B ORI ER A & h,
723, hCS BURh5GL1 G4 mAb OFIEIZIY ELISA A HVWb i,

(1) &I
1) HEERLER (42221 REBRES GTR-0104.00 X GTR-0104.01)

HEME 7 A1Zh5G1.] G4 mAb% 5, 17, 50, 100 B O® 150ug, FEtkxtiR e ULCHifkch s
2A2 HuG4 % 190pg, UTHPE (U MBI 02mL) Z BERMRN LR TRE Licko
FRILPER T BRI ZhE AR G- 48 BFR & CHeRd S 4v72, h5G1.1 G4 mADb 50~150pg DFEAR
PIEEID LY, 852 %15 48 BfTE E CHRILEERMARD Hh, £k, SongR T#
LS AR BRI ER B3R b2, (EHE 24 BN B3 U,

F 2 HEE 7 A hSGL1 G4 mAb % S0ug B UF 2A2 HuG4 % 60pg Ml HRM LT 3%
B Lo #E T hSG1.1 G4 mAb iBEEHER 2 U 2A2 HuG4 IR EEHER A HEt S Rz, h5G1.1 G4
mAb % 50pg HEFHRA LR FREROMTFEF h5G1.1 G4 mAb IREHERZE 2 | IR L,

50 L

45

4“0

|
"{\
s

[\1\_\

3

+< ik 50 pg I h5G1.1 G4 (n=9)
—#— 60 pg SChEAT.1 G4 (=6}

15611 G4, upimL
508

-4

S SU——

24 e 48 [z} 2
Time alter mAb Injection (Hours}

o

<1 h5GLI G4 mAb HEESEO h5G1.1 G4 mAb QI BEHB >

t Hi=v Y FOREATR{ES Y=Y ) OfhERE - 7 20FEIZNL, =7 Y ELROBR &£ Sk
¥ h3GL1 G4 mAb & RIROBESGER FIEEEE-0M, hCS FHRBMLAWHE
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(2) S, B, Rt CRYBREHEMHEEER
A T h5GL.L G4 mAb XL P WS WD AEES 8V HCHDH hCS IR L, < v
ACS LB LW D b, i (8 - BEadh, 7 o7 a0, Rimaies) |
(S8, PR OB R R A E TN BT 2t ERE S Cnia,
Fho, —HEAOT 1gG PURITNGAE %5808 L CREM D BRI A~BITT 5 2 &, E il
HP~BITT5EB26N5720, KELRERCAFHP~BITT 2L, IEHIIEELT
W5,

<FHEDOWHE >
(1) FERRREHBRBRBRIZOWVWT

#Ex, DTokikE2s,

AEIT hCS T AHifk e LTRSS TEY, T, fiffo C5 L AENMEL R &R
Wo b, AL CDR Bt MESHTWS Z &b REOHHEEYEIEZ e T 2ah
Sl D LR ELNWEE LS, Eh, v ATRE SR h5GL] G4 mAb OB EEHEE I
DNTHLLCS K~ 7 AT hCS T L TR LA ET L~ ACOBFTHAT &, $i,
AEOND Y IZAVYZ h5G11 G4 mAb ITEHEHFIROBEN L ERRH 2800 E b
B D ARBORYEES 4 5 - LR Cch Y, 2EREOE#RLEEX D,

(i) FHERBUSEOHE
< &= BR8N >

AFITIhCS IWREMICHEST 2700, &k e A oBpo g S A mamk{EH
HEBwbhiholoedhb (T (1) BHMBRARGEORE < U ShiEklofg> (D
A BT ARG 2) AEDCs HEER O\EBH) | AKX IR MR I
EhTniy, LaL, AEoftboices v AF <Y ACS £ 2 7 u—F A& ch5BBS.1
mAbZE VT, C5 BEI L AR R ORI~ OB S0 BB 2T 5 HN T,
= 7 AL D 26 BEIKER SRR R OEFRAFERBNEN Sz, BBS.1 mAbid, IgG,
TAIEATOERET ) 7 a—tAECHY, 7 JEBEEIITAEL BN, v AD
C5 \o R RAN S L. C5b-9 EMEE CClal®Z ik % in vitro o Oin vive TIREE- 5 = & ARAERR YL

(¥ Clin Invest 115: 1590-1600, 2005, %) 2 L v Sh T3,

BB5.1 mAb M FPEREC DWW, mFPriEEtoEn e ( (1) EHERBREO
B <{EHINEROBRE> (1) A% BT 235 2) &¥o CSMEMER] oHSR)
Ze I CA TR AU I 1 2 VI SRR X, bR & bk U CHE il LI B
FE S & EMRITHIET S oz,

(1) BiEHEGHERE
HmME G RBRITER I Tz,
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(2) EEHEHEERE (42321 R0 4.2.3.2-2 : RBRES 6709-108 RO} 6709-109)

et~ v Ao BB (20mM Tris 374 BA&M KA 3 [E]) . BBS.I mAb 30mg/kg A5 1~3
[l (30, 60 R 1K 90mg/ke/il) 4 MEREFIRAIE S S 7o, Tt RIS bhiho T,
Fz, wimERE, HET92~94%, B 1l (30mgke/f) T3~34%, 382 A (60mgkg/iB)
T 1~13%, 3 3 [A] Q0mg/kg/ ) CTO~15%TH Y, W 2 [ (60 mgkg B &3 3 [H (90 mgkg/
B [XRIRECHholizn, DEoFEERER Cik, &RAED 60 mgke/iB & Xiviz,

S B OVt = 7 RAZ S BR (20mME Tris 284 PR RiE 7k -8 2 [8]) . BB5.1 mAb 30mg/kg
AE 1 EIIE 2 [\ (30 B0 60mg/ke/i#) 26 M RIEEIRNE S Shi GHRE T 60mg/kg/
BT 4 \OBEBRISRESNE) o 60mg/ke/FHT 5 UL (M3 PLRETHE 2 JC) OFETHERD
biuias, Etﬁﬁnﬂ“fﬂ]f& D, ®ECHL 4L (MESPLEOME 1D OZRCHREDH LT
By, HE BEROLHIERILED BNz & FEHERIT 60mg/ke/ /8 & ¥
B X iz,

FEMLER CESHE) 11, %R T 68.3~86.6% (BEATR TR 4 % ELe) | 30mgke/ T 13.3
~18.8% (Hy5HAM]) | 60mg/ke/ I8 T 3.9~21.0% (EHAM) . MET 41.7%EUOHEET 67.5% (K
H4BH®) THY, MERFCERD BN,

() BETHERBRE U ASERE

AT CS LR EMTH Y | HIBURMEAL UIERERR FRTEALEREO b, ik AR
OREETENGBEEEETTOENE LS FMRIERIEN 2 E 2 ORI &b, Ei6H
PERRER B OV AURERBRIT M & iy,

(4) EFEBARERR

AL UBBS.1 mAbIZ X B RAGFIBMEC 4 5RBRITEE S Ty 2y, BBS.I mAblL
IgG e ThiZ e, IBELZBRTAFMHEATH D EHHIESNh S,
1D ZHBRCERE COVHIERECET R (4.23511 : BRBRES 6709-104)

HEME~ 7 2 CASECAT 4 R SERETE X 2 BRTE C, Btk v RIZAEAT 2 @b 4T
7 BEC¢, %R (20mM Tris £2{E A HAH/K %28 2 [|]) | BBS5.1 mAb 30mg/kg A% 1 B %
U2 [H (30 ROF 60mg/ke/iB) SAEFRMIRINIE S Shiz, HECIHRERMIMG, BILREMA, 6
MBEEETAAREHE L CRED DR, RER, B HEHR, FRLAToBTES
REIRD LR Rholn, o—RE, £REIE SWCREERD bhiehof, B
PERITBE O— iR FIE, ARFEROIR - IBROREFEEIZOWT, WPhd 60mgkg/
W & E i,

BHLER RS {EHEYEEZ) 1T, MIROBETC 90.2+11.9% 4#EE) &U100.0£0.0% (1038
B . HET 98.4+3,0% (ULHR 12 A H) | 30mg/kg/HORE T 24.6£16.5% (4 W B ) B TF 27.2+14.6%

(10H) | #HET50.6446.0% (IR 12 B H) . WOIZ, 60mg/kg/BOHET 7.0£6.2% (438
H) BOM162+10.1% (1038 B) . #T 50.6+29.5% (R 12 HB) Cholk,
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2) B IEREAETAREE (423521  REBES 6709-105)

- o A% (20mM Tris AR BRIk &8 2 B) | BBS5.1 mAb 30 mg/kg A338 1 [A}
XX 2| (30 XiX 60mglke/iH) LR 6~15 BIZKERRNES Shi, BEoRTRICE
Bilhbhinholn, BRIBIEOWT, 30mgke/ il CHERFEEA GOBERB N 1 HIICER
BRI, 60meke/ il TR LRRM T2 & 5D, BBS.] mAb OBE TR LY S
iz, 60mgkg/ WO CHERF~V=7 2 1L, R BTG R (HEBBEE | a severe fold
ot multiple folds of the retina) 23275 (2 §IR) ¥ B, BB5.1 mAb ORFE L ARTR L
B &hiz,

< U ADNR RO AN =T B ORISR o & 2 M X B EEHE DS
F2hi X3, RBREMMERE R CHA SR T8 5 Research Triangle Institute international 1= & %3
# (RTI project No. 08412.007) TILZ N B OFTROIAEDNED BT, EUEAE
BHRRIC L 0 IR OMER R e 2 FHA 5 5 Z & (Toxicol Appl Pharmacol 35: 347-354,
1976) . WONTIRE ., BREFICL HWEBHHREATE 0BG, MAMECRET L LELLRD
BUARRBCIERANOLOFRAETH Y | 2 OMIRERORE, HERRD bRV Ehb,
T—F 777 FOAEERDD L, FEFIEERA L, BT ORER DN TR
BBS5.1 mAb RN AR B S i,

EHE RO — B R OEREFRMIC OV T 60mg/ke/ ., IR OFE AT o0
Tid, 60mg/kg/ill CHEH ~ V=T AR BT Ehb, 30mgke/HH &I S,

VA ER (LEHEE ERZE) (R 18 B ) 1k, %FHBIX 78.0+43.8%, 30mg/ke/iH T 52.6£49.0%
B R 60mg/keg/ i T 62.4£37.8% Th-Tr,

3) AR OHAES ORI BHEOBIRIZE T 588k (4.2.3.53.1: RBREE 6709-107)
TR 7 Xz 5t Q0mM TristE @A HAIE K% 2 ) , BBS5.1 mAb 30mg/kgtil 1 Bl
U2 @ (30 B Ur 60mg/kg/ i) 4R 6 B ~29L 18 B REHIRNES Shiz, BEp RO H
EWR O RICERERD LN, BEHO—EBNER C4ERRE, FIAEROERERIIE b
2 60mg/kg/I & Wl < hie,
IR (F AR ) 25 14 B B i, HRE 95.6£7.0%, 30mg/kg/if C 80.6+20.5%,
60mg/kg/ I C 83.6+16.6%Tih -1,

PLED 1) ~3) OAEREATERBRIZB AITHRE O~ 7 AOWEME (30mgke/il T
50.6~80.6%, 60mg/kg/ il T 50.6~83.6% CFHE) ) 226 BRKERGHEHBRIZEITAH#
RO 7 AOEMR  (30mg/kg/ T 13.3~14,5%8 O} 60mg/kg/TH ¢ 3.9~4,6%) &tk
LTEMN - 20T, HEEER, MRS L 2 i (MBS RE R UELIREE
WE DB L=tk R 5 25 SR LR, KEBIEAHThH D,

(5) RIS

AR Moot C5 FifhE MW RETRIEMEBRIL RN Shanin, LiL, BEREH
PR B O P AE R IC B C, BBS.1 mAb RONAREIC B U 7 e B JR 7l ~ oo fil itk
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R HhRho T,

<HBEDOWRE >

(1) W\EFERRAE R OWT

L, IR BRI AECET AR CHED BNEHEBEER RIS, PToX3icE
A Do

TERE i AN AR EE 4 BBS.] mAb OB L AEFIEM LML 2 Lot L, B
3, BEEBEHEFORY 7 VSTV EF -2 RO —F 77 7 bOBEHAIESEEND,
BRS.1 mAb @G/ BB L OV A%, BIEOREMETT BLomel, IERBRoE)
W & SR Ro BB CORMNMEROHE, RAKTOZHELTHEOYZLERD
Fe TSR SR TRV, Lizdi-» T, BBS.1 mAb OEECILR W &4 5
FAORRITHEICH Y, R~V =7 L AEKIZ BBS.1 mAb OEENEMNIFMEE 2 S,

eds, B ~s T RUHARRB B IE AR (60mgke/ifl) OHDIAETHD | ZOFE
B, B~ =7 2804% (17230 PL) |, fBIESEN 1.7% /11415 CThH T Lizhnx.,
2 MG LN EESBEIRRCOLFBEL WD &, HARBRGHARORRALR N
BHA ORI AT A58k (6709-107) 124V T BBS.1 mAb & oA IR (388 L) o—fi%
PR ORI RIZRE A LN TWRN &, & HICHEERBRE UM o SRS RE
BT AR ORFERGHICBNT, HERZIB~OESEIA LN TR & (T4, BRE
A% (i) APHMRCRSHRBAEOBE <HFhaoflE> 8) AR, mRET
BHR~OFRIZOWT 2) FHRECEBARIHT B ERICOWT] OESR) 2BEE2
&L WP RICOWTIHEHR &2 1T 5 Z L IIMECH L, ZhBl Eofdto LB
LY 5,

(2) RELA O C5 HifkE v B ERERizonT

B IL, HERIRHCR N S ERHNT I T, AL CS Hifdd AV CRtERliRdd 920 S
Ni=Z LIz, BT L&z 5,

FEDRD Y ICAVWL I CSHETH S BRI mAb bk, WEFERE EHHEEOVT I
DT 3 ERABAELBELD L TR, 7RO C5 EREMICES L, v ROELE
MHEAETAZ LBRHEES WS (J Clinnvest 115: 1590-1600, 2005, %) , BBS5.1mAb {=
X A FEMMERIT, CS MBHERC L 2 EHRNBOERTRRD LN TCWSAECORIRS K&
CARERE~ORELRR LERBRTHY | TOKE, EMFITREIRD bR Pok, L
MoT, C5 FHETAZ 2IC L 0 EHIRGIC X A0 AR A I T A BN RET 5
RV B 2 DR AN, A LABMEMBIIEE S TnisnZ b, Ak
% CS IEHER A ORI DWW TRHARTH S,

L L, AREIIfMOEMIED CS ekt 22882 R I R0 ied, RIEE e HEER
o LA MM cH B 2 L, BBS1 mAb & W R AT 5 = & oRoie ke
30 b L,
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4, BRICET 286
(i) EHEAERBRRUEET 2 a4k OHE
AHTHCER Ll ER 2 Ui S BRRRIZ I, RCHRTERAD HWb Iz,
Fie, b b OARERE, soluble C5b-9 (L, [sC5b-9)) LT E Mt FHufEK (human
anti-human antibody : BIF . [HAHA|) OHIFEIZNE, ELISA IR UGERIEFERIAEREEMN
Huvbihiz,
ks, AERERBICET S ERHIRH Sh TRy,

(i) BRREHRBREOER
< &G R OB >
(1) & MAEFEEERWERR
b b AEEREE AW ERBRICET 2 ERHIRH S TyhiRn,

(2) FEPIES IARPREREREY (5.3.42.6 BOR 53526 : RarE& S cor-001 <2 ] 7~}
g A>)
REOWRRIC >N, T (i) FHitRUZENABREOHE <RBHIhEBEHOM
RG> (1) EPNE DEERRE (C07-001) | HBH,
WENEICOWC, RERS 2 HEBLC 12 BBICRBT 2 MET L7 7RE P
BAFE) 1T 90.546.25ug/mL F % 116,5+£10.93pg/mL Tdro 1z, Ti-, BEMIEHEMERAT (LT,
[PPKJ ) 10 LB 12— b AV FEFMIBT D HEETEMIE 5 A— 22K 6 IR L
pralt
<E6 18— b AV FEFAICEBE HHERGEIRTG A —F >

CL (LM Va (L) Kq (1/h) tre (k)
0.0173£0.00633 | 6.09+1,417 | 0.00288+0.000928 | 265.6+83.0

THYEERRREE, 126

S FAMERNZ OVWT, BIiEMEAY 20%0L T o ME ORISR | H1% T 62.1% (1829
) | WL S EEEOIRE 12 A T3.1% 2729 f) EL, $i-, ENENER (B
HLIEM) 12T, BiEWeibullB#lc BT AMERNFEWRZF A —-FER TR L,

<#F7 B Weibull HEiTB I S HEEDEN AT A—F >

Eo (%) E airy (%) Coerr (EE/mL) sf il
100.2:+34.54 96.7:33.34 36.5£18.05 2.61 il

PR TS, n=27
By : RN AREB CoEMIEE, Ear : B LoR 0GR,
Car : e (36.8%) OPRFAZLNDHRMERE, sf; PK/PDOHBBMGE OB

(3) ¥EhiE 1 HERERIRB (5.3.5.2.1 : RBRE R C02-001 <2002 4 5 A~2003 4 1 A> ;NEngl
J Med 350; 552-558, 2004)
REBOMAEICOVW T, T (1) AR CReEREREOME <#RHESh-REoR

YR AOREE 100 VT A ARG CEEE R RIE LSRR, Bhhilinistte NESE-I<EHREE] 3 20%
BECHhot2 kb, BMIEHE 0%U T CihiFF o likFE NI BESND OB ESE, hy b7
fAEE &
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B> (3) ¥Eshes 4RERARRRER (C02-001) | DIABH,

FEWERRC WO IMIET b 7 7 iRAL CEB LR BRI 1385 B 10 5 T 108.1455.33pg/mL,
12 B#% T 70.2420.13pg/mL. T b | FARMFHREITIRE 4 BHE T 259.12+£51.47pg/ml, K5
10 3844 C 201.09496.28pg/ml, CTH - 7o dd, FFFHIEES 12:8% £ ClolBPREILERR
BRZFEL T ARnEEH LA,

IR OWT, 25 3 W%~ 5 12 81 CHRILEHEDS 20%LL FIC#ER S iz
HOHETX90.9% (1011 ) Th-olk,

(4) ¥EsheE 1 REREERIRR (5.3.5.2.2 : REEH E02-001 <2002 4E 8 § ~2003 4£ 12 A> ; Blood
106: 2559-2565, 2005)
AEOBREIC OV, T (i) AR UEeERBREE OB <BHINEEBOH
BE>  (4) MESLEE 1 FHEEERRUER (B02-001) | DB,
EWERIZOWT, Ml M7 7RE (FHEMEEEE) 13— A5 4 2 GRERBE?D
12 ##) T 81.8+48.54pg/ml., &5 28 W% (FEHHHLHEH 40 BE) T 166.9£102.1pg/mlL K
GG 52 #tk (BHBHAN D 64 181%) T 1124+46.88pg/mL. THho T,
FAPEERIC W, 3845 52 % F CloB0 TR TOBRE T ThollER TN T
HYEMFHEML 20% L FThote,

(5) ¥FSMBTUIRBEERRBR (5.3.5.2.3 : HBAE T X03-001 KT} X03-001A <2003 4E § H ~2005
4 12 A > ; Haematologica 90: ECR40, 2005)

REOWERIZ WL, T (i) AR CREMRBREOEE <EH IR OBE
B> (S) YA TTHHBEARRER (X03-001 R TR X03-001A) 1 DIHBIR,

I D C, MFEF -7 7IRE CEREUEERR) 12—2 71 (&5RH»H
64 %) T 106.8:47.62pg/mL B URG 50 8 B HHA» D 114 HiE) © 80.5+37.26pg/mlL
ThHhol,

IR OWT, #0454, 42 U050 8 B CHRMIERED 20%% LBl 5 BE RS 1T
D BIIEM, FRHLSAOBE TRV T ORIER RIS O T O IEMIEIEIL 20%AF ¢H

Y o

(6) ¥ESMBNHEEERRABR (53.5.1.1 : REAE S C04-001 (LI, [TRIUMPH] ) <20044F8
B ~20054E 12 A> ;Br J Haematol 142: 263-272, 2008; N Engl J Med 355: 1233-1243, 2006)
REOMWEEIcoWCiL, [ (i) ARG R2EFRBRREOEE <BHEhigkol
Bs>  (6) MRSMSTIARGRRB (C04-001) | DB,

HWENEBIZ OV T, KRR TR EOMIER N5 Vil (RS EEEE) 1, #
5. 4 W% ¢ 113.548.70ug/mL B F 10.1£0.08pg/mL, #&5 26 BEH# ¢ 101.8:10.8ug/mL B T*
10.1:0.09ng/ml. Cdh - T,

HAFRHERIZ OV T G 4 815 R (0 26 BB IR MIEHEN 20%LL T Ch o B 0FlE
B, ENEH100.0% (42/42 ) B R97.6% (41742 f5)) Cdh o,
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(7) HESMBHUFRERERERER (5.3.4.2.5 BUX5.3.5.2.4 : RRBAE S C04-002 (L . [SHEPHERD] )
<2004 4F 12 1 ~2006 4E 10 J1> ; Blood 111: 1840-1847, 2008; Br J Hacmatol 142: 263-272,
2008)

READBREIZ DWW CiE, T (i) APER O SRR oS < ShiBblo
BE> (7)) WRSMATAREEAEUER (C04-002) | OB,

BRI DWW Mg T 7 iR (R AR ERR2E) (23R 5 418 14 T 104.545.08pg/mL,
5214 C 110.3+8.92ug/ml, Ch -7, Fh, PPKAETICL B 1-m 08— b A FEFNILE
D HEE IR R A — 2 B R BITIR L,

<#8 1-ay =RV MEFARBH DREEHBIB S A5 >

CL {mLAvkg) | Vi (mL/kg) Ka (1/h) tyn ()
033402013401 | 113.93228.719 | 0.00307726.0013682 | 261.07£90,795

T R, 107

EARHMER IOV T, 5 4 BHE O 52 MBIZEEIENED 20%LL T Ch o T BEOEE
1 95.8% (91095 fil) (X 84.9% (79/93 i) Chotr, Ein, BHZMER FEhiGH)
DT, HIlHRERE G E e E T /AT R AHEEFE PR T A —F 2R O ITR LIz, HilE
b, HIBEMIERIZRE NI L b, REIEBETCS ZMEdT 22 EWARBEShEZ LS
B(LTW5,

<#9_ HMREEELE EF B SHERNEN G A—F >

Eq (%) Ews (%) | ECy (ng/mL) Hill {53
90.1424.418 | §8.1424.583 | 31.509£7.8152 | 7.2521+2.82334

SRR, n=97
Ep @ EHIARRVIRE COBMIEIE. B : B LORRNSHE
ECs : Enx > SOUDHERZ LR HAIBE

(8) WESMBITEIERRR (5.3.4.2.4 BT 5.3.5.25 : REBREE E05-001 <20054FE 5 J ~2006 4
3B (s >)
REROEEICOWCL, [ (i) MR CESMERBEEEOME < Sh BB O
B&>  (8) UBSLESIIARRRESRUR (E05-001) | OIHBH,
EpEIRBIZ W, PPK FHNc X3 1.0 38— b A v heF Bl AHEEpang s
A—FERIOIECERLE,

<EI0 1-m8— b AV MEFAACET SHEERGEIRNG A—F >

CL (mL/W/kg) Va (mL/kg) Ka (1/h) tin (1)

0329 (39.0%) | 113.0 (23.7%) | 0.0030 {414%) | 263 (34.2%)
SEHIME (CV%) . n=141

HAZAER (B 1oonwT, B Weibull BEC B AHEERE AT A —2
R IR L,

<F 11 BHE Weibull BRI BT BHEEEHFHAT A—F >
Eo (%) Ear (%) Car {pg/mL) sf

93.8 (9.35%) | 91.0 (9.56%) | 30.6 (27.2%) | 2.61 {d43.5%)

EHE (CV%) . n=l14]

Eo : BAR R MR CORFMIGE, By : B LORRINIRIZR

Carr : Ve (36.8%) OZERALHAHFRIREE, of : PKPDOMBMIROMHX
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% Homolytic Activity

¥ 8

g

—~
o

s
o
L

Py
=3
L

<EEOHBE>
(1) miFPAKRE & EhER & Otz T

HEEHIE, AEOMEPRED 3Sugml D ETHLIBRTHYTHD EFRBIL TS,
Z OB OWEEBIZSOWT, BIFO LS BB L,

R SEMEREME R R AE AR B & U7 BRI (C99-004) 1Z08U T, AN 351e/mL
KI5 &R MIRERR 2 AEMAED B, £z, €99-004 ALY BIANcIZEh
T COBRERB R iy i 0N, RIBEEED 35pg/mL LA EDIBAIC 90%
PALETCS Bl S TnwizZ & (FEMICBW TR X hiz) BR&his (Investigator's
Brochure, Eculizumab, Version 11, 28 July 2005 (Alexion Pharmaceuticals Inc, tEPVEED ) .

—J5. BERA 7 B Bl E T CS HBEIY 99~134pg/mL THY, C3 NI CS BE &
SEREHTLRE 21 B D i C5 KL 86~ 122pg/mL Chh - 722 & (J Clin Invest
59: 704-715,1977) . AL C5 AT DH T & T Cha U CSb ~DRRZEHE L, &RHif
EHEZIH 2 2 & HRRMICIIAR I ST 20 T0OCS EATHALEHETH &,
AZE 35pg/mL. (B9 236nM, o F & 9 148kDa) {2k - Tk MiEH C5 95pg/mL (9 500nM,
TR #196kDa) LiEATHEELLNSEY, AMom gl LT I35ugmL) #F
e Em ) oV OEEEHE R,

7245, PNH BE L8R L LREEMS (C02-001, TRIUMPH, SHEPHERD X UF C07-001)
B AL PR L EMIEEORFICB W Ch, E R BT 7R 35pg/ml Bl EChih
L, Ky O AR TR IIEHED 20%LL FICHIfl &N s Z EARER TS (X 2 21),

2z 8

g 38

f

t

|

|

|
I
N I
I
‘-I '. :

4

L

i

B

% Hormolytls Activity

20 % Hemoiyshs o

3 T T T T T 50 75 100 125 150
§00 260 apo 400 500 I Eculizumab Concantraben {ug/ml)
Ecufzumab Goneenkation (pg'mL)

<®2 PNHRAECBITAFEONFRRELBOEE L OlEE (ER: 27ey b, FE #kE) >

B, LT L2182 5,

AP EEE L SR EN: E ORI OWT, B 2 R ey, mEhEER
3spg/mL LA BT HAUT, HEMmiEHED 20%:KH0 & 2 28187 89.8% (1,886/2,101 Hrn) &
ZEELHD TS LD, —HFCMEPREN 35ug/mL Bl ECH o THEMIFHED 20%LL E
DRFS 4.1% (87/2,101 2 70) ZRDBENLTWS Tz, AEOMBFBFREMN [358g/mL)
PlEChH->Th, &7 LR COBE CHoREnMFEARE LN DI CRnEEL
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%, LdvL, TRIUMPH RBARERIZBIRT S &, REShEHE - HECAEOT I
HeEBHEELD (I Gi) APLOESNRBEGEOHE <FE0WMIE> 4) Ao
22T, B (7)) R - AElC->WT) OIESBHR)

(2) ERAORBENRIRHFERERIOUVT

FE WM 3T 5 RO EKYEIE R A ZRER i) ORRIZOWT, BERE
LT L9 ic@#iLTnd,

HARA PNH A I8 % PPK ETIC I SSHEECL KN Ve TR 6 0 LBV TH LM, (K
HCHHEE U7 i (P EEHERTE) 13 CL ¢ 0.28240.0870mL/MWkg & OF Ve < 101.9427.51mL/kg
THY., #40 PNH BAFIZBITS PPK TS CL R Ve DL HERI LT (E8
BUE 1081]) .

7=, EPNEREE (C07-001) RUMEAMEIREE (C02-001, TRIUMPH X (f SHEPHERD)
BT AMFIAREEEOFAEOHBIILTOR 3 LB THD, FEAE AR
BDhHRTWRWEEZ D,

Eculizumab Concentrations (pa/mL)

0 2 4 6 8 10 142 0 2 4 6 g 10 12
WEEKS

<{F3 EEFRRAEYX (C02-001, TRIUMPH, SHEPHERD E(F C07-001) 123517 % il rh 4Bkl pebies >

A 6z, FEAHEMERIC oW, ERERRAE (C07-001) RUHAREMER (TRIUMPH
B O SHEPHERD) 2431} 218 MG O EZfHEOHERE R W SV CHBTEERR Ch 525, B
Weibull B3 % v CEPNAOFEOEMELEIC >N TS Lz & 25, F ORISR LT
Wiz (FTRUE LB

F7-, ER40 PNH #ME 258 & L C oS (C02-001, TRIUMPH, SHEPHERD,
E05-001 ZTF C07-001 : §F 177 {8} %A L, Ao PK/PD HBEHE Lz 25, CLET
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Ve lod& BRE, WOUC CL b+ AR ELREER Ch o), BAENDE (B
EHE) oW OIS 1 A 2RO CHERERISD LN T, BHERE ROZIEE BT
HAIED CL (C02-001, TRIUMPH, SHEPHERD J: (X C07-001 2B % #50 « TEH AR a(R 5%)
2B 0.0268+40.01150/h B Ot © 0.0182+0.0071L/M TH Y, KEREBERIRM T,
ClEA b, [ERAF PNH BE IR A A0 EMEBIM A RO B LV ETOE”N LS
AREMEE S 2 b oo, EHFWEMIITITRECTH Y, iz, AR CREDEZ2ET a7
7 A IR OERITED bhienizd, HAA PNH BFIC 3 U TIEBH BRI 2 451
RnNEHEZR B,

B, DToXjin®25,

EARS O ARIEOFIHENE R O PRER IS0V T, SZRIEIZ 3T 2 3K Eh AR o FLE iRt
A N PPK AT B OV TH Weibull BIEUC 363 < ENRMER OGNS, RERMED Tho
7= BA A PNI B Criin b5 7 REEMES RN O PNH BE & R THETRDICHER LT
WhH Y, BREOEENAEOMPREHESICRER 52 DR HD LE XD, LL,
HFFRER ORI CoERA OLBERABRRICOWTHRERRT TCHL b 0D, H
FE Weibull B33% A28 200 EMEH) BT 3mih 5. ERACREOER
W72 <. PPK f##iricEe3< CL HDEMPAZEGIZE AL Eipnwich, KEHICK 5 EHTHED =
ERREOBMMGIERIC R & B L RE Tt ln e E L 5,

i, EIMRHIAG, RERSAREOKYEEICHET A WREENRE S TRY, F,
REMITOWTCHE, BERAOERRBSE (TRIUMPH, SHEPHERD }.UF C07-001) # Hikd
L&, [HP9 PNH B3 CaiEs, i, MBS ONRTMENEN LV EWERIERD BT
Wi (T (i) AMEROREHRBREORE <FE0lE> 5 Zatklcon»nT) @
HBMR) . HARABFIIEAOBE LIS CERERERNZ EBEEEh D Z b, KER
AR AR RIS T HEIC >V, REREEP b B,

(3) HAHA D353 & AKOEMEINE & Oz W T

FERSMC BT 2 R EOBEEREB N D, HAHA & AEOIWEE b oEElz >\, |
BERLDTOLIZHB LTS,

PNH L4t [ b & B [HNA O BRRFBRIC I W TEF 940 Fllc AR e s Shye 28, 354
i ST A — 712t 5 HAHA OB BETED H TR,

PNH B# 258 & LR 5 5, C02-001, E02-001 K UF X03-001 358 Ci: HAHA
FGEAEEIEERD B3, TRIUMPH B8R I3 7757 B AR R ORIRTES- 1 5, SHEPHARD &
BO 2 flicEd bbb oo, SR L ol GRS bIvT, F, C07-001
U CrEAER BANC HAHA SUSEBHEMD 3 FIRH b b o0, REREHZIZIIED BN
Rdnote, TeB, E05-001 BB GBI Sh iz,

Bigix, DTo k3B 2 35,
ENEERRER (C07-001) A THW LR HAHA S FERRBH O FE LA &,
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Fie, EHNEERERER (C07-001) CHABEELSANCEBERENRO LT, SBRAEED
WRANMKECHHAMBERH A2 &b, I OICEERERICREIT D HATA OFBBEARAS R AT
WA T EHE, HAHA ORI EEOEBENE~S 2 2 BBz WL, BRI BOTH
Rz e QRN EE 2D, 4%, HAHA ORIHBES Lo EH a2 b, RO FHtkofl
EHREENITHZ L REE L WEEB L 5, WS ICII HAHA ORI HEd 5 LB b
NAEERRINEOHEEFEBEDLNEEGES, AEOPENRMELEHEHITIL, BEI
I U C HAHA JlliE %217V HAHA \CB8 2185 IE L CERBSG~FHR M5 Z L 0NE
WMehBHEELZD ([ Gi) ADMELROCEEMRBREOEE <HFEOWHIE> (5) Zaft
ZOWT 7)) RERERCE Mk MR (HAHA) (220 C) OEBHR) .

(ifi) FEHERCRLAMRBRRSEOBIH

<#EH Shi-Br o>

PIF o0& 12100 LI HRRRBR O] 8 RESET ¥k & L TR & hi,
<12 PNH Zxi&d L EBRRBIRHEE K>

o iAo EhEHE
HRBES # BHRRBEYN BB Hi%k W FEEE
ik, 2atk, EhEPR LDH &0
. €067-001 i BOSAREE FERIENRRR 29 {4 1238 o~
A E07-001 . B, Relk, R R B AR 218 %@ _
(CRRSE) RUSENFER (C07-001 BB O RE)
B, fatt, Kok
C02-001 I BB RN RRER 11 4% 1238 -
EERIERN RS
E02-001 i Relk (C02-001 BB O HAEER) 11 4% 5158 -
X03-0017 FERAEERE A
ﬁ X03-001A I Bl (E02-001 BRER DAHEHRED 150 10438 -
C04-001 SRR AR 43 4 Hb #Eft,
rruypry | B | FAMERUEAN CREREERE soenatan | 8 | eRocHmEA
C04-002
(SHEPHERD) H FERURER SEE BRI R 97 % L3 | LDH AUC
BT ELvopiiian
(i%;g;) H sl (X03-001, CO4-001, 1874 ?ﬁ -
Co4.002 BB O RERHR)

LDH : E.EM AFEES. PRBC | BIFEHRAIK

(1) EPETARERRE (53526 : REES cor-001 <2 ) A ~2fff =] 5 >
12 BB EcRimEt o GPI RiBHRMEKY u—2 (PNH #4 FM) OFFEEHEN 10%E Lo
PNH B (BESEFE 25 B) Zxigic, AEOFEME, e, EEifER CEH2E

MR 5 BT, ZHigtREE RIEd R EN 9 ik ¢k s hi,

Bk - BT, R 600mg 2 1 BICH4E, 70 1 EHEE%E» LA 00mg % 2 iz 1 [A)
CEF SRl ZRERN 2545 RIS A 2 & L& (5T 12 ") .

F, AR E 2 \ES LRI EEIRELE T > (iEa

22 BRSNS g Ol

3 GAEH) 29 FI2M per protocol set (BATF,

fA, C, Y RUC'WI135) ) &

[PPS| ) & Xh, B, et £

TR CRAEAEROMITHRER L i, 2B, 2 fiiconT, %50 108/ T3hE
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Aol bicEdi Pk s hi,

FEMEIC oW C, EEFHIEE ThH 52— A5 1 b5 12 BR%IC B 5 SLESb K
FEEE (LT, TLDHI ) ERELRIZSWT, ~A—R 51 (bl [B/ME. BKRHE]
1L,814.0 Wif/L (BUF, TUMLS ) [627.8U/L, 3,6425U/L] t2if L. #4512 38 B ¥4 244.0U/L

[187.0U/L, 2,715.0U/L] TH V. AERXETFRED ORI (p<0.0001, WilcoxonDFFH{JH
HidE) o

PRI ONWT, HEEHIL 96.6% (28/29 (7)) I, TRERIEY GJIE%BS{%%EéW;Wﬁ
EHL (LIT, TEWERL ) i 93.1% (2729 ) [o@H bz, 10.0%EL EofiH s
Tl AFFRIL, BN 51.7% (15/29 1) |, BUBHEAZE 41.4% (12/29 #) | HL 20.7% (6/29
) . FHI13.8% (420 1) . MERL 10.3% (3/29 #) | 3:EN10.3% (329 fA) RUNES 10.3%

(329 ff) THY ., 100%LL EOBREFIZED LR {’F—}H VEEETE 51.7% (15/29 ) |, SNAEH
#237.9% (1129 ) | Fl2207% (6/29 ) | &8k 10.3% (3/29 fi) | 8% 103% (3/29 {5
KONEE 103% (3729 f)) Choie,

FLAGBED e olc, EELAEFSIT EE - CRP M A IHkRBD LN, 1B
IR L OEBEERIIEE ST,

(2) ERFETHERERER (53,527 : RBES r07-001 <2 €] A ~2(. ﬁfl A (F#
&) >)

C07-001 AFr % 50T Lic PNH BF (HIEREFR 27 6I) x4l L, KEORZEM, FH
e, FEHEE R CEAFRERN 2T 2 BT, MR RIS RIERTREERNERN 9 Hi
BCHEME S huiz,

- AR, A# 900mg % 2 HMHIT 1 ], 25~45 st CRRIRINIR 535 2 & L &,
BERIRI 528 & e (PRIEVE T 26 B E Co4EED .

FAIRGAER) 27 B4xfFA PPS & &h., ARME, Rath, EmhEek O FER ofgtrst
SR Shiz, 2B, 1o, M 18 B CAFE ML OMER LR P i
I,

REMIZOWT, FEFRIT 100.0% 7274 . BIFERAE 92.6% Q5274F) i bh
72, 100%L) O BRI D bR FHSaT, BETENK 51.9% (1427 #1) | B8r 18.5% (5/27
) . e ALP 3900 18.5% (527 () RUMEM 11.1% (3727 fF)) TH Y. 100%2 Lo

RS LNCEIERIT, BEEEEZ 51.9% (14/27 §) | AR 18.5% (5/27 fi) R NfiH ALP
BN 18.5% (5227 i) CThoir,

FT PR BIRh - Tz, FEAA BRI HUE - 8% - RS - Al RE) |

Ty | T3E - B2 @) RO TREZE BEREFR 1 iR b, g
FERERFIE L ORRBRIIEE I NPT,

B, M, EBHEIRE OCEAFHER I OWT, PERECOFTFEISRTES

T, KRG 2011 E 6 AL TTETHS,

1 R EREMAAT 4 B O LD (&
¥ R@ OB, last observetion carried forward (LOCF) 2k b, fimshk
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(3) ¥ESME 1 HHERPRRARR (5.3.5.2.1 : RRBAE S C02-001 <2002 4E 5 B~20034E 1 B> ;N Engl
J Med 350: 552-558, 2004)

18 B _ECHRIMERP O GPI RIBARMERY n—2 (PNH # A4 7)) OFLEHM 10%ELED
PNH A% (HEHESL 10 6)) Zxgic, Aoz, Ak, RipEiER OB DFEE
REBErd 5 HAYC, LM ERIFE RIS 2 Mgk CEM X iz,

HE - ART. AR 600mg %38 1 BT 418 2o 1 BHE» S AT 900mg % 2RIz 18]
Tit 4 Bl 220 30 LI ENT Gk G+5 2 & & &hd (BGHIR - 10 85D .
T, AR L0 2 EM EATICHEAE Y 7 T (W TA RUNC)) BRI,

HIRGIER 11 fAHIA PPS & &, Z4tk, TR CEIPAIEH it S &
Ehiz, B, RBREFI L-BEED LN,

TEMSICOWT, HEFEESIT 100.0% 11148) TRDHNE, 2 f EOBRFICED S
hieAEFLY, EHECLESHEBRERE 3 flic, mEMn v, S8, WE, F1orx
SPIREGT, B IE, EEHREREOCELNE 2 MRD LN,

WA bhid ok, ERLFHEFLT FERRY ROt GEL - @k - 565 - &
WD E VY - BRI A% 1D b,

(4) YA 1 HERRRABR (5.3.5.2.2 : BB B FE02-001 <2002 4E 8§ A ~2003 4E 12 A> ; Blood
110: 4123-4128, 2007; Blood 106 2559-2565, 2005)

C02-001 MBRESET Lz PNH % (BESEGE (1 B 265l L, KEOLZEERTE
FAEZ R 2 BT, 2R S RIE RRBURHIA 2 Mgt CEE I Lk,

JiEs - T, AK 900mg % 2 W 1R, 30 HLL_EN CRIRNEE T2 2 L L &h,
EBROBSHIMIL s2 /il & &hiz,

P IEN 1 B2l EefE T gl & Shd, 2B, BBk LERFEIED L
nishotz, '

B e oW T, AEEARIT 100.0% (/1L B 18RS S, 2 B LoBFICERD b
NieHEELER 13ITR L,

<R13 25D EOBREIBD N EFEFE>

HETS R R EEE IR E S REE | A
£t 100.0% | 11 [ 18.2% 182% | 2
AR 364% | 4 B 18.2% 182% | 2
A 7N o THRERERE | 364% | 4 Tl 18.2% 182% | 2
LR 273% | 3 R 18.2% 182% | 2
B 273% | 3 i B~ | 182% 182% | 2
fia) 273% | 3 BENEE | 182% 182% | 2
T 273% | 3 FEER 18.2% 18.2% | 2
jiei] 21.3% | 3 |l FHuEER | 182%

n=l11
9 throat sore
Y throat pain

8§ HEEHTIERE (inlikely, possible, probable) TR OEEMENEE SN
"R EGTET I B (unlikely, possible, probable) TiEEREE OEERENEMESHE

35




UG b ah ofc, BEELAFEFRL (RN - 0 A AV REREE - HPBR
AL B 1FlCED bhi,

(5) HESheE MMHIERRB (53523 : RBES X03-001 KT} X03-001A <2003 48 8 H ~2005
£E 12 A > ; Haematologica 90: ECR40, 2005)

X03-001 3B L LT, B02-001 B&5 T L7 PNH & 2u& b L, ZEORZLERUA
B2 RET 5 BAYC, 2R ILRIFEE HIER BRI 2 MR oSS, X03-001 3R
Biks5sT L PNH B X03-001A B ~2B1T4 5 2 L & Shiz.

¥ - BRI, A8 900mg 2 2 RN 1 M1, 30 5 BL b CRMIRINR 535 2 & & S,
IHERIE OIS HIRENL 104 R & S (X03-001 305k - 52 8, X03-001A & : 52 J8F) .
e, BB U 7 F 2 (R : TC) T TA, C, Y RU'WI3S) ) REMEShk,

X03-001 FER DI SIEH] 11 5] 12 08 X03-001 A SRER OB GIEF] 10 A2 kAT o Sedh
& &z, ek, 1 HIZ-5WT, X03-001 BRI WG 38 M CtE ORI LD, R
B HRIE S8, X03-001A BB, A Pk LB bhisho iz,

Az o T X03-001 FRERICRIT BEEIHIL 100.0% (LU F) @B bHh,
X03-001 ARBRIT I IT 2 HIAIT 90.0% (9/10 ) | BIEAIL 20.0% /10 #) 8D HNh
7o X03-001 EBIZBWT 2 Ll Lo MB IR ONEAFFRER VIR UL,

<F 14 X03-001 REMZBNT 2 FLL LOBRFIED SR HFL >
HERES wHE® | Wl AEES BN AREe | BESE | A%
N 1000% | 11 3 Moty 1820 [ 2
W 455% | 5 3 i) 182% | 2
TRIEEYE 364% | 4 3 B 182% | 2
VaRkE 364% | 4 2 | BEEdge | 182% [ 2
TR P 3064% | 4 2 FRE 182% | 2
REER RS 273% | 3 2 AHin 182% | 2
T 273% | 3 2 B 18.2% | 2
AvoneF| 2713% | 3 2 HiLE 182% | 2
BUEEE 273% | 3

n=11

X03-001A BB I3 C 2 FILL B BRECERD &7 8 H 4 TNEETEA TR 40.0% (4/10 ) |
ERTES 30.0% (3/10 #) | FBEL20.0% /10 #) . TERERY20.0% /10 4) BOv 1L
AR 20.0% QA0ED ¢HY, 2H EoBRFICRD LNERHER I holz,

TEFTRD bR oTe, EERE BT X03-001 B¢ MMUEABE « RS
AL, X03-00IA BT 33 . (oA RO TREBERYE) W IR 5
., X03-001A RERCERD b Ty A NARY) O, IWBREL oFRBGRATE I,

(6) ¥FAMEMAAEREESER (5.3.5.1.1 : BREAEE C04-001 (TRIUMPH) <2004 4E 8 A ~2005
££ 12 H > : Br J Haematol 142: 263-272, 2008; N Engl J Med 355 1233-1243, 2006)
18 B b, FmBERT o GPI KRIBHRMEKY -1 (PNH # 4 7)) OIEERN 10%LLE

M X03-001 KRB CIIAEEHIL 3 E (unlikely, possible, probable) TR L OEBREHEMNEM S o, X0300A T
WA AT 4 B (unrelated, possible, probable, definite) THERE X CREEGENFHENT
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o PNH B& (BEEME 75 ) Zdgic, AEOFPERCLZL2MLRET580T, £
JiERSLRIE(E AL 7 7 2R IR _EE RIS 34 gt oo Shis,

it - ARZ, A3 600mg XX 75 R%8E | BIcEH 4], o 1 EEHE»HAZK 900mg
XIET 7 ERE 28I L, FhEh 25~45 ST CRIIRNEES 45 2 & b &h, 51/
iR26 W & Sz, e, REET Z ARG 0 2 ML FRTCEERE T 2 2 (i
. Tcy . TARWCY ik TA, C, Y RTYWI3S] ) SEFEE NI,

R EIEN) 87 B (72 AR 44 BIROAIERE 43 f5]) 2123, intent to treat & XFu, %Y
HEARAT S AR R O AT R & Xhin, 2k, AR 2 fliconT, FEFRY
HRENLOFAIC LD 77 BREE 10 fllz oV TiE, BEAR i & Bk Sk,

FIMECoWT, REFMMEE ThBHbE RN, 5 EREETI 0.0% (044 ) KO
AHHTIE 48.8% (21143 BI) OBFECERSh, BEICERRENRD Hhiz (p<0.001,
Fisher®IEfERTE) o £, b2 —2OFEIHEEE Ch HEREk (BLT. [PRBCJ
packed red blood cell) B HLfTH#e (ol (B M, Bk ) k. FFEREET 10 Bifr [2
BAfE, 21 BAAY ] ASHERYE ¢ 0 BT [0 BEAT, 16 BLALTCdn v M A7 ln 250388 & e (p<0.001,
WilcoxonD A FIE)

LRPEIZOUT, BEIFLIL T T LRBEC 90.9% (40/44 7)) B OVARZEREC 100.0% (43/43
B . BHERIZT 7B RBET 25.0% (11/44 #) ROKIHT 55.8% (24/43 ) WZ§dd b
i, WTEROORET 0.0%E LOBFIRBOLNEFEEREZR ISR LE, WIFRMHO
FEC 10.0%LL EOBEITERD GIVCRIERIXIEROACH Y, o REE45% Q44 6) &
TASERY 32.6% (14/43 ) I8 b,

<F15_WTFhROBET 100%U EOBEICHED bW HEFER>

TIEREE (4 F) | REE IH)

FEFR [T omw | pim | waw | BR
£if 90,9% 40 100,0% | 43
it 27.3% 12 44.2% 19
BRS¢ 18.2% ] 23.3% 10
W 9,1% 4 18.6% 8
Bl 11.4% 5 16,3% 7
ERIERY 22.7% 1 14.0% 6
sk 9,1% 4 11.6% 5
¥l 2.3% i 11.6% 5
T 11.4% 5 9.3% 4
BHiiR 11.4% 5 7.4% 3
[ 11.4% 5 4,7% 2
BElEbEn 11.4% 5 4.1% 2
rER: 11L4% 5 4.7% 2
v N AR 11.4% 35 23% 1

FETHIERD b ote, HERAEFRRIIT 7 2RET 205% (9/44 i) RUARIER
C9.3% (4/43 B WEEH B, ST RRTE I IPNH OB 233 6], TR - bl
Wk F—F gy . TPNH ORI - Bl - 53 . [FhEkigbE) o TEhER e -
BMHLS - BERk) TEML - BRGEES) . TS B D FICED L, RIERET
13 [PNH o] | U8l o TEEAIRRHERARRBE ) BoO® To @SBRI MEE] A% 1

M RBEHFITRWT, HEHFT B 20O Hb ELR0ERREL L, S548EDIC b JARMERE LEY . »
S EZ o B
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Flicgdb b, 77 BRI b RO SIERE L OERBFEPGE Skl

(7) VESBIEEIEREER (5.3.5.2.4 : REE S C04-002 (SHEPHERD) <2004 4 12 J§ ~2006
4810 A > ; Blood 111: 1840-1847, 2008; Br J Haematol 142: 263-272, 2008)

18 Ll b ekl ERh o> GPI RIBFRMER Y v —2 (PNH # A 7II) OIF{EHED 10%LLED

PNH M (R 85 ) #x8l L, FEoR&MR LRI 5 AT, £
gk LR IEE e BRI 33 HERk CHEM S,

R - HEL, A 600mg £ 8 1 [BICHF4 18], 2o 1 %S 4% 900mg 4 2 I 1
], 25~45 AN CHIRNIRE4 5 2 & L Sh, RS 52 M E S, Fiz, FE
5o 2 MRS ERTNCHIRAEE Y 7 70 (ER: TC) . TARUCI XN TA, CL Y &
CRWI35) ) MMERE SN,

AR AE ] 97 fl4(5108 PPS & S, FER O eEAr h S4EM & Shiz, 20, 1]
oW T, 4 HlCHEEES i~ T) BRETCET Lo, BBk &hiz,

BRI OWT, EEFEMEE CHBE XA TA hbikh 52 WE%E COLDHA®
AUCH (LI'F | TLDH AUC) ) 120\ T, LDH AUC (Pl DiR/MiE, ki) 13-632,263.5U/L

{-1,788,823,5U/L- H, -74,498.0U/L- H] T3 Y. LDH AUCOHREMN 0 Tl Z LHAFE
RSB L (p<0.001. Wilcoxon®{F B4 IBRRE) .

AT OWC, FHEFRIL 97.9% (9597 Fl) . RUEMIL 64.9% (63/97 #) (@R b
Fro 10.0%LL EOBRF RO BN AEELEE 16 171 Uiz, 10.0% EOBRFIZED b
REFIAEER 42.3% 41976 OB Th-T,

<K 16 10.0%L EQMFIEED bhieFHBES >

Huds | RE | Akl AFs | #Ef | xllaass | s | fi
£k 97.9% | 95 FEh 19.6% | 19 BafgiEr | 124% | 12
[ 52.6% | 51 pi] 155% | 15 B 11.3% | 11
2k 1320% | 31 || @EdEnEn ] 144% | 14 i | 103% | 10

LSGER | 29.9% | 29 R 13.4% | 13 ket 103% | 10

B 20.6% | 20 FH 124% | 12 [f
=97
DL p~A=7 1 21 Flici@b bhizd, BREE oRRBRIIGEES N, EE
BRATERFSIT 19.6% (1997 ) @b b, 2 Ll LB bh - EELTEFRIT, M
A4 F, FEMN 3 HL FLRCIERIE 20 Cholo, ROLNEBLREEFROI L,
FEN D (), TEEEE, THRMEREE. DM, . WERKRGY AN ARGD 1 B0
L ORBBEFIETES Lo T,

(8) WESMBIIMESRER (53,525 REES E05-001 <20054E5 A~20064E3 H (HHH
#) > ; Blood 110: 4123-4128, 2007)
TRIUMPH 52, SHEPHERDAER ¥ i+X03-001AMER% 55T L7 "PNHAFH (A IEEFIE &

B AR L DB LR T A ik 52 8EE T LDH O FHEEN D, ~—R 54 20 LDH A 52 EHE L
T L {EELI=840 LDH EO FHmEZ 8 v /o fi

U TRIUMPH SRE& W T, 26 8 CoFEMEUEEEOHREAThh ThiviE, 2058LaN0 P IELERE LA
AR e &t
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BIE Bk 170 6 ) Exg e L, AREoORSME R 5 BT, EERIET BN E
A 33 iR CHEM S iz,

Mk - AR, SHEPHERD REANIT X03-001 RB%x % 7 Lz BE ¢, A 900mg % 2 #
B 18], 25~45 23T CRIIRNEES S5 2 & L &hik, —F. TRIUMPH BB 7T Lk
BEDS B, TR CH - HBFEIAIE 600mg %18 1 [6]CFl4 B, AEFETH-TAE
A O00mg & 1 MEKGIBAK, SR E 2 RERG4BHIC, SHRTT25~454
D CHIRNE ST 22 e &h, o AR G, FFER T CARIE 900mg % 2 MHIIC 1
[, 25~45 43 CRRIRNER 592 2 b L ahiz, 5 HIERE 2 FllE &Shvin, i,
RERERE T 7 iEH : TA RUC) Xix TA, C, Y RO WI35] ) BHEIE U T
fit Xk,

R EAEE 96 BIA PPS & &k, RAEMAITHREM E Shic (2006 43 A O HNEE
R OCEBREHM 5719 v B) o e, BRI LEREFERES LT,

R OWT, BEILLL 89.6% (86/96 A) . RIfEMAI 38.5% (37/96 ) IZ@¥dbh
7o 100%LL LOBF IO BN A EFEER 1TIORLE, 10.0%8 EOBREFICED O
BI{ERNIEEE 14.5% (14096 ) DB Ch oz,

<F17T 100%HU EOBEITEDONEAHER>
aEed | s [ pgl] Awse [ s ﬁﬁWﬁ%&& FEEdEA |
|

£k | 89.6% [ 86 ||| LEGERE | 156% | 15 gt [ 104% | 10 |
SR | 30.2% | 29 T 125% | 12 i [ 104% [ 10 |

Fumgge | 30.2% | 29 ] B 10.4% | 10

ETHIIFRD bhviedo o, EEREEREIT 0.4% (996 ) @b bh, 2 FLL IR
HENEELEESEG, BEE2H, B 2HFRTYALREY2 fITChHoTs, B
NEBEELHEEESO S LEEK, RYE, U NVRRY, ~E7 ¢ VAT, BuuEitks a
o 7 ROEEROF 1 fll>0 T, IR E o REMBRITAE SR ols,

g, Bl o ol SR 5T E Th D,

<HEOWHEE >

B, UAToREPLICEEEITo k.

(1) PNHIERICBI 5 REOBRII BT oWT

HFEA L, PNH OFEE & BRTETE, REOBRNMEMTC O WT, BITFTOXLDICBHIAL
TV D,

PNH B#IZBWCE, il LY sam &34 281, HHE, Hb R, HBHEEREOIE
ARAFH L, SHic, M\, BAekUCiieE4eiE (thromboembolism : ELF, [TEJ )
AR 2 EERWENREET L LHE STV 5 (Blood 110: 4123-4128, 2007; JAMA 293:
1653-1662, 2005; Blood 57: 83-89, 1981) ., £/, PNH IIFARBMEM (aplastic anemia : LL
T. TAA] ) LBEREREEE (nyelodysplastic syndromes : ELTF,  TMDSJ ) »HBAT
TAHAZENHY, AARMDS 25 LTHBEALE<BHLND,

HIRFRIZIBIT % PNH SIS 3 4 2 AL O TE & LT, BRERAICRE & 2 258
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B ORAHE, B EREN NS A LS LE 2 b aEER Eifn, EHE, 18
. TE. B4, MRf/ES) 28ET355, 1 &% 38R, 2) oV AR s A
3) #if, 4 ~NT R RAL 5 RIBREAT AL FAL 6) ¥R T oA
#, 7) MgEEEMLEE, 8) FHERMSMIEBRENE R Sh TS, LML, D) ~7 i
L7 O b OEWGIT HBRAFECHR L FfEE MRS W CIHRIRR 2 TR R
CHBELOD, EEORHIBERASLH4 Y BAFICH L CORER ST 5, PNH B85 25t
B U FE M SHIEEORREREORE LR BITR L,

< 18 PNH AF &8 & Ui g m e asid o hims >

By w8 Rt
BrJ Haemalol 104: 392-396, 1999 57 28 2 EEBIC 44% Y
Biol Blood Marrow Transplant 9; 689-697, 2003 7 34 # 2 EROHEMNRYG ¢ 4%
Blood 106: 3699-3709, 2005 ¥ 121 30 104EEIZ 44%
Thomas’ Hematopoietic Cell fransplantation 3™ ed.: 1002-1006, 2007 23 29 39% (FREXIHFE)

9 the supplemental docurment link at the top of the online atficle, at the Blood website
Y HLAR— LR « B Lo BHBENRE X 48 Folkik

72, AARMDS a8t LTV HEAITE. Bl bbb o2, EFMILE AA
X MDS DO (EEDHIR. Wi, FESDBRREHES) HRRRT S,

—5, ARIEIZ OV TEN L B0 EKRE (TRIUMPH, SHEPHERD A (X C07-001) M6,
AR A AT 5 2 ERRENEZZ L h, ALY PNH BEIZ BT 58— REI A
fHrbhd &F 25, ok, RS eI B EE S fHECRETRP RN L2 b,
BEEOEHBEASLE) PNHIREICH L THETARELER T LE L5,

BT, DToXs i3,

B AUCIE, PNH O Mzt LIIRREEFORRGEIEE L TR 53, TRIUMPH &
BicBWTAREORMIHIEREIC L2 Hb HOBETRURMLAOCEEABRDOhEZ &b
(1T @ HEZon T OESMH) | EYRAENER S, AL PNH Oz
T HHRNRIBRILEE D L0 LB 2D, FEENHMIREIEL PNH ORIGRIZ2IERE L
RVEHLOO, BTOME CHEYE Fr—RE5Rsbi Gy & B A OMHE
RLELEERENT &b, BiEoRESCREOERS ZHE X CERIGEN O TEHK
T REBPHETHY . AELEM RIS ORSR ERSBF BT HLARER BT LTE
W35 b5 LITEETE A,

LU, —75 ¢, REERE PN ih DARTAAY R HRIIE Cid /e < | I ZfLIE+ 5 0icid
Feh 2 ke 5 2 EAMEIC AR A, AEA RS Sho R CHyEm AL Shuiz PNH 7 4
FHHRMER Y T BMEHCER L, TOFEERBRENT 2720, KERLSPILRICER
RIRMAFHR S HAHEERDH D (T (5) ZathiconT 8) AE L kO REM >
WU OIESM) 7o, RIEC L HELIEERND TE OFEPALAG THICH 2 58
AHEECH Y, XhIC, ARG LY BEELESI T B ) 22 2 LR A RREMEN
Bamshsizd (1 (5) REMIZHOWT 4) BIFBERERYSEIZ OV TRTS) 0ok
FEZOWT ) OIRBHE) | AEREEBET I, BFORMCELOEERE, &0
EEEHDIERLE LG, AR X THLNABEK LR Y R & hEn Z L5
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SEECEAREOLERERBETINERLA L EZD FEOBREHBEFIZ ST
i, T (6) zhEE « #hEizovTl DIAEBM) |

(2) PNH OENAZEZONWT
B A & KE o PNH OEFERTHIC oW T, AR (Medicine 83: 193207, 2004) % RiT H:
WU ERER2R 19/ LE,

<319 PNH OFZIzH33EN LREL OLREE>

H& KE
Hrgoiz (Biedkis) 13 0.3
FoEdpl (P [BME, BRE) ) 4558 [103%,8658] | 3058 [43%,80 2]
ZrE0AFEE (RILE) 250 4 2334
FATRIE AA 37.8% 29.0%
#ia MDS 4.8% 5,1%
Hb R 33.5% 50,0%
i 94.3% 88.1%
PIBRERIR B R i ER 7.23% 45.5%
&) gD 63.2% 52,3%
RRE 34% 13.6%
TE 6.2% 19.3%
Hb £ 8.2+0.2g/L, 9,740, 2g/dL
IR M ERE 78.3£6.2x10%L, 195,3£13.1x10%L
BERAR Sl 3,475.3+137.5%10%L | 4,947£198.6x%10%1
(AT ) R 1,781.65132.5x10%L | 3,005.1£156.4x10%L
s 96,0+:5.8%10%/L 140,138.6x10%L
LDH {& 1,572,391, 7U/L 2,337.2+:405.6U/L
TE 4.3% 31.8%
EiRSguR 9.1% 18.2%
S BHE il 36.4% 33.0%
(#A) MDS 3.8% 3.4%
B 2.9% 0.6%
Bre 10.5% 9.1%
TE 7.9% 42.1%
iYL 368% 36.8%
i ERe 18.4% 1.9%
(#A) Hif 23,7% 10.5%
MDS/H 15.8% 7.9%
% 53% 53%
RETH 0.0% 53%
82ih% 28,2% 5.7%
Rl 40.2% 61.9%
B R AT A4 RE 39.7% 36.9%
A7 uA N 46.9% 82.4%
oty ATG/ALG 2.9% 15.3%
) AR Y 8.1% 9.7%
EY B e 3.3% 6.8%
G-CSF 1.7% 1.7%
TR LR 4.3% 26.7%
R RBRE 1.9% 8.0%

ATG  HIBIRGHA 2 = 7 ) o (entithymocyte globulin) , ALG: F1 Y 123K 3277 U > (antifymphocyte
globulin) . G-CSF : Hfrk o v =—f¥HET (granutocyte-colony stimulating factor)

AR REE ¢IE, S0HES LT, TE, BEEREEORRHEEICIRE 288 NRD L,
R RRIZ DWW T, TE, Bh2, HHIZ W TERRED LR Z ERFEE SR
5,

i, CofEEFREBWCTERNA CAIMERPHERNSICERPFET L LB I
TWBZ &b, WAEERAREEL N T A 8AEEENSLECHILELD (W F
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PRV, T(5) Taitico>nTC] OHER),

(3) FEHeHZ oW T

B, AEOHEFEHCOWT, UToL s xk,

AR SN EERIC T 2B BV C, HARA PNH B 235604 & U REEH B2
STy, Ko PNH OBEITH 430 A2 HEESHh TR Y (BE4EEEUalEhse
R B RT3 R E R AR R R R RS R OE 2R 2 BT 2 1 H OFEDF
JEHE ERE 11 4ERERFTESEEEE, 2000) . ENOL CHRIENAR “RERIEEHERE i+ 52 L
DETHD I LIFBBRTE S, e, PNH REBXAEERTHERBTHY, GPL 7V h—1
FERHARRIE T CDS9 ORIBIC LA MENENEY EM LT 2RECHLZ L AERCS I
ARG CH Y, C5 OMFIC LY RBEMAESH C5b9 OAENMRIT 5 Z Lz X vl
EETZERBRCHD Z &%, WIBRGIERBIFORM L, RiEEC L2 BEE 2T
<<, BAADPNHAFICRBWTCHFEROBENIMFFIND Z LRI L S,

Lieo T, L CHl SNz A7 7 AR T EERILEGSR ¢ 5 TRIUMPH
R A TERRE L MEMIT. AT, KREOHEHER e 2T 7 2L 1LT
TRIUMPH #Bt L 0 LG O PNH BE 2RI E R S B RIS RS IHERRO
SHEPHERD BBR K O H A A &8 & LIz 3SR s IR ¢ C07-001 B O % M
WCRHER TS Z & & Lk, LA L, EREKRHE (C07-001) &ipfhERHE (TRIUMPH
J% 1} SHEPHERD) OREE# Il L ¢, BAABFH I T 5 REOFHER LMD %
TR LTI, PNH OJESRMER (1 (2) PNH OERSAEISNWT] OESMR) RUR
BREOCBREEREOERETSBER LI 2T, FFHMEZT > ZEBHETHY, UTOEH
CHFE T (T @) 0T RO T (5) ZelEiconwT) OEBH) .

(4 APEIZONT
B, DTORNEToHER, PNHEAZIZRBWTIER L LA BLAARMEE ShTn
D TR OFRIERLEMGTHREICH LAENE 2 RBIARIZ ST oo, FEIz
HEMIFHRIDRER TWA L EZ LB &G, BURRSIS LRI T L, K&
OEMMEYERIZ L2 Ho (O T O R R OB L 3MELORR Y v M
HcxdbELD, REOHYEICSOWCIL, FMBEOERFEE 2 CRZMIZHET L
FHATA
D AEOFEEE IcoWT
FaERARCcOEEFEEE & L<, TRIUMPH #B ¢l THb %ZE{k] RO TPRBC @
il BY %) A3, SHEPHERD RBACILA— AT 1 b5 52 Mil#% ¥ ¢o [LDHAUC)
A3, CO7-001 R CIEI—RA T A U1 bis 12 BR%ICKIT2 ILDH HOBLE] B, %
NENRBREIN TV,
B 1T, A B0 EEEAIE B @ ERILIZ-OVC, & 512, SHEPHERD B K, U8 C07-001
PRERCEEFNE H 0EiE & Shin LDH E & Sl (£ M & o Bz 2T, LDH A3
BRINCEHT 2O L HHEETH L2 EOBELT, BHEASLHENTI L oKDk,
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MEEHIL, DTo LS icmZ L,

PNH OEEERICES 3 2 P0RREBREELCH Y EEIIAR & L CTARERE
I 2T 5 2 & R HERVRIBE R RN T A L L L, THY ZEfk) OFERIL, &
BEPBEMH PN E T o7/ & 20 Hb {2 20 BRE OBmETH e L. S5
Hb EARMEREREEZ TS Z L2, DOz e o ifs, EEZELE, Yl
BERdmAEL LR L2 & AIEEL B2 5, F7a, [PRBCEMEBMIEH 12
DV, TRIUMPH R B il tho A %2 % Hb A% 9.0g/dL ST CHIRIEIR &1 9 B 4.
i Hb B2 7.0g/dL AT OIBAERE L TWisizd, HHEEFERICTEI 0 5B 258
MiCEBREEBRLD,

— 4, LDH JHIc > T, FRMEROEINIC 319 LDH Al iz i & h 5 1= i & i
De—R—b UCTHATED LEZTEY AF L 5EMIMEHER %2345 Z & A AHE
RISECHBH L ELD, Ei, LDH (B, hoBoBEXIT MDS &2 L 5 F iR 4
20 R AT LG AM LDH i & Ik Hb o B/ T R a VL EO KT, PNH
RO 2R H 2 & T, LDH O ERPHEMICHRE L2 ES G050 5
ZERTED, BRBBRCIL, AEREICMP, LDHEDE TRRD biv, £, i Hb
OF, N b e lo L, PNH RILEREOWMAERCE L), LDHOT A Y
Yo KMIRIE LW ode i, FEILGHER & LDH IR TEMIEHL T2 2F A
T

B, FRBERRBRCOFEFMEBIC YN, UMTo L3 icEL 5,

PNH BED 5 b, @AY nENEMIC L 0T s B L-Cna BE T, Bil
B S, ZORREE LTHb EREE L, MlEPED 7252 LSRN ERYH 2
LE25, Lo T, TRIUMPH BB BV CEEFFMER 2 Hb Z2Efk) BT IPRBC
wmEAE] & L &, AEOBENERELMT 2 LTHENTCh-722E R D,

—%, SHEPHERD FAE % T8 C07-001 MBI W TCHEFNFNEZERMMAE & LCRESRh
7= [LDH AUC] EF TLDH {Eo4{bE] 1220k, BEmoiic kv LDH EAMK T3
ArlofEEL LI LRBRTEDZLO0, LDH {34 RERATHEFTBE 2 L3
BRTWAZ L, TA VYA AOWEET-TEBL I EREE Lol b B2 5, 127
L. Z®HRE2 I, PNH BETRIT S LDH o LRI i@ 15 L HF L2 bhA &
. ¥z, BEREHDb, N Y e B, PNH RIMEES OHE & 0BE LY, BEREBRC
Bbondz LDH 0 LRI FcEnic L &2 6032 vt AEOENBF2E
%5 &, VEMANGHICER & MBI IHET 25BIE L LQIRAWEE & B 25, Ll s
BE LTHWAREIIE, BIFEMNICEZOSH D LDH AUC 1R O LDH DAL BEAHikIZ /2o
TWRNZ DS, IBEEOFMETEE & L CEMESES L% x biv, SHEPHERD #ER
B R C07-001 REAOFIMEOEEIL, YRBROMBBE TRV, PNH X1 2 B
BEBRULEEE VD LT, BlLoMHBBLND Z LB LIERRE B 2D,
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2) TRIUMPH 88 BT 2588 o FMicovT

TRIUMPH SRR C, LERHEHE T 5 THb ZE(L] 13777 BARHT 0.0% (0144
) BROAEREC 48.8% (21/43 #5)) ¢HY (p<0.001, Fisher ®ILHEMHRE) . 2, bH—
SOEEFHIHE T 5 TPRBC MM (PRIE DR/ME BKE] ) & 77X
T 10 BT [2 HifZ, 21 BEAr) | AREEHC 0 AL [0 BifL, 16 Hifu] Ch -7 (p<0.001,
Wilcoxon DEMFIME) » WTFHOFIHBIEBW THRMICARRENED G h,
TRIUMPH RERZ#045 AN & L7 PNH BREOEMICBWTEL, ARlC L v 79 Rz i
LT < DBE CRILARER Uiz Hb HAMBZ IV, RO KBRS 5 2 RS
Nz &b, AEOBMMEHERIC oW CERIVE R 2 TR RERE L L L3l Lz,
2L, THo %t BELIZHAHETLI48.8% QM43 H) KBELZ b, YRR
M RBRERETHHRERYGRESE LN TV AT CHARWAEERH B LB L T,

3) ERRKRBUC BT AN ERBO R OWT

H5HS . TRIUMPH #U§R . SHEPHERD ARk K (F C07-001 RBROFAA LI HEDZER & ol L,

Bip B SN2 ORERB ZHATS X 5, BFERICRDTE,
HEHIL, UToL 3 khE L,

3ARBITIIT D ERLBOM AL T 2010, HEN D D EBARLHESE 21 R

L. ¥, #AAROREHEERSR IR L,
<3 20 TRIUMPH, SHEPHERD Z (X C07-001 3Bz 31 5 EhibifoE AhKiE>

R

s 2

PRI S00/uL R

PNH# £ FIIHFMEROE S 0% B, LDHERAESEEE " LBRo L5k

7 TRIUMPHRER R, ("SHEPERDSER : 103~223U/L, CO7-001 38R : 120~240U/L
<# 21 _TRIUMPH, SHEPHERD R} C07-001 REMCBWCRIENRR S AR >

TRIUMPH 8 SHEPHERD 738 CO07-001 BB
R 18 #ELL 1 18 BRELE 12mLlE
FmIHREAEERO-S, B8 | AR EAFEEEROY, KB 2 £H | ShXITEHEREEROx S, BEET 2 £/
Bh B2 » AMTARE ERAEZT | v b FEISR RO, Didkh | L] RS | B RS, XidEh
7o A EANENER LTS EHTHEABNBENZHELCS
m NEEE | 2100,000/pL >30,000/uL, =30,000/uk.
Hb & SEART 12 » AR CHIMATO Ho @ | WERL HERL
M 10.5p/dL BAT

<722 TRIUMPH, SHEPHERD R {F C07-001 BREBRIZIIT 5 BHER >

bz EH
TRIUMPH i § SHEPHERD #E C07-001 BB
7 eEE AIEEE
44 43 & o7 % s
i (FHEHEREER) 38.45+13.43 1 42,26+15.45 52 41, 1151440 58 47,40£12,39 2%
HE (FHiaEREs) 72.8+14,04kg 74,94+15.69kg 73,72414,29kg 61,48+11,32kg
LDH (EHH+msEes 2,258.081,027.10/L | 2,199.741,033.8U/L | 2,199.8+1,034.4U/L | 1,845.12621. 14U/,
Hy & (PHIAEEEE) 9.63£1.20g/dL 10,0121,202/L 0,1931,57gfdL 7.9044,6Tg/dL
PNH FrliERER (CEEIELEIEEEE) 1,2630,69x10'/L 1,120,492 10"4L 1.3230.75%10" L 1.26£0.74%10° L
PNH # 4 7HHFARY n—0fs (FHEHARER) 35,14418,17% 27,98+13,26% 38.72421.34% 43.89£24.01%
S (R RER) 157.07276.67%10°/1 | 188.84£83.33x10°M, | 141.36£78,54x10%1. | 146,2412,21%10°/L
PNH EEEE (PHEEEREE) 10,748,754 TI8+7.21 4 7.41£6.82 £ 10406,14 45
AA 27.3% {12 B 14.0% (6 {1 30.9% (30 &) 379% (118
RER (Ra) MDS 0.0% {0 ) 4.7% (2 17) 1.0% (144) 6.9% (2 {%)
ﬁaﬂ%&fgﬁgﬂgﬁ;@& 9.0:0,62 [5] 8.5+0.61 [a] 5.940,60 [5] 8.621,50 |5
BLERAT 12 » H Mo PREC Bl BL6T S
() 19.8+1.40 Bifir 19,241,28 Bifir 1224126 B 18,04:3.02 Bifir
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72%. PRBC i Bfr#ic-o\ L, PRBC 1 BT BB REWNCRIEAZ L, Fi,
FEIRAERIZ B W T E MR G &2 PRBC | B Y 72 W O FERTBE I Cidho il
&, [ER40 PRBC #i B4 EiHHEtd 2 = LIIHETH B,

i, UToksicErs,

SHEPHERD &t & C07-001 BREROMANEEIL, FECIAMRTE A VREBRIZRE ShT
Wi, —H, Ziuh 2 8B TRIUMPH B8R & ¢k, ARSI &, fMEER O Hb
fEIZ 089 B ANEEEN T2~ TR Y, TRIUMPH 3RBRCLIE BEIE AR LREGAO IR o, Do
B K EF OBV ERE OZHANTRECH 577, SHEPHERD MERE O} C07-001 RERT
ILEBEREA L VKT L O3 AELHn B0 LS D RV BFOEIAN L AR E - T
WaBT L EHERELE,

FEERERER A AN B BEERIC oW, BifnizowvCid, ENSho PRBC O
MR E, BHERCER S TWis 1B Y720 0 PRBC ORBERTEE STV ah
ol EERET A 2 L IXEEETH S8, M/NMEEIZ-oW ik, TRIUMPH 3B I EE=,
SHEPHERD %8 & UF C07-001 3B TIRVMEAIIZ 3 5 = L AR S i, $, C07-001 %R
Tit, TRIUMPH %54 K (X SHEPHERD iRER L 0 455238 < . IRE MBI, PNH A
A EWEER, LDH EE T Hb R K MEMRS b,

Zok s, RBEICHASERICERPERD vz, EERABREEIC DWW
TN—TRET O, AEOFHMICEER RETERETF v THRTsZ L L L
( 18) AEOFTOEICERETIHRAFICOWT] DHEER) .

4) ERHEERRICBIT 28RO -EIC SN T

B, TRIUMPH 3482, SHEPHERD B % O C07-001 3B H>WT, HHEIci+464%
FIER (b %54k, PRBC #aMHA73, LDH EOHER, LDH £{b& ) U LDH AUC) @
AR A LU U CIER T 5 105 s ek,

HEEHE, UTO Lo IZ#H Lz,

& 5.BR4A 26 T4 3 ¢ PRBC BB {734, LDH {EoHFE, LDH Z{k&E K T LDH AUC I
DN, F 23 WRLTE, &k, [Hb &kl i2-ouy Tk, SHEPHERD &K (f C07-001
HERCIE, MR & e 2B B ORI Hb A2 HE L Qo o, Eil
TERMN-TE,

g, FRBICBT Ao OWTEITO L2128 2 4,

SHEPHERD 7B (8 C07-001 B Cid, [Hb &E(kl PEMCEF, TRIUMPH 5 &
T ER W b, B, AR X 512, EWNS O PRBC OFUEAERY | ho, Kk T
JANBRTWE 1 B 4729 0 PRBC OFENRBHEIN T/, [PRBC #ifilE
fid) oW Th, Mffilchikd s LR CHL - L2ERLE, Bl ko,
SHEPHERD BB R O} C07-001 B OFHF ML, [Hb ZiE(k) AR E ok ¢ [PRBC
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ML LAT S ) AR R O ST B Ot B TRIUMPH B & FLB L CiRRT 5 2 i3 el

Mo, 727 L. SHEPHERD 85K 00 C07-001 BBV Th, EEmani 23 iHEnsis
ECHD LDH HORGAHENH O TR S, F7z, &S00 < PRBC SnifiLiHr 3L
BEA LT B3R L,
<F&23 EREEKRER (TRIUMPH, SHEPHERD R(f C07-001) i=3si) 2 F2ME 0l >
A B
TRIUMPH B
ey ] SHEPHERD 3B C07-001 B
444 43 4 97§ 29 4
4,5 6.0 20 2,0
B naEm [2.0, 15.0] [2.9, 9.0] [0.0, 12.0] [0.0,22,0]
PREC 4.0 0.0 0.0 0.0
fmﬂ; BE& nam [0.0, 1200 (0.0, 341 [0.0, 14.0] (0.0, 14.0]
£ 54 26 3P0 10.0 0.0 4.0
[2,0, 21.0] [0.0, 16.0] [0.9, 26.0] "~
ARG 2,234.5% 9 2,032.0" 2,051.07 1,814.0%
(UL} [636.0, 5,530.0] [499.0, 5,962,0] [537.0, 5,245.0] {627.8, 3,642.5]
E# 18 2,089.0 9 621.0 580.0% 5420
(UL} [915.0, 4,753.0] [249.0, 2,453.0] [158.0, 3,166.0] [308.0, 2,230.0]
Wb 12 8B 2,20409 254,09 2770° 2440
(UL} [550.0, 4,682.0] {136.0, 6,067.6] [120.0, 4,147,0] [187.0, 2,715.0]
Ek 6 HA 2.166.5 239,09 27002
LDH f (UL} [1,183.0, 5,643.01 {142.0, 7,692.0] [98.0, 2,944.01 -
#¥H12EMBIRIT2 1450 -1,739.0 -1,758.0° -1,327
g (UL) [-1,578.6, 3,751.0] [-4,138.0, 105.0] [-5,008.0, 975.0] [-3,166.0, 436.3]
b0 8MEERTS 57,09 -1,840,0 9 -1,795.0 9
#{eE (UL) [-1,426.0, 1,859.0] [-4,065.0, -300.0] [-4,678.0, 931.0] -
nEE%EE o 4,894.8 -142,387,0 ~131,723,0 -107,613.6
LDH AUC (U/L+ H) [-164,666.5, 138,500.0] | [-333,776.5,-21,437.5] | [-392,532.0,-20,126.0] | [-238,162.8, 10,628.1]
26 Afi ¥ CD -313,853.0 -301,837.0
LDH AUC (U/L-H) B [-733,639.9, -50,767.5) [-881,797, -39,392,5] B

tFE&Eé‘ [, Rokid] |

- HIR

BERBHOBEEE (REDOESIINEO RN OEER)

9 43 {3}
9 414
I 94
D o5y
P 95 {5

BEN A BMOBEEOTES S—R T CHEE

5) FEORPETHETIERATIZOVT

T N— TR RAT,

B, AEER

HEFRDH B,

DERPABOFIE RETREICOWT, PEHFICRAE RO,
AL, PUF oK 3 @l Ui,

PNH O3 cdH D s+ 5BE L Z 2 ohammE L Hb &
WonT, WIOFEIREORED — 2 L E 2 LA M/ MREIZ W, TSRiEfRicY 7

HHMFFMER (Hb &%k, PRBCERMLHAIE) 2 RITR&EIL>

WO L, 7o, EPRS ORI CENRRD b AR dh o 4Ek, PNH Al
M. BEH, Xbhic, BHilgkEoREC PNH O BIEEORELHERT S0, PNH 71 7

WHHRIMER 7 w1 DES

O @ EizovnT

# 24 1RT X 91, TRIUMPH BB cid, BB 12 » ARo#BhRiz k69, VI%
ALY AT THY ZE(k)
L EER LT,

ERALERE <
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F7z, TRIUMPH 3%, SHEPHERD &M F COT-001 FRERICRBW T, %12 » H
Rl R L3477 — 7o [PRBC #SilmiEsd) ok& XOBRIZ-OWT,
—EOHEMITED BT,

<F 24 HLpon &R HER RIS B owT >

REHO 12 5 ARcRaR (B s
i< <4 155 <25 26<
- 6.7% 56% 0.0% 4.5%
u&; % | TRIUMEH BB TIERE | MY (1/15 {#) {1118 {) (0/11 {R) (2044 )
- : s | om 100.0% 412% 63.6% 67.4%
Hb (18715 1) IR (i ) {2943 )
2 . 0.0% 0.0% 0,0% 0.0%
#5 kil R T (018 ) (011 ) (w45 5)
26 F# | TRIUMPH 28
g U 80.0% 219.4% 36.4% 48.8%
{1215 ) {5717 %) {4/11 §) {21443 1)
2.0 [0.0,6.0] 4.0 [0.0,5.0] 8.0 [3.0,12,0] 4,0 [0.0,12.0}
S il Rl YY) (18 0) (1 6 (416
s : Aaw | a3p 0.0 [0.9, 0.0 0.0 [0.0,6.0] 0.0 [0.0,9.0] 0.0 [0.0,9.0)
as (15§ {17 1) ¢105)] (43 &)
0.0 [00,8.0] 0.5 [0.0,58.0] 2.0 [0.0,14,0] 0.0 [0.0, 14.0]
o] T F SHEFHERDB® | UM @m ) 23 ) o1 0
0.5 [0.0,3.0] 1.0 [0.0,12.0] 0.5 [o0.0,13.0] 0.64 [0.0,13.0)
ﬁﬁ; Cor-00 R BH] T s (450 (10 50 (29 89)
Fous | 1 6.0 [2.0,12.6] | 10.0 [2.0,12.0] | 18.0 [10.0,20.0] | 10.0 [2.0,21.0]
45 | TRIUMPH BB 7 {15 %) {13 {) (11 4 450
w8E . - 35 0.0 [0.0,4.0] 2.0 [0.0,15.0] 3,0 f0.0,15.0] 0.0 [0.0, 16.0]
P (15 f) (17 §%) (1L {7) (3 )
0.0 {0.0,16.01 0.0 [0.0,15.0] 3.0 [0.0,26.0] 0.0 {0,0,26.0}
SHEPHERD R 8] @m (12 ) (3B @18

Y e (4)
Vo [RME, BRI (K150

@ Hb EIZ2T
#2517 T K 912, TRIUMPH BTk, MBO Hh Eick bT, IR LY D
KIEPT THb D] ERLERAE ., [PRBC MlLEArE ) RO WEERTHo o b
R L7z,
F 7z, TRIUMPH 3Bk, SHEPHERD FRERE (F C07-001 RABRIZI W, #4541 Hb ECE
MUt 77— o TPRBC BlBEAE OXRE SOEFRICOWT, —EDOHEMIERE
H Lol

@ m/MEEIZOWT

F 26 1R X 9o, TRIUMPH &R ¢id, RBATOMMEEIC L LT, 7oA HLY
HAIRE T PRBC S BATE] BN RWER ChoZ LR LI, —F, [Hb &
fb) FEREFIZ W, 5RO M/ MEES 50,000/uL £ E 100,000/l KoY 77—
IO, 7T AR S RO ERSRI 26 RS CREIRAD bbb 0o, Ifi/ME
A% 100,000/pL, LLEDY 7 —7 T, 7T BRE L A CERERIC B O GERRE R
hofeZ LEMERLE, ‘

Fim, 3R RWT, &EaTo/MEE CBRI LI 7 7 A— 7 o> TPRBC fLHAL
$#) OXEIOBERIZONT, —ECHIATRD bitkdol
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<#25 K510 Hb ERFHECRIZTHEICONT>

BREIo Hb A (grdL) o
<7.0 10 <90 9.0< <110 11,6
= - 0.0% 4.3% 14.3% 47%
R s seg o | ¥ o (13 3) (1123 ) (a7 ) (2183 )
I;E;& TRIU ® # |aem 100.0% 50.0% 661% 83.3% 67.4%
—_ A an ) (306 59) (20630 ) (576 1) (29143 )
el - 0.0% 0.0% 0.0% 0.0%
B | smomense o [T om (13 8) w2 w1 b1) (0163 80)
z f RIS N 100.0% 33.3% 43.3% $3.3% 48.8%
< A Wl anm (246 ) (£3/30 {1) (s/6 {3)) (2143 )
. - 7.0 [3.0,12,0] 4.0 [0.0, 2.0] 2.0 [0.0,8.0] 4.0 [0.0,12,0]
SR il bl TCY™ (13 30 (23 ) 2 ) (a3 50
: AR HH 0.¢ [0.0,0.0] 1.5 [0.0,9.0] 0.6 [0.0, 8.0] 0,0 [0.0,0.0] 0.0 £0,0,9.0}
sy " ® () 65 @05 ) (35
2,0 £0.0,14.0] 0.6 [0.0,9.0] 0.0 [0, 10.0] 0.0 [0.0,3.0] 0.4 {0.0,14.0]
wer | SUEPUERDB®  [TH e (33 ) 250 a2 5 o150
0.0 £0.0,13.0] 0.0 [0.0,12,0] 0.6 [0.0, 0,0] 0,0 [0.0,0.0] 0.0 T0.6,13.0]
;Z‘f& COT-001 B8 BRI s (s ) ) a s (295
N - 16.0 [5.0,21.0] | 8.0 [2.0,200] | 80 [6.0,200] | 10.0 [2.0,21.0]
R P TERE | HH o (13 ) (23 ) (159) 45
26 WH : — e 0.0 [0.0,0.0] 440 [0:0,12.0) 1.0 [0.0, 16,01 0,0 [0,0,2.0] 0.0 £0.0,160]
- (1 #5) (6 {4} (30 60 [(F::)] (43 5)
2.5 [0.0,26.0] | 2.0 [0.0,190] | 0.0 [0.0,30] | 0.0 [0.0,160] | 0.0 £0.0,26.0)
SHEPIERD S8 L Gom (33 ) (a2 ) a2 ) o1 5)
YRR (B{E)
Yoo [EobE, BN (R
<#26 HHMOMMEESEIHECRIETREBICOVWT>
BREO&NEE (L)
30,0002 50,0005 100,005 EY
30,000 <50,000 <100,000 150,000 156,000<
_ - - 0.0% 0.0% 10.5% 4.8%
f;& trivmpr | 7 7 ERB | HE] (0 &) (077 48) (0716 ) (19 59) (a2 )
BR - - 75.0% 46.2% 76.9% §7.4%
0 AR |43
Hb" {0 ) (0 &) (314 ) (6713 $0) (20126 §5)) (29/43 §5))
B - - - 0.0% 0.0% 0.0% 0,0%
2?; & TRIUMPH TR 4 {o4A) (0 5) {07 &) (0716 {#) {0/19 {)) (0r42 {50)
Fad ] - - 0,0% 38.5% 61.5% 48.8%
3 FEm |43
{0 4#) (0 {)) (04 51) (5713 70) (16/26 ) (21743 §31)
- - - 6.0 [2.0,3.0] 4.5 {2.0,12,0] | 3.0 [00,80] | 40 [0.0,12.0]
ot Rkl Rl BT (051 ) (16 ) (19 %) (425
BB - - 0.0 [0.0,60] | 20 [¢:0,80] | 0.0 [0.0,601 | 0.0 [0.0,%.0]
lf";& i i BT (0 ) G (13 ) (26 ) @R
45 [0.0,00] | 0.0 [0.0,60] | 2.0 [0.0,140] | 00 [0.6,8.0] | 0.0 [0.0,8.0] | 0.0 [0.0,14.0]
U B Wl et Y (s ) 750 Qs ) 35 ©150)
7.5 [2.0,13.0] | 0.0 [0.0,0.0] 5,0 [0.0,12.0} 0.0 [0.0,0.0] 0.0 [0.0,3.0] 0,0 [0.0,13,0]
af;; COMOLRE I BE G a) ) (a4 (14 47) 29 )
P uHeE | 4 - - 15,0 {6.0,20.0] |1L5 [50,21.0] |8.0 [2.0,18.0] |10.0 [2.0,21.0]
o TRIUMPH (0 &) (6 ) (75 (16 §7h (19 &) 2 59
HE - - 4.5 [2.0,150} | 60 [0.0,16.0] |00 {00, 12.0] | 0.0 [0.0,16.0]
e il e WY o5 (4 5) a3 (26 ) (3%)
9.5 [0.0,19.0] |3.5 [0.0,14.0] | 2.0 [0.0,26.0F | 0.0 [0.0,15.0] 0.0 [0.0,16.0] | 0.0 [0.0,26,0]
SUEPHERDBY® | 97| () gy (s51) a7 b (13 D) (43 39) 015
9 s (FIED
Yodubfy (S, Rkl (HED
@ FHEGEEIZONT
MOV, RFEMOBEOLTMR LY, Ho gl AElshed <, (PRBCH

ML) Wb lenEmARSs bR, £, REIEHWTL, BERSHTHD,
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® PNH # A FMHRMERY 1 — 1 DHE. PNH ORBIE R S IHEIZ2WT
PNH # 4 FHFRMEKZ v—0%4. PNH OFRBRIM, U002 AA FTRMDS O&8Fl2
EDEPBIZOWTH, —EOHEMIRD o,

B, AEERLADEOBERIE SV CUTOL Y IEE X 5,

{PRBC Baft 78| 1<\ Chk, TRIUMPH 3B ¢ik, BEERICL LT, 77 R HE
IO AR CORWERTChok, Fi, #5071 EH o &N £ < A5, THb %
Bl EREORTHRAEDL bR (R 24) |\ HMEOZWERE CHHA2BENELR
PR ATHEREAURIER X Tz,

Fin, #EHIO Hb RGO M/ MREDMREOBE TIE,  THb &Ek) RUWH
OEFENRF LIS WEMIZHD Z & (T 25 BT 26) . BEMETE. AA S MDS £t
L PNH & JF L QWD ENH & CHMEIRER S S L oF i ohtnihni b &
R Lz,

BllX v, #GHomiE0Z V0 RE, Hb fEIHR 5510 I/ MREM EEOBF IS
T [Hb ZER] RER SRS WEREARRENS LoD, [PRBC MIMLEAIE) O
HAHIREN TWAZ EEBET D L IBRGEMELNL TRV TN EEZ B D,
L7=Bo T, TELRBHELZSHIL, BRHICEE RO L08R BR L2 (1 (5)
LZEMIZOWT OTEER) 2EE L LT, BUARH IR G T ERAMNEL LA LO
EEZB,

riZ, TRIUMPH BG4 & ShTWid- 2 BEBIZ WO, ElmsliER RS
bIvTwabom, Mb ZEl] FORKARCRIETRELZER LERRIZEREINT
WinZ Eh b, EERBEFES I EEEFRIELTV, HERU T, BREE~
fHHR T 5 2 L NI L E 2 5,

i, KEOBSIC-OWTE, BEReShehs,

6) AKOEHREBROFHEIZOWT
52 ¥ F TS5 ANl X /- SHEPHERD SRR BT 2 LDH EO#RB &R 27 108 Lz,

<3 37 SHEPHERD RABiC}i)} 3 LDH EOHEE >

0d
=] GEEID 138 1Ef 4 8 Hik 12 % 26 @ 5B
54 97 5] 94 {8 97 ] 26 {4 95 ] 25 & 26 EEE
LDH 1 2,051.0 580.0 351.0 2625 2840 277.0 270.0 269.0
{U/L) [537.0, §,245.0] [1£8.0, 3,166.0] [149.0, 1,933.0] {93.0,1,208.0] [118.0, 3,381.0] [126.0, 4,147.0] [98.0,2,944.0] [106.0, 2,117.0]

Hhf [, RAHE]

M1, 27 5. SHEPHERD RRBRI2BW T, LDH DK FERITEG L T,
AEoEnEERIRE T 2821,
B, B S-S KRS (TRIUMPH, SHEPHERD, C02-001, E02-001, X03-001,
X03-001A & TUXE05-001) % BF4fRdr L= LDH O R Uil BoHBIc oW Tid, BE
BEHThD,
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7 FEOUERFAHNRCONT

a3, TREEERS (TRIUMPH, SHEPHERD ETXC07-001) & %% C07-001 BB D 2.
TAEOYENIEED b FERGRPIE IR RER 2 HFED LD &G, FORRIIC-D
VT HFEEICRHM & kT,

B IE, IFo L 2 2@ L,

C07-001 FHBRIZ I\ T, LDH 25T & L3RR 2 Fllc W TR b Zeh o
Tro M% 2 FEMOIMNGEE AN in viro BAEORER, M ORI L EEX
IR0 foi, AFEE S DTN R B9 CS Hifk (ALXN-Ab) ZHVERECILE
MmIFEMORERER SNz, Z0kd, C5 OEBRNERIC LY AEIES LAV AR
Ezohled, KEZALIR-TBLT, SHIY#BAROMBERO CSiz21 T, i
ARt 2 F 4 2 T ECh 5,

B, SRS RARENEBERROL CROD LN TWAE D b, 4 58
NAENREET DML B ECE RV EEZ A0, FHRETHE R > Cnhiebhizg, B5E
BREFAES LR X BT 2 FHIREER TV, MBI U TR~
HIRM AT O MEN BB L ELD, £, 02 0%E, 23 RUOE 27 ITRT X HIT,
AZKE 56 1 BB LDH EOET ARSI TCWA Z b #5 1 #H#%ic LDHHEO
ETFRED LRRWVIESFITIL, REMEEOES 2R 2 0ERH L 5L 5,

B, EAOEEREHICBOWTHRATAFARED LTSI (F# 32) . 205t
ANZ OV, BEFFEICHSPTHL,

8) TEizxi¢ BHEEIC v T

TE IX PNH (2851 B EARFERO—2 & Sh Ty, mEREMC L 558 i iBE o LR
IEEY LMD, MR O—F & 725 LB LILTND, o —iEgkiaR
% PNH B#E 163 % 58I LB (Pl UhME, BRfT] ) 456 45 [0.2 48, 38
] OV aRXZT 4 THEEAEIRBNT, BRETEZRELTELT, o, Y77
VA S TRy 67 FilCHL 5115 AT 19 00 TE O3BHPFRD b iz 2 PN
{2315 TE BERIT 3.7 i/100 A-FEEHEEE T3S (Blood 102: 3587-3591, 2003) , —
5. —RREMIC B D TE $63R881E 5.04 £4/10,000 A48 SR TEY (Bur J Vase Endovase
Surg 25: 1-5,2003) . PNH JBH T3 TE BBERRE N EATRERLTWD,

IO TE & RIETEERIC W, TRIUMPH it 5 TE 0RBBIL, 77 ¥ REET1
. FEHCOHChol, $io, TE BERL, S RECIIESH GREo2lHo
BEAEEEDN BB 13234 {47100 A-4F, #5803 438 /100 A-FETholzoizaf L, A3
B R SR 5.8 47100 A 4E, #5513 000 4100 A ETH T2, £, HESEER
¥ (TRIUMPH, SHEPHERD, C02-001, E02-001, X03-001 & (R E05-001) OARIERFELIAL
Jo b & TE OFHRIL, ASELLATCIE 7.37 /100 A ETHoDlzw L, RE5HE G
107 /100 A-E T o7,
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—7%. EWTER Sz C07-001 RBRTiL, 29 ik 5 iz 50 TE OREENH 0, #5
Wi TE FEIRERIL 1.6641/100 A -FETH - =053 » HOFBYMP TEIIED v o o,

R, o, TE ORBHEA R 5 L E AN E LB E-3< b
OTRAR <, MG R O ARREICET 2 ERBROFHEN A THLIE, HOHE
ROPEHEETERNEZE L DM, A BERRER CIIARER SN~ CRERIZTE®
BEERMETTBAREERRE XN TWA 2 L IFESE U, PNH B IZRIT 5 TE OFEM
Xz 0EMTRICELIFELREINWEZZLRIN, FO—F T, AARAD PNH BE
CIIMS O PNHAE LD b TE ORBRIMEL TEC LA BERBENZ EARESILTY
52k (Medicine 83: 193-207.2004, [ (2) PNH OEMNAZEIZSWT] OHEEBK) . H
A N PNH HBF & ko PNH B3 & Oficid TE o3l L - T8 b 35K Lofliic s
BRHHEERD B EFE L L, Lo, MERFBHHEAEITBWT, TE $BEOFES
MR L F D OB, Do TE @ U A2 B ET A EMPIE L, B
LR L B CHEICS U CERBSE A~ IR 5 Z EXBEOCH D EH 2D,

9) SHEEmBIERITBT D E IO T

PNH M Cld, RREYESLIMEI o CRMEEMRERBEET LI LMo THnDHZ &
b, L, AMERM R AR RS L RBROEE, RUAMRDSERICARES
BET A2 L OAEICOWTTHRAZ R -,

HEEEIT. UToL3IcRZELE,

PNH B 3&E LEBERBRIZBWC, BB UIMEE M5 2B R{EoREEIz
AEOBGRBHBINZBFILORVR, AORLERTER IS, HEZIZSMERMIEIEE 3
U, AEoREEHMG L PNH BEOEFNRE S5, YRS IIaMEEL Y Y
— Pl k2B RE0EDBIT 2% T2, AREEZIC LDH (AT EFE#HE L 2 Y ., %
BRERIERL Uiz il &z, TO®BIBE L, A4 CREOREER ST R,

a’é@fa%ﬁ IAFTH D,
 AEGR B r oML X AR (breakthrough hemolysis) 234 Uig& iz o
T, TRIUMPH K (F SHEPHERD E‘ﬁi‘ﬁﬂi# 2 o> PNH BB I AEEEe B iz SMBIZ Bl L7
BMLWEIAED b i, REREHE AN T, LEB- T, ARG Ploatks
MEE{ENRFEB Lz b & Ch, EMOHE CHEREICRS 2T Z LRTELE LS,

Hag I3, SMEANRBIEEO ARSI 2T, BIRRANIZILIER (B & R A i3
CEBLEHBLLND OO, BERBILGEFRICR SN, AOMERCR &R BT 2 FHAT
BLTWHZ Ed b, AR RIENFRE L L E0ORKRE A E LTAREORE #1235
ZEREMCHD EELD, KL, BEERERIC AR MBI OB A IR A S hioi
% feRR LB 5, B Z TV, KREIDET T, SWERII I IER ORI oW TR
FREG AR 2 Z ENEE EE X D,
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(5) ZaefkizonT

L, REoREMIZH>WT, TRIUMPH RENCISIT 2 AN & 79 B R & O,
R SR OZEME IOV TLLT O O ET 217 o 7o iR, BARREBRGE D b IR IR
OFBICEENMLBECHD Z L EHR L, Sbin, ARG R I RIS 2 & Lo 2l
FEAIEIC R B R 7 o ERABHERIE NS Z &G, FERREERR Y 227 OBIEIC-5»
T, HEAMBLGENGGE R OFBBRE D ED THEELE ((14)  BREERMEIC->WTC) OHES
) . RICBEIES IR T AR AR R 2 EETRNECH Y, AEORGIEELT
LV EBEREELRERR T 4 v bE VR EFHEHREICKRE L LCEREMTON D NERH Y |
FOEMELEEWRZITS L, LeBFBRENE - SICBZ B RERHE EEXD,

AHEOZRM -S>V, FPREOBEREIE 2 TREMNIZEIT Lz,

1) TRIUMPH REROAIKMIZBIT 2RI

TRIUMPH BRIV T, 777 B AR TRIC A TR TN 5.0%LA E@d - 7S
&3, TEE, AWITEZE, TEERGES Thok (#15), T, EELHEFLIEED
ERERY o T,

HEER L, BRSOV TRE, A X 0 B S 4uk 2 & L Y ik Hb B
BT L, EEE Hb IR S h 2 — %R (NO) 2 Lis/odic, L -ifEHE NO @
{ERCHAARIEE L, IHEASBM L EEBRLOWS, £k, SUlS, SERLCES
DWTDBEIL, BIEFFEICRETTHL,

By, RERCEANEERFTEFERRD bRkl b, FT AR B L
COE, SEDEAE, IR UESOFEESRARNEMEIICH -7 b Do, REOE
&L LT, WA 7 BRBEUERER 1 flF oo bh, £, Rz
LEERERIIRDLRRho kI DG, HBIHTARRIINETCH LN, I ERE
@& Lz TRIUMPH B OFERN L IL AR LD FHEWRIIIEWRETH L LEX D,

2) R GRORZL2MEBEERNEZ2MECEZ DIREICONT

TRIUMPH, SHEPHERD % U} C07-001 FABRO#: 58004 12 A CoiBb bh b HEHL,
WO CHES SRR B (TRIUMPH, SHEPHERD, C02-001, E02-001, X03-001 J U} E05-001)
OREEEHE L, SREHEICBW TR LNEEFFLRO Y 6, WTRHOH T 10.0%LL
FERO N HEFEHER 28 RUE IR U, £, #5604 12 8% F 2 FLL
FEb bk BEEREEFS)L, SHEPHERD RBOAM 3.1% (97 )) OB THY, i
S EEERTSR (TRIUMPH, SHEPHERD, C02-001. E02-001, X03-001 ZTRE05-001) DRl %
ffta L, RSB TR LNEEERAEFEO I b, 2B RO O EE
R ERS PR IR U, EIVCRLEEELRFERER0Y L, HRIEL ORFEFER
BES - B gt FE2.6% (5/195 (51), BEH9E 1.5% (3/195 B}, &1 /LA 1EHe 1.0%

(2/195 5l) RUORmIENES o v 7 1.0% (/1956 Thoi,
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<$£ 28 HEEHHE12EEETEVTRIORET 10.0%L EirED L RS >

TRIUMPH SHEPHERD C07-001
ForHEE 45 [ AmEE (i) | e o4 | hEE o)
pEe | % | seRs | o | mes | pug | sma | plm

S 84.1% 37 93.0% 40 85.6% 83 96.6% 28
il 20.5% 9 39.5% 17 45.4% 44 51.7% 15
BT 11,4% 5 18.6% 3 11.3% 11 41.4% 12
B 6.8% 3 14.0% 6 11.3% 1 20.7% [
TsH 6.8% 3 4.7% 2 6.2% 6 13.8% 4
;5 6.8% 3 4.7% 2 1.2% 7 10.3% 3
) 4.5% 2 2.3% 1 52% 5 10,3% 3
B 0.0% 0 0.0% [} 0.0% 0 10.3% 3
SEfEhEN 11,4% 5 2.3% 1 6.2% 6 3.4% 1

<& 29 WHABERBROSLEMHRZWThAORT 100%U ERED b EAEES (BFEfEH) >

TR d48) | R (195 K) FEeHEE W45 | AT WS H)

S P BER | Pi% FHRAE Figx | =EE | 3
214 90.9% 40 90.0% 193 REEDEN 11.4% 5 15.4% 30
HEE 11.3% 12 513% 100 WA 9.1% 4 14.4% 28
RS 18.2% 8 4§21% 82 IR 23% 1 14.4% 28
EEGERR 22.9% 10 30.8% 60 E 11.4% 5 12.8% 25
Bl 11.4% 5 251% 49 R 6.8% 3 11.8% 23
Fill 11.4% 5 2.1% 43 @ 4,5% 2 11.8% 23
HiRE 2.1% 4 200% 39 oA AR Hd% 5 11.3% 2
%R 4,5% 2 16.9% 33 R 9.1% 4 11.3% 22
rgek 11.4% 5 16.4% 2 Fig 6.8% 3 11.3% 2
BIfi %.1% 4 159% 31 A A PRER 23% 1 11.3% 22
Sk 9.1% 4 15.9% 31 adak] 2.3% 1 10.8% 21

3B « TRIUMPH, SHEPHERD, C02-00I, E02-001, X03-001 FTF E05-001

<#30 YWHBHERBOSBEHBIWERNORC 2 ML RIS bhi- B EEYEE (AT >
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5k, SHEPHERD &K U8 C07-001 HBRA 2 RICHi 2RO /-,

53




FFgE, DToLycEZE L,
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B 8.7 25 3.4 42

<# 32 BRERBUISAMEETERECVW TN T LOH/A ER EBD bW ERRFEFS >
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bl 2.8 8 4.0 50 Bligs 0.3 1 1.0 13
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FHEEE (C5b-9) L VEH SN0, BistHERCHABRMERS RERE (late
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IR DWW, AR M « S ERE L LUCRERZI A 1T 5 48, Al
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ETIRERYNSE MR 7 2 ARRAEHEOREGERBT I EPSEETHD, —
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% (I Med Microbiol 53:657-662, 2004; Lancef 359: 1829-1831, 2002; Epidemiol Infect 122:
51-57, 1999; J Clin Microbiol 32: 323-330, 1994) . _

Fim, AFRTRVCTHE, 1945 4ERTE1IT1Y 4,000 % 81 2. 5 RIS JC R LI (A D334 X
T b oo, 1969 LK, 45 100 PR E T U, 1990 FRICITFH 10 B0
LoD, 1999 FEORYUE TS ORITT AR ILER 8~22 HlORERTHY |, 1999
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121332.6% &, M{ER %R LCWe (T Infect Dis 180: 1894-1901, 1999)

PLE® &5 i HUEPEGIC K 0 IREER, RERR MBIz ENRDBRS,

PNH #F &38R & U AREOBERBR L, HBAE o EIEI B 25
LTELE, Fi, B OREIRBEA TR C O ARRE SIMSINC MBEA BRI OhE &
T2 TR, BIBERE O REREBIZET 2 FRIZE L TN,
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EARIBIEISIERIO 6 fID 5 b 4 3T 7 F LR B8 — L TWRWIE O B B L
Sl EVO2IL 4 (MFER A, C, YRUWIIS) OUZFUrEaERLTCWEIThH
L mER Y B3 C OB L T2 b, 77 T AR L T LB
BHSEOBEL R THTA I LI TERW I ERFR I TND, BFL, mERY
BR O C RIS IR Y & J60E U | sk o0k ke R O iR o0 BB DI 8 1,
R, PIEID 2 F B0 JEBOMEEE | 2 8 WO ENM CoORIE, RO

58




2Ty AR TORIETH -T2 &b, U2 F BN ER Il 22 L IETX
RnbkEZD,

AEEBBRFO U 7 T ORISR RIE TR LT, U7 F e
E DRI SN THRNED TS LN TR &, BERBR R O LSR5 H I
BUWTHIBEREA Y 7 F R HE L T ChBIBEREERYYE 2 30 L - AR HE ShTk Y,
U7 F BRI CH o THRIMER ERIYE 2 3IE L D 3RMBH 50 L B2 HEI L1, £,
AR LVIRRETI 2L Tl L AL ORITEIE L TWBN, BT HR%ENE
LhieflbdhH v, RERIKERYEGE 2 FE L IBEITid, ERDERICEITMEMESHS =
LEFER LI,

<# 33 HRMERE UBUERRFTEHICED b B RS >
REETOHR FIiHD
BERR BRULE | RiLE S Py
(8, 3BEH, DrFLn | HERED | viFe A B (AR R ';;’;,_'\"
81, £4) aws | mwe | gEs M i
FHEE
IRIERLARENA MR | w5
"""" | BRET A - — |EBR) SEedey | sy |
------------------ FrEyYw |
1=
........ PNH ] P
________ RE | ac EZRITEYY . e
________ mie | v, wiss B T R L i .
=
PNH
""" ;j\:};“"" B Xk i)
-------- e ] AC© Y 3k | BrpA [REE] EZRITERYY 35 Tt
------------------- W35 5
{=
PNH
D VNN R R IR () BRSO I
________ i | voowiss » » v B -
12
________ PNH ] 7 FFVA
| TAxIxE RV e
‘‘‘‘‘‘‘‘ WE ) c B 6xH LE Y Rl iE Fudediy ®
= Aba=FS -
........ PNE_ ] PERELY .
........ FE .1 A . 358, -
o e ] v, Wiss Y BREELD 23R HhE] e hDTRYY |58 -
§ = 1nR8
PNH
L o it [N Y I IR S R o |
‘‘‘‘‘‘‘‘ me | v. wss # » TEUY ) o
=
PNH
'"";;:/';:} """"" LE 3| ik
------------------- c B 1245 Gk |RuhE | wTyUUa Zifs
-------- aLR— 36 HH) TH
1=
PNH
e T e | | L el ey | o
A Y, WI35 2HH
-:lﬁ -------- PR

@ BHEREY 2 FrofHBiconT
RN CER STV D 4 MOMIEEE T 7 F o OFHERIZoNT, A O
ElH SRR ik LT,

39




<#3H PWHATEREINTOND JEOBBERY 2 F L ORYE>
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DEIERE T 7 F 220 THFE T v X — RSO EFLORERGE Sh T
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CIE OITH R Lz L, RERLG 2B THRECHHLEEL D, -, HiFELHE
DI FUBEROERICOWTCY, 4% 5ER CIERERBOCIE L, BETAET) 5.4
BERHDHELERD,

5) EDOMOBHAEIZ-DVT

TRIUMPH 7%, SHEPHERD 38 & T} C07-001 RO # 5 12 8% ¢, F7-. PNHA
F &4l Lis kB (C07-001, E07-001, TRIUMPH, SHEPHERD, C02-001, E02-001, X03-001,
X03-001A } LR E05-001) 2B A RIUEOHRBEEE2E IS ITRLE,

<# 35 EPAOBERRICE Y 3 BIEO BB >

Bh1zAEEET SRBHM
TRIUMPH RE SHEPHERD 28 | Co7-001 388 | TRIUMPORE | A Ek#B EHAREABR
TR AR AR AR Z e AR KEE
(44 54) (43 7) @760 (9 i) (44 5 {195 @) (29 1)
R | (it | AR | M| #os | A | B3RE | R ] 2R | FE ] B | S| ER | AR
R 68.2% 30 558% | 24 45,4% 44 62.1% 18 77.3% 34 92.8% | 181 | 7159% | 22
HERBEE | 68% 3 0.0% o 1.0% 1 3.4% 1 11.4% 5 13.8% 27 10.3% 3

TRIUMPH #A% (RARAEIRA : 26 388%)
EINERREER (BABRERRS - A 38389 ) : CO7-00L, E07-001 (bRl
SRR (B /X 206:8K : TRIUMPH, SHEPHERD, €02-001, E02-001, X03-001, X03-001A B7FE05-001 (RS

B, BREORBUEEIC OV, o RBE L RERE, £, BEMMS 12 HgET
TSN, BRI CRELREITRNZEEHEELE,

Fie, AL, BEERAELUMORRCEENNE & SN BRI DA EIZOWT, BRI
B A KT,

HEEHIL, AP0 L5 icEE L,

AEL, C5 T 2RRENRETHY, MEHOA T Y = ERUSIEEEED 7 U T
T 2 A A D RYI KRSy C3b OJEREMET D Z & 7% < (R ERE AR C5b-9 oTERK
ERET DI LD, BRSO BRESh A RatiE ok 2R,
FOMO—FRAN Y 27 X EFSERNEEZ LR TWS, ZOD 81T PNH BAE 25
L LEBERRBRICBW T, BYEO 2RI RIER R EIEEN, AEF L 75 2RO
HCholkZ bbb, mEBEXh TS LEXS,

—J7 . AEMSBERA RS OISR DORE Y A 7108 2 BB W T, RIS R
CYRBRZINEMOE R AR Ui R, AR5 L AR R T A v 7 b P
DYNETEREAEICR T 5B ) A7 IWETE RV EDOHEEETEY ., i, HhRzE
AT HBE TR 5 HERRERE O RAEEIIRZ LT 4k b L 508, €549
REZBEITBNWTC, T AU 7RBIZOWNT 57% (51 ), B> 0.8% (2 )
BOA 7 e o FREIC OV 0% (0 F1) OB CIIE L2 ERHESRTHS (Clin
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Microbio} Rev 4: 359-395, 1991},

REHEIE, BLEORZEEL TH, AEOERERE LB 25 LR34 7
RSSO EME I R T AR Y 27 O EROFREERDH D Z b BEWT R
CEFREGEYEE T, YR 2 RS R RS EM 2ERT 5 & & bz, _EXED
EHLEoERICEBNC & EORMEE AT 5BE ] 2HEBERFONHLTH-LELT
W,

i, BTk oizEzx s,

TR S 7 PRI AE Ok, ARSKIC R B RYURETIE U A2 o ERICET AR
BOLNENS T bOD, HEBEHNBLNTEY, £, FERFIZ L 0 KL
{EH T A EEMEEAROBRAIAE Sh b8, HRMCIIAR AR oOD4 63, ks
EROA 7 AT PRI L AR Y A 7 P ARER H 5, 2, ChOBRZ LT
WBBFIBWTH, 7Y 7RREOFRESEIC L L CHRRER L 7 PR
FIRME O FERESE REWLEMAARD SNE 0, Zh b OMIEcH ¢ 3 /IRY X 7 0%
EERTFET A L IR L E B,

PbElEz, ImIEoFEH LodEolER S 0B, BYYELET HBEZ TR
LD LRI AW EE RS, T BEMT ROCEREEHE T OBM 2ER L, SYYE
SR T A NEBE R T L WMRBCH B L E LD, NAT, BEIREAEESIC B
T, BEEORARE, EFEERCRFICEL CEHRENE L, FitRnRAE oSS
WAKERES 3 R O LN i R it T 2 NS D 2 B 2 5,

6) BEREINZOWT

FEIHERACH S, WHEHBRIEOREPEEIND Z L6, BT, $58K
ST B3P - SUSHBICOWT, BRI E RS,

BEHIT. LToL3IkEE Lk,

BB LIRS B USRS B AL B34 IO RR T, BT RIS R USEIER
OREEFT > Cvie, TRIUMPH RERC 1 i), SHEPHERD 3¢ 3 fillz, BRENLPBRED
B HRBOSNED HILTZR, AEO—IFRIECHERECRIE L, T0% b ARSI
PHALE %175 Z Lo & D AR S ISR Ch - .

R Iho ke LT, HE5HEZ BT D (600mgff5-BHTIE Smg/sy ¢, 900mgi &
BHZIE 7.5mg/syFC), B AX I VH SREFHE, v A2 I H2aAEERE, 270
A FRIOBEEREZ LD, £, AERLGHEIDR &L TR, RSN EIRL
Te RE IS ERRIG OO H B BEITHON T < &b 2 B, EEEE B
AR ~ECh B,

BRI, PR RO R LHELE S5 PRI R ORUR INER O SIS R IOl

HEHRIBILETT 5 & &b, BUERBERICEW TR BRI OREOR K, BH58E L Ol
R, FREROMIER CPHHRC DO THRINER TV, BEILTC, BRI~

63




RELERATS LR L E L D,

7) HEFERTE Mt MR (HAHA) 220
BRI, AR ESHORER LT HAHA OFBRIRIC- W, BT X H oL
o
A PNHBE Z SR L Ui RS O PNH A 0 (B35 % 5t 4 & L= s bt
B dstT D HAHA OB & 24 36177 Lz, [EREEEREUCH 5 C07-001 B Cii HAHA
OFEBETHF O LA TE LY, E07-001 #HE (RS CIEREmREESh Thin,
228, PIPUEORRIZOWTHE, TORIEERRET CH B0, BRSh i,

<F 36 EAREBEILLS HAHA Fi>

PNHAH &L L PNH BAOBELHAL L a8
EERRRER At H
FeRg AR FIERE ABEEE IH5ER P
A 44 1514 206 4 677 1 250§ 828 4
B | PIE | LR ) i) REE | BN | SRS | Fi ) HBE ) S| BBE | Ak

HAUA FbEH: 2.3% 1 1.3% 2 53% 11 3.8% | 26 | 4.8% 12 | 34% | 28
IeM FSEEE - - 0.7% 1 2.4% 5 10% 7 20% 5 1,0% 8
TeG RISHE 23% 1 1.3% 2 34% 7 3% | 20 | 32% 3 20% | 21
IgG B R IgM FIRERE - - - - 0.5% 1 0.1% 1 0.4% 1 0.1% 1

D BE D e, SRMIEERRETS, RESE, ESREEES L LR

HAHA Bt o Z2aMiis 20, TRIUMPH 38 % (F SHEPHERD 2% ¢133% 5 26 M LA
PIIZZ4LEh 1 5 HAHA BIEFIAED Hiv, TRIUMPH 3R8ho> 1 #]Cl3kRi 8%, EEE
ML IEAS, SHEPHERD BB 1 il IS8 2R R ENEAZ A58 S iz, TRIUMPH Bk 7
FERFED 1 b HAHA B & 22 o 1o 3 IFERRZE OB N L= B X LT3,
723, HAHA IR IR STl | A ERB MW e L 0 b EREK AR ¢/
W BtEOBBHRELL B LT3, 7eks, C07-001 BRBR CH G BRI HIEE D= b DR
A 2010 4ERICAFARTREIC R D8, 20104 1 Alcid, FllEHEEBIT 45 2L 270
LT,

BERIL, HAHA Bt & AHWROFH L ORI AT AHTH L LB X 5, HER
FeARIZIZ HAHA OFRBUCEIMS % mRetER & 5 B GRS S OB HEFLIGRD DN HE,
AEOHMPARWE LI B ARSI, SEIUE U C HAHA JIE 17V, HAHA 2B 515
EIREL. REIS U CERES RN 5 Z L NETIITH B LB X 5,

8) AREEFIERFOR2EEIT-OVT
FREFLLE IR ERFOMERICIHFM AL X PNH Z 4 FMHEMR Y n— A%
ML, FOIFERIENT 5 72% (TRIUMPH 25k & SHEPHERD B 5173517 % PNH
Z A FMFRMIROEIG (PILfE) « <=2 T4 2 31.7%., 8 I 46.5%K 8 26 M 51.5%),
AEOR 5L Ik L= Ic BB A MR ERRELT 2 WHEEN H 5, i, ShE ok
R 5P IR, RORILBRIEHERGFRIZSVWT, BEHTEBEZRD -,
HEEEL, DToXscEELE,
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PNH & Exi& e LiBENA OBERB I, SRR+, GFFEL0oRBHEC L5
13 I CAREDOETEEEDPIL LTS, £, WAORSERFEHRICIE 67 Floik L hak f)3484%
ShTEY, 56 5t fITREPILEDFREAF L OGS, #EPIREo TEEREEM
%, SHRFEHEFO LDH fAS—R 5 A &8, ho, O BHRERE 1 EFLAC PNH
Z A FTHHRMER Y 7 - OFIEGH 25%LL EFed, @ Hb fEAY 5.0g/dL RGNS TA3HE |1
FHILANIC 4.0g/dL %8 2. B, @ HldES TE O, @ HHEOZEl., © Mo
L F = CREDR S0% EH, OWThoNc#ES 3 2FA LER L & &, BERREUELE
IRFEBEDOAERGDILFICBN T, HEERKERY T IEERGELIHE X TR,

UL, #fReNCEELRBLAIIES D) A7 REETCE VW), BLERERICIE.
BEERGFMORELERT L0l AR SR IEHIIDR< &b 8 BRIGBIEE 1T 5 FHb
Th b, B, AEPILBICHELBEMAHE LZBEICIE, PRBCHl, AKOFRE-0
RN EEEBETRETHDEEHE XD,

B, HIRER CRARER S LRI REE OB RIS T A EE M A E Uk BREIT
WOLNTHRNLOO, HEENCITEERENERREI DV A NEET I LD,
AFER GRS ) Ry JULFlORRBZRONEMI W, ERBS~EEI 3T
T BRERSH D EFE A D, Eil, AP ILZ OB R AT Lk, [R5
OEFOERICS CCERMAHIGT S 2 & T2 BN L E 2 508, BEEIRFRICE. &
FEPIER OFGR & MOV TTHEREIRE L, KBS U T, ERBEHIZFIZEY Y RS
EOS Rz > OISR T3 Z LY ch B L& L B,

(6) Phit - BRITONT
SRS - T [RIEMER~T 7 vy RBE PNH) | & STk,

L, AKoBE ROV TCBITo L B X5,

TRIUMPH BT THb Z2iizfk) ROt TPRBC B BAT & (2380 C, 75 2RI
HEWHEARREE X, SHEPHERD #B & TR C07-001 SBRCITEGRi & il L7m & %@ LDH
OEETHRMFED BNz, ZhbOHRRBRERL LDV T FA— TR OF RN D, AR
Bz &0 PNH BREFIZBT 2B I IHZBRITRES L b EEZ 2 b M8, BEERNTGRE LR
Z b5 Hb fEOE LR O PRBC il BT B OBz oW ik, TRIUMPH 38R0 4T L
HERR S TRYy, LizAio T, T, B SheE HaB W, PNH BF iz ki 2 5im
HHZERIIFED BTN D OO, FHIC L 5T LOBEIHER IV 5 01 TRIUMPH
RBoOMEEE, Thbb, BIEERILEBNE . BRSNS RENRIh O EBRFR
RohTwnaesz5,

%72, TRIUMPH A#ETHWTH, PNH BE CHIE FERLMEE Zh b TE OFRIE
AR A TR OSVWTIEERE S TR BT, AL 3B oMf, B oiaER&EN
REMTPHROBEFEE T O PR LN IR TR,

—k, BRI OV, BERRICBOTERZEEIRD AT R0, KK
FEOETEAY A2 & LT, HREIGHRME TH HBMREKARE, MRRE, 7o iR
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BT DY A7 0 LR, @5 O ESRENRERRY R 7 M ERshTn5,

Lo T, AEEBLIZB LT, AREBRENHERECHH T &, BEACAEMPED
WEDRIIER SN TN L ZZE L LT, BONARDELEBENY 27 214
ISEEL, U BEEMNBETAZLANBETHDLLHE LS,

LLEX Y, ZhE- R & L, TRIEEER~E 7 n B RIER BT DFminEl L L,
FEFRARB ORI & S/ PNH 7 A IFRIMER 7 = — L OTFFEILDS 10%LL EDBE T, ol
MAFERENEBHERNRLERD 2 L2WRT 52 &L WTNT TRIUMPH RBoxtER#lc s
WU Hb {EORER L MM EOEARARIL SN T D G2 RMASTE CIERRILT3 L &
bic, BIR LOFRENETIEN D A2 % ERD &2 D BRECHRET5 X5 EvgR+
LI LB ThHBEER S,

EHIZ, TRIUMPH 35 COMEENEECREO MR NBEC T 2B IIMR S h
TVRNWZ SOV HEMICTRRAT 2 0ER S D LB 25,

74, TE OFERBMBIZOVW T, A ORI GREBIC B G R 2 w4 2 /g b
BFHNTE TSI END, PNH OREBIZET2ENA SRR E 22 F¢, 4B LEREE
HLMETHZREBFE L EEE S,

it AZEOZEE « 203, RUSHE - ZVR T AT EoEs, AEoL Rz
M S FHR O GHIC OV, FMMHROBREE X CRBAIHET L,

(7) Bk BEizonT

FREH 1, PNH BE 258 & L BRRBRICB I 2k - MEORERL, ROHFRE: -
HEFRE LUTEEBICOWT, BP0 X S IZHA L,

AIEOMBYINCIHE LB Y v~ FREL RS L LRIV T, Smgkg & O
H L ZFICRTOMECIEPO G5 iHEREScE SRR, 2 8RR I8 T LE
BT, A OBRET CS BEORENRD b, 0%, HAMNIOITAIEE 358/mL
WD PEFO CS ER/REATERLE L, $h, BEY 75, BRI Rk
BHRHFEORE LR L ULRERBRIZ IS &, REOMFARE & LT 35ugml 2H%)
HE=F I A VOBEEEZT. (T(1) REEHERBRREOBME <HFEOE> (1) mhiF
FARER I b I VER & O BSEICoWT) OIEER),

[EERED 600mg &5 LD Smgkg BEMICHY TS b BT EHEECE AT LRy
Talb—vaAclVRINEZ &b, PNHABRE 2R E L C02-001 RBIZIVWTik
MEEEEMRELE L ABH DI C5 EMEE SR C & 2721 O h AR R E & 4
FTHILEHME LT, 600mg 2150 4 A5 L% 900mg & 2 #ic 1 E#E-4 25 - 1
BEERA Uz, C02-001 MBI E-SE, 35pgmL LLEomEF b5 7 BELH#KECE S
ML - ARZENT 572D, 11 o PNH BENLBOLNEEFT ARG A—FEHNTY I
a g VEITO 85 VYA ORERETT o7z, RIEENT, TRIUMPH %, SHEPHERD
PR LR CO7-001 BRI BV C, ARSI hRE & R IEE & ORBBRETER L, Ao Rk -
BARERSL Lz,
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T, AEOME - BRICOWT, UTokalcEL 3,

VoA B HENREShERECOWCEHERT 3 b OO, A0 hiE A 35ug/mL
PLECHER Sz L UOh | i ER A E o nlBg @B ohsZ & (1)
AP SEPIRBR AR OB <SFEOMRE> (1) MiFh4ARRE L iEmiEMH & ol o)
ORI, PNH BBV CHERYE - RSO A - ARIIRHI S ThAns 2
b, RS HE - HESRELESh WA BRI cE 2ok, HE - HE
OFUMEIZ SN CEMIISH B L E %%, LirL, PNHBEEZ AL Li-AEOTTARERER
B¢ d D TRIUMPH RERIZEB WO THZMESRFESh T 2 & (T4) A#ttic>nwT) oE
Z) . C07-001 FMERIZBWTH CHE - AR TCHAANCBWTHEMMEERARESNRT
WoH Ik, REMLEEFVETHDLZ ED, Ak AR L LT, TRIUMPH &%, C07-001
FECHWONT NG - HEEZRET D2 LI3he i Fian L Lk,

REDORS - ARICOWTIE, FMESRoERE R E 2 CREMHIET Ly,

(8) /MR, HRECGEILFA~OERIZOVNT
1) /MR BERITOWT
AL, REoNRICRHT 385000, BT L3 Icf@fALTnwa,

[ENERARUR (C07-001) TR 12 gL B/ NREBFAEM SR L L b oo, 12580 E 18 58
FHOBFIEHEAANR RN T2,

St OBLERER /N TR G SN EHNL 34 FIThH Y (2009 4 8 7 24 HHFE), PNH
B 17 6, FEMNATA MR TR G AR 14 4, BHBSEERENIC R ULER SRR
HOLPL, BB RS | PR O AR ERRE R TRRE 1 fiCh ol i ShiaE
B[HOH L 2 P LOBFICED LRI FEERITER 2 floLTH Y RABEITKITS
REMTa T ANERESERDZ Lidlehoik,

—F. NRBEF TR L L AREORREIZ-oWT, 2009 £ X 0 KERTEN C, MEE
CHESH PNH BEH 6~84 (O~171) &gz, ik, ENZROREEERHY
BHEREFER (M07-005 RER) #FHMT5 TETH LN, RFOBEOBRETEIZ LW, £,
FAEOIF MBI GG Mk R EBRE RIS T3l & U BRREERY, KE R OB ¢t H¢
»bH, HHERBONRBE 2GR E LEFEBRLEEDCH Y, Sl oBHosimikitdc
HD,

Bk, BRI RWC, ANRBF R SRR GBI IR T D 2 L 2
ALz, PNH OIEFHND, BETECMAEZLOLNDH, MRIBT 235 b1
EY D0, AAOPARBRET U COHIERTI DL BB LNEER D,

B, WHOIGERFEHEIC BT DA EFROBBLER CAREKL ORRBER, WU,
AFBO/PIR PNH BH £ 3% & LIERRERROPEC SV, BIFERFR RS T th 2,

2) HEHR ORI SERICONT
P, BRIRRECI OISR EREIC BT 5. Hi~OFFHEE G >\, B
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IR E KD T,

HEEIL, DToX5icEE L,

AIOBFRRER R ORLEFEH A (200945 8 A 15 HIFRE ©) KBIT 2AREEH
OIHEIC BT 28513% 370 LBy th D,

< 37 MRRERER CRLEIRREREIC B Y 5 RN >

NEREUERR

3323
B

RO2-004 (BIRIY ) || FRMofbof, A\ THEdHE

SHEPHERD FEOBEIEE, ATIEED

TRIUMPH EEoLEHN, FENHEIZL VRS EACRELRHE

E05-001 AEOEEREE, WEWMIZL VR EE KBRLRRE

E05-001 AROBEIE, EEARIEIVEROEBICREE RS

C02-001 B (X E05-001 AROREHE ERBEATCEHARHE (BT {EXM

AEORL & PR LS RAOL DRI IR, FERRIC L s aELRLE R
T o b o W N e X A1 G )

AEOWRGREY, S8 8~0 A HANE

FEORLAEFL, HROARCHLER, B IcAHITFEOMIC L DRRAEASR (NER)
KD E N,

HE AA, BEEMURDE, XBERME & B35 REFPRBOEOT HESEME

(FRE X 2RRAREEDONY, ¥k, EREFEND 27 RRICAER B )

AEOBEHR, ERARC L SRRLENE

FEORGER, AR BHCHFENI L3 8H

SiEmESEE AEOBEREGRPRHR,

REEA, tOROBIAN, MWk, BhEkie v/ BURETSODITE 27 S EHEOR T3 AREREL

AEOLERER, 200003 FREEL 2 4

A¥EoRbhif, 20094 3 PR 11

FEOBEPNRL A, SRS 3 A ERTE, 20004E 3 AEERRETEE

FEOBLRE, HANE

FROFEHBITH, HRNNE

AEOEEREE, 2009 £ 4 H HEF N S~10HE

AFoR L, MR 27 0 CHTOMII X R

Fio R 3 B, JAER R OHIER K ARER G~ 5Tz PNH B
FIZRWC, SHER30EBANLINES » AR CHEHERPRD bNEho Tl EBRES
HhTW5 (Leuk Res 33: ed-e5, 2009),

FEOY MBI AT YW TETHTCH S bOO, IgG i b IcBTT
BZEEZLNDTEND, FEMNAHDWINDTREEEREE CE T, BINORMTEIM
W, BER BT TREP RONRES 5 » AREEILEHILT 5] B2EHTATET
5,

s, LTok5w®E25,

TR D AEOE EBBIIIEFICIR O TS Z & 2R L, BFERRITBIT 2
bk, BIRCEETEEIANTHLIEELD,

Fio, AHBTHICHE LU CRBRET ANER DS LB LM, Bkl Z s » AR
&35 2 Blzouy Tk, TRTIUMPHRBR, SHEPHERDFER, E05-001 phER I (}C07-001 RERIZ
BiF Sty (1-32735— 22 bEF AT L DT SRR OFKiE (566.9 Bl (23.6
HY) 55 5 s AR A SIZEHEL TN BE EEELLRDZ DD, 5 3 A &35
LARIAECII VS, IBAFCEITBN T, HIRRAR T 0E e E L 5,

ARETRIANCHER S S D35 Ch v | IEEEHICIULE-PRIMIc L it s S
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NHMERELHLZ L0, EROBVFEFRIR LTI A BITOMRBER D 5§21
B2 AU, A ONR IR, OISR ORLIR IS RS TR S TiE e IR
L, SBISET T, @i EREE~RIET 208835 2525,

(9) HEBRRERESITONT

HEIE, % 38 1OR L SRR AR T (B) ZIRL 05,
<# 38 BLENGEEEAHEETT (B >
FRECEBL2BEHOBRE
H & | BYERASoReERE G
PNH ORHOZER oA, F8% RS TFEREORS
e R ] 8$ﬁ(ﬁ%&mwﬁﬁabfs$mt)
FIERENK
J3E Hma%
BEYE (AR (TE, Tofl) | ZERE (AA, MDS, ToOfM) . PNH BB, 40HE GHEbE
B, FISHEGE  RIREEE. Tof) )
- FEBHRR (PUbEBE: &)
-g§§$2?n4km\ﬁﬁwﬂm\mw§@m¢ﬂ\%wﬂ)
%g;ﬁ . #g%i (LDH £t i, QOL ik (F3, M. WREsE, WwrEd | Hb o ki, PRECHMmE

o REULE S EHMOER (RMRIEORRE)

© EMERESUEERAES (RERESRE, ARRURCESERZERT LS SBIME, W, Pk
OEEREN, HE, TE ROERER

<EFHEHRHE>

- RS

H[HE Alexion #CILEFRHE & LC PNH registry 2320 LTl ¥ | SBEAR 58 2 M % Tl
AR & Lz,

AR, ERRPSMC, BT oO~QI+ oL INET 50638 H 0, EhhikEok
MOWE, TEORBICIIL L, EAREER L TA20ERS D EE XD, $, REIA
DEFREELCH Y, AHIZBT 2AEROLGRBIEFICRER T2 Z kb, i
IRFREHEICIIRREEE LTEf2HE s LIzHARERT 2 0ER DS ¢ 52 5, g
HOBFIHFHIZ OV TIL, PSR OERZ I E L TR Lz,

28, WA CER SN TV 3 PNH registry DB > Cid, BAERKPCH S,

(D PNH% A MRk a— oo o0
@ HAHAIZBT A Iz T
@ NREREOCHER I CER SNBSS OEZESMIZ oW T

. AREERELES AR R R U
L EAMEEERERRICS I D8 oWl
BFEREOREBIE DS RBEIFEFCRAS T~ B L CERIC L 5WE LR L, 2
OFER. FICHEERD NNl &0 b, RINSHARPTREEC S FERTH
T T TSR AR L Il L,
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2. GCP EHIRERE RT3 2 HlEr

BEHENEER RBER C07-001 : 53.52-6 RUREES E07-001 : 5.352-7) LT
GCP EMFHA L EMi Lz, ZOFR, —HMoRRIEHEREBEIC SO CRREEZ BN FIH
e~ CHEE SN TR - 73] GEBRIKEE L viRm S -gIfEMSEREIT 2 56
fbfE D G R OB CEOURTAREEE ST e &) | TRBREMFHEED b O (F
X BREO—EARER) MR bh, SHIL, BREEFTICBWNC, LRORERSEE
AP IEBREEEBAOERIC OV TOT=X ) UV HESIIRERRD LR, RS
N RSN ESXHEERIT O 2 IOV TEREIT v b D & BRI Lz,

V. BE7HE

RBHINZERNG, A3EO PNH BF 1B 28 PMIRESh, #Hbhix 709 b
Bk A D L EEMIETFR R L B A D, AL CS T 25 CH Y, PNHIZBT 284
BERUET b0 THLID, WENERNH D LE 2S5, Ein BEL. LT ORI 20,
SHIZHMAEMNELEZD,

MR CORF RIS 2 C, FICHEN WS¢ E 2158103, ARERBLTELE
2lnkEZ DL,

|AEFEHHZONT

Hiz o T

Bz N T

i IS R S PP S N Sl AN

ek - FIRIZHONT

Hi: - HElz->»WT

RS RGEZ OMRFTHEEIZ N T
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FERE Q)
Ypg224-2 H 18 H
I. HFR&mHE
[k 2 4] V0V ZORERRE 300mg (Y VU A RERER 300mg A5 ETE)
[— #&% £l Ty Y Av7 (RIETFIERZ)
(55 5 4] T Vo gy 7y —<Biatt
[(HEEAR] ERL 2143 B 31 H

I, HENE

HMHER VT OROEERERERASEE CUF, TEHK ) ok sEEOHREIL, X
TOLBYTHD,

23, AEMBESHOBEMB AL AHEMBIC OV TOEMERNbOH LHS ES5%, [E
KREFRBEASEMICRB I 2 EMBESOEEICET 53 CEM20412 H25 0 20#$8
) OREWLY, Ba L,

() BBz T

B, BRACBSP ChoHHEF Y, UTORMNETonfER, TRHMAIOME
IEENCEB I QD BT Lz,

1) PANT 4 FEEOAB— OB L T

WAL, AL T 4 FEEGEEOERMBEHNER CHL 2 LITIMBTELLOD, K
HoOREWLRCFPIMIC K EE RIT TR BE 2 ¢ VAL T 4 FiEABMEORE—H
FEETLZMNEMRIZOWTERRAT S L S, BHEFEFEITRDI,

REEAEIL. Dol 3icEg L,

DANT 4 RS, Mmoo v MU QO EELTWL EEZ LNDH b, Zh
£ COBEERB-LHAICBY 2B ERBAZHE LD &, P27 4 FEABLENAEO LS
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