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MEBEOCMA] OFEZE - DRICTEL, MWERTEEFICLIZILEMNE
HBEE LEFEARERES 2 FO0&MGL LTHLTVET,

[(EBEHEF]

<REMEMAESTOE VREICHS T2 FMmIDHE>
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AL EEEICIIBELBL VDT, EROBELOVEEL TSR OL, FHERE5ETE L, (EELZERNEE]OERESRE)
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PRI RRAIE DB R AR OSTTRE R (R R &
BETTHESETAZ L, $7-. BERAEBREED
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NHBEEHRET LI L,
3. AFNC & B IMBEREDOIHIIR, BEEESE |
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40kgRi BIECE2E | 1E900mg# 25812118
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2. KA L-EESA v L, FRLAEELS
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RO EERECBEL, VEICH L GEY 24
BxiT) 2 ko

(3) FE g 7Y A in M PR FEAEAEBERE (2 BV T, RAR5-FA
BRI MIEEZERMICE=Ss Y V7L, &
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b

8. ZOfhDERE
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1. BRI C07-001 (AEGIS study?’)
ZEMEEANTZ OV v RAEBE ICKH600 mgz 8 1
ECTaEr4 @, 20 1:ABHE?SHEFO0mgE 2812 1
B O TR S MBRARS L -RomiEPiRE.
THOL I ICEBLE, T/, HESIARICBITAM
B b T 7imEIX116.5110. 93ug/mLTH o 72,

250

IHURTImMHBE (ug/mL)
- - n
38 2 8

3

[} T T T T T I T
0 2 4 ] 8 10 12

E
| EREEERERRICES 15TV X7 T OMmRiREHS
WL P R O BEBRE MU L0 D M2SHY, ABIX29MITH - 72,

2. B EREREARR

C04-001 (TRIUMPH study?’)

REER AT T Y v RIEBE (A3H) 1 ARH600 mg &
B1IEBITE4E, 20 1A% 5FRH00 mgz 28
121 BOFEECEIRGRAES LzRoOMmFEH + 7
TR, 5 18K45. 143, 81pg/mL, RE 4 A
113.5+8. 7T0pg/mL. #& 5 6 #EF104. 31+ 8. 651g/mL. 1%
51238196, 5+9. 38pg/mL, $&5-26385101.8+10. 84
pg/mLT® o 7= (n=40~42) .

C04-002 (SHEPHERD study4))

FEMRBNEZ O VREBRS (975) 1< AH600 mgz
BIETEN 4R, 20 1:BEHE H5ARF00 mg% 2 8
121 EOBEE CRI2AMBRAIRE LR omEHR + 5
7L, &5 13HE45.8+3. 00pg/mL, &5 4 Ak
104,545, 08pg/mL, &5 6 38100, 6+5. 77ng/mL. %%
5.12:88592. 6 5. 36ng/mL, #%5-26:8FF98.416. 63pg/
mL., #%552:88110.3£8.92pg/mLTH o 7z (n=
92 ~96) .



Jk S 7 i A FR B A A R

1.EEREREERC11-005J

ARFNIS5- i D JE S B i I M SR B REAE IR RE AR 3B\ AR
1E600mg X i21200mg % 28 (2 1[0l D 3 CERNIR S
Lok S 1280 mighiaE 2T L,

%5128 OMiEFIRE (1g/mL)
i (s 8 2 Y— 7 iRE o TIRE
8 |27.3kg | 600mg 553.6 352.1
6@ |18.9kg| 600mg? 524.1 384.8
31#% | 53.9kg | 1200mg 517.1 377.1
a) 10kghl L20kgRiBORBE I 5 10H 7% Y OEKZHEIZI00mgTH 5,
2. B5EERE R
C08-002A/8B

Fess RS MM R BEREFEERE 17 B) 12&H] 900mg
8 1 BITEH4 [\, 20 1% LAHS 1200mg % 2
B 1 BOEE THRAKRS L72ROKS 1 HEoM
BEhY— 7B 188.3:47.1pg/mL TH Y MiEP + 5
TIBEIIHES 4 B 152.6:61.8pg/mL. x5 26 JARF
194.8+83.1pg/mL T - 7z (n=13 ~ 16)

C08-003A/8

FEdu R FREBAEAEREERE (20 H1) [ IAHF) 900mg %
1 BICEH4 [, 20 1 8% H4H] 1200mg % 2 81
1 EOHE CEIRFRS LIRS 1 AEOMERY—
7L 222.7+48.9pg/mL TH Y | MED M 7iREIXR
5. 4 BB 222 4+53.3pg/mL, %526 K 276.8+101.0p
g/mLTH o7z (n=18 ~ 20),

(it 3% )
BB ERANEZ 0¥ VIRE
BEMKRBAT IO Y RIEBEZ IR L LAEBRR
Bz, TRTHMEART 7 F V BRETCEBS R,
1. EQEEREER C07-001 (AEGIS study?’)
HME 2 FELAPNSRMEREGI AT E LRI S, FRimERBO
GPI RIBARMERy O~ (PNH ¥4 7)) DFFEELDT10%
U EDORERRBIANES O VREBRE 20 FlExIREL,
KR Z G LT o "—AF 4 D LDH (P RE[B/ME. B X
fi5]) 12 1,814.0 U/L[627.8 U/L, 3,642.5 U/L]. #%5- 12 ;BH
@ LDH 1% 244.0 U/L[187.0 U/L.2,715.0 U/L] T3V ,LDH
DETFTIEOONT (p<0.0001, Wilcoxon DFFFRNESL
BE) o

2. ;@5 B R C04-001 (TRIUMPH study?))

B VEMIZAR LD 4 MFRMEREME 5217 THY | ARl
IR GPI KIBFRMERZ 01— (PNH ¥4 711) OFER
A 10% L LD BAEMHRBANE S UV RERE 87 Flixd
ReL, FHVE 770 R eE5 LIz .Hb BEXET I+
FEET 0.0% (0/44 Bl) RUXRFIEET 48.8% (21/43 B1)
BETER SN (p<0.001, Fisher DIEHRE) . T72. 18
JE R BRAG L BT 25 (P oL fiE (B ME., BAED X, 77 ¢
AEET 10 BN [2 BN, 21 BAL] ARHFIFET 0 BAL[0 HAL,
16 Bfi ] Tdh o7 (p<0.001, Wilcoxon DNENFMRE)
*EBEIIBWT, BN (B8) [CBT2MmEF O Hb
fEZEmREEL L. REHMRIC Hb B EnER el
LY., ol E ST R oA Hb R bANER
Ehi-bER

F S R ¥k IR A AE R

R RLE MR BRI RE 2R L BRAR
BIRTHBEREY 7 F v BEETTER S F 72,
BRI 7 & F RT3 14 BDAIRICARA DY

BE5SNIHBACRRERANPHNICERS S5
3. EPIEEREER (C11-006]) D/N BB E Tl AEKE 7
PF VY RUAVINIFEORT 7 F v DR T CER
=X (AN

1. EEEKRER C11-005J

FHE S o R BB M REEERREEEF 2R
& L7 EERIETIBRERIC B VT, AF1EI600mg ik
1200mg % 238 i 18] O SAEE CEIRAES- L 72 & 2 olfii/h
BBOEBITROLBYTHY, REHED3BL D
REsk HHETRRMEU L CHEB LI, T4, BEWHEPI
MERERUCTROENZ2ERL-BFIROOLN
T, N=2A5 4 U PLENEERL TP TCIREN
REER L 720

L (}10%5L)
MR | <54 [
8% |27.3kg | 600mg |12.0~41.0 23.7 19.1~31.1
68% | 18.9kg | 600mg® |13.0~35.0 36.2 24.1~41.2
31%% | 53.9kg | 1200mg |13.1~36.2 25.9 23.6~27.8

a) 10kgbh E20kg RO BE T 1M BH 7 ) ORDAEI0MgTH 2,

2.5 R EA R

C08-002A/B

18 L b, it 12 Lk 18 HREHOIRE 40kg Ll b
CIMSERFERI O JE B BYIA M M FRIEBAE RERRERE 17 4]
et R E LIFERIETRARICBWT, R4 900mg =
3 1 ETET4 [, 20 1:8E#&» 548 1200mg % 28I
1 BB CEBIRAIIRS- L7 2 D& SR, /MRS (ESE
+ EHERE) 3. N—ATA VB 10.9+3.2x10Y0L 2 6% 5
26 K 21.0£6.8x104/pL (I, N—AF 4 ¥ HLIX5
26 BREOELEOR/N_FTIHME [95% FHEXHE] T
7.3x10°/mL[4.0x10*/1L, 10.56x10*/1L] T o7z
C08-003A/B

18 UL, X 12 B2l L 18 B kiAhofFE 40kg DL L
TMAEFRELY 8 MM LRITSh TV 23 ERBIBMMER
FIEERRERE 20 MR RL LI EERIERBRARRICE
WL AH 900mg %38 1 BTEH4 |, #0 1 BR%D AR
#) 1200mg % 2 81 1 ROFEE THIRARS- L. F0kE
B, A HRUNILEREE (Y 7 —% L BEE
A3 80% (16/20 Bl) Th o720

i | BE [1RR5E

3.4 L PO~ F ¢ THZE C09-001r

AHN OB 5 BE4H 5 IFAEAMMS REBEERERE 30

Bl (%2 2B E 128K 156, 128 E154) %

WRELAV FOARY 74 TRESERINFER, [/

WHOEEL e 2 ZR L BEEAIE. 12 K 93.3%

(14715 ). 12 B L E 73.3% (11/15 B)) Thofzo Tz, M

R N ERE A XY T =X R L - B EA,

12 BRI 73% (11715 f) . 12 B2\ L 60% (9/15 1) T3

272,

K N—254 VEH LD 25% 2B AM/IMEE OB, I
HHERT . FRETHEITOVTLARRDON2dro7:
WREH 12 B LERLIBALER

*2 2 [B|LA Eooig L -8l E Tl/MREAT 15.0x104uL BA
24 AL EFRL-B S L ER

€ 35k $:)
L.AFNH=7 M) RMRAGTRIESEA=T Y
FRIMERD & b M L 280 %208 L7225,
2. 8RO pCEIZNT 2 BHEEH (R ELEER
#)1346+1. 6 pmol/L(25C). 120+£5.5 pmol/L(37
t)?éaf:s)o
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—f%% o) A< 7 (RIETFHERZ)
Eculizumab (Genetical Recombination) (JAN)

A H.xz)A<7i3, BzFHRze MEE/ 2
a—FVHETHY, v AW MEHCE«
EMEOHMERERRLT e b7 L —LT—
;SR HHER, BT MeGHRER
Brbhkd, LEOEEIIX «BICHET 2,
T/, HEEHEOCHIE, v v VERUCH2
EO—ERIXIG 2 (y28) 5% Y, CH2H D
B0 L CH3ERIXIgG 4 (y48H) b B, T2
X 7id, < v A EREE (NSO) MifRic X D B4
ANz, 7Y XTI, 488D 7 I Bk
Eh oL U205 FRUIMEDT I/ BEFRED
SRALB2OF RSN AEI VSO H (5T
£ #9145, 235 TH 5,

[BEB Rt

BB T OV VR BT 2 B mE

1.BINOBRSEBREEIR O Twi I Ldh s, i
BTtk —EH M IIAM 2 5 SN EER 2 RIC
FRAREREZERL .. AAEHABRZEOERFERT
BETLLLDI, FHOREMRTEMEICET
27— % WEL, AHOBEFERICHELEE >
ELBHZLE,

2. AR OZGH, BIEMEBNESOE VIREDCE
Bi, EEICHERAL, RHD N A Z7EID2WTH 5
IWEBTE2EM - BEEREREOL & T, HRLER
BAEDZHT, BBICHEBLEM L OEEZE - 72
ETcoafTbhs L), BERFTICH> TLHER
HELZ2ELLIZ L,

JE SR 55 o PR A SR R B I B3 1) B AR HE ) i B B

ZoH

1. BROBESBREFIR O TwEZ Ld s, BiE
Wk —cHMiIA#NZ RS I EEf 2RI
FRREREZERL., ARERBREOTRIERY
WEBT 2L B0, FHOREERUEDH BT
AF—- 2L, AHOBEFBICHELEEZ
BLAEZE,

2. FxZFoKkEd, FRBBSMMRBEEREFEOD
B, BRICHEEL, AROVRAZ7HFIOWTH T
FUEBCELEM - BEBEOL & T, BEL
BREEOSZH, HRICHEBLI-EME 0E#Ez
WolktTorfThbb LX), BERFTICH-
TLELREEZHELLZ L,

[B#]
V)Y R EEEE00mg 1754 730 mL

[EEXH]

1)#PM&E# : Benjamin RF. et al, ¥ 7 A BT B
JRR BT 5 3BR (20024F)

2 )Kanakura Y. et. al, Int J Hematol, 2011 ; 93.36-46

3 )Hillmen P. et al, New England Journal of Medicine,
2006 ; 355 . 1233-1243

4 )Brodsky RA et al. Blood 2008 : 111(4 ) : 1840-1847.

5)4tP9E#L : Terrie LU. et al, M 4EEER (20054F)

6 )#P9%H | Rekha P. et al, & MEACSIZH$ 280
HERER (20054F)
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