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ZEICH T D RBHEAENME NI 2T REMEN B IE T,

AFIDOPNHEE [T T DERRERCHS WV T BRI ERAEN 4151 (BERE A B 2 B, BRRE A B I B DA 2451)) s
SNTH, aHUSEE (K T 2R ClE . BERRNERPEDIRSEHIEF B ATUIC, 202066 H30HERD
SHFORSIHTERLTEMHEHR CIE RN ERPEF2BRME SN TV T /e D KRMARER THDITY
URN T CRBIETHINERELERFTTRICREINTVET,

BERR N BRI (B Y DALRIC 2T M ONE BN RS NS KT UL O BETRERLE C I HY, RURISETTUEBELT
FEICEDTREMN H DI EIERNERPENRONDIHEEHDIVEEE CETRVEBICIF. BBICERER (T E
PIBTEEICKDBBENNE CH D EZBENFBERE (XENES) (CHETDUENGIET UIcH T R
RIFEEZETDHOEZRV T, RAL ABIS SAICRRREICN T2V F U ZERE T LB, BEICHERX
RRPEDOUR IR UVIEERZEAABES B BRNERIEDZKN SR N O fE iR E R OEE T S D5,
REFICTDICHECE2HH T CARZIRS T DUNENHIEFT . T BERE DI F V2 BICIGU eIl
BIDTENTARTA VU THEINTVET,

PlEDTEXR) FITERZEIME T DUNEN DD ENSESELTRELFEU,

1.2 HAEERIFREEDPNHEE RV IV TBEPOPNHEEDOMELICS WV T AEIRSICLIRR,. TE2HD
Rt COBEENE SN MENBMZING T2 E T @M (RUBEMICHESIERCURD) B, T AT R)b—
BIMEDPNHICHSIRFRIEZNE T DENROOSNTVE YT, ZD—H T AEIRS(CRDEEREPEDFA Y
AFNIR S PR DOEERMENBMDZERNERIINTUVE T F/c. aHUSBEHRICBE N ERRAEE D EETR K
PIEERET DT ENBIFET,

UIeh' > T AFIE PNHB W [FaHUSIC T2 R A Z R DERMD B ECOBE FOEFEN B ZE tFh2 Y
WS NBDBEICDHRE T DNEN B IFE T Fo. AEFHERZETTE I B 2EEITEFRVWTEEZZSH T AFDERD
MELeMEBEICHRIATI2NENHDIEND. TTURXY T EERICESEULTERELE U,



2. B2 (ROBEICIFIBEULRHENCE)

2.1 BERAERRECEBRUCVSEE FERZRILTEEBZNNH S, ]
2.2 FEIDAD S UBEEDEIERED B 2FE

(EREED)

2.1 AHRSICKVBERERPEDRAEIRIN LR THTEMERISNE T ZDIsH . MFNIBERE PRENS
REEDEEREDBRREBRZEUDUREMD HDIREDEE TIF AFIRSHIBICKVERDUATNELDH
ZNN SN, BEIRAERPEICERLCV2EBREFARBICIDBEZRB T NE TRV ENS ABZRELE LI,

2.2 FEFY VNNV BREITHY O BEIEDHIR I DUREMNEE CERVIEN S KRIAZRE LE U,

3. fHmX - IR

3.1 #8mk
e 5% 1NA 7 )L (AbwIN—£F) 30mLeph
BYRS | STURY T (ELFHEER) 300mg
BEFhUD L 263.1mg
2)US=UREEE300mg S UV KRS NID L—KAY) 13.8mg
UV EBE—KER T NID LAEKAY) 53.4mg
MUYV ILR—K80 6.0mg

AEE F A Z—ZXN\ LAY —HIE (CHO) RO IR%GZ AL TRIESI NS,

3.2 HAEIDMR
AR7E2 ILbEURRREERE300mg
(627N FHRENSHINCEBZEFUTCHBERDR
pH pH7.0
RBEL (EEBIEENL) | M1 (BEEERERICKIMIRE (5mg/mL))

4. FHESLIFZHR
OFHEMEIMAES DL VIREE
OF IS B R EIRE

5. MEENSHRICEET HiE=

(GhREFE)

5.1 FEIF. #ECOS DR ZAE L. ERBHEEGHECSD-ODEMZINH T 2EERISNDIcH. IEREZ(FUHET
DRIETCAMEC R DBRREZFIE LI <BRDTREMN H D ENS AEIDEMER R LMz + 0 [CIBFRU
LT FEARSDEIFZIEECIRFTI L BUFNREBEIERT DL, T FARRSICRU T B2oBRZET D
BEFZRVT RALFFRSAEDOIGFLED2BBAIX CICHRREICNTDVIF U ZEET DT & KT/




RmIEER(FSYI AV TFA—23Y)

T—ADARENIZS(CHEUTIE FIRIKE. 1 VDIV I VY ELIICH T 200 F Y OB Z 3L, REEDIZEIC
FENZNDDIFVDEEZRTITDIE[1.1.1.2.9.1.1.9.1.2,11.1.1.11.1.2.17.1.1-17.1.4 ]

(RIEMRBNEI OE VR

5.2 FEIE. 70— A bAN—EZCK FIEMRBNET O VRAEECHEEZKISNICEBBICHERAIT L,

5.3 AFIES(CKUPNHARMIR O— VA EBL TV B AFZT LU BB ICEERMBNBMAEL DB EN
B2 ENS AHDBEMNENR LS M Z 0 (CEBRUC LT ARRSEVEZEZISNSEECFERITZIE,
(8.1 2]

GRHEENS M PRSAEIRER)

5.4 HHHIHRBICKLDIFMENSMIIREEERE DEE(ITERATD .

¥ [FEEALA M M4 FREBIEAEIREF (aHUS) 32 2015 (BABEF S - BANERIZR) Z8E(CT DL,

5.5 TRMEMieEH/N\MEEDBE TN I 2AFDENER L MEFHIILTWLRW (ERRERNEN) .

6. AiEMUHE

(RIEMRBNEI OE VRIE)

BEBAILRE. STV T (BFHEERR) LT BEDEREZZEL. 102,400~3,000mgZRisAEE L. 710
®5238#%(21@3,000~3,600mg. LSBT E(C1E13,000~3,600mgk si@EsT d 2.

GBS FREBAEEIREE)

BE.STUIAYT (BLFHRERA) LT BEDREZEZEL. 1@600~3,000mgZRisHE L L. #1015 2:8#%(C
1@300~3,600mg. LUE4BYF8B T E(C1E1300~3,600mgZ siEesE I .

7. BERUHREICEAET IR

(RAEMRENEI OEVRIE)
7.1 1 Q& DOFFIDKRSEIL TREZSEICT DT,
@B DAREDIRSE
(7S] IOk S5E 200BLUEDIKRSE
40kgll _E60kg=KiE 2,400mg 3,000mg
60kgl £ 100kgFii 2,700mg 3,300mg
100kgll £ 3,000mg 3,600mg

7.2 FER52:B%E CTICIBEP B KERES (LDH) EMMME U TWLIRWZEICE A DR Sk DB S ZiRET
gL,



GEEEYSIM 4 PRSAEAEIREE)
7.3 10& ) DARIDRSERUIRSHREIF. TRZSEICTHIL,
@& DARBI DR SER VR SER

(7= IR S5E 20BLEDERSE | 20BLEDIRSER
Skgll F10kgsis 600mg 300mg 438
10kgll E20kg= i 600mg 600mg 458
20kgll_E30kgFii 900mg 2,100mg 8
30kgll E40kgskii 1,200mg 2,700mg 838
40kgll_F60kgHiE 2,400mg 3,000mg 838
60kglil_E100kgsi 2,700mg 3,300mg 818
100kgll £ 3,000mg 3,600mg 8

7.4 MERSTIAN I F SRS MERELT DI TICK )  ABIDOBMIENREIE T 2B ZTNHLH 2.

8. ERREFNER

(RIEMRENTEI OEVRIE)

8.1 ARG SICKUPNHARIMIR I O— VD ERL TV BIcd . AR ZP I U B G ICERRIMENBMA RO SN2HZ
NHYB 2. AFIDKRSZHIEUEBEICHU TE &K1 68/, MENBINRUZ NI MRKEROEZ T
RR<BERULMECIHDUCEYMLBZTICE, [5.3 B]

(FEEELAM 4 PRSAEAEIREE)
8.2 AR SHBRFIM/IVWREEZ EHNICEZI UV T U WEEAD RO SNRVEE AR DR SHEDES Z
BT D L,

8.3 AEIZp I LIS B(ICEE DM EM/N\MERESHHEIRI 2HZ NN G2 . AEIDRSZPIEUCESCHU TR,
FBEDOREZIRR<EHRUME(CHC TEYFLEZTOCE,

0. HENERZAIHEEICAHTHER

9.1 GIHEE - BIIEFESFEDH B EE
9.1.1 BEIRARERPEDEREDH B EE
AE SR BN ERRECEEB LT <O RN S D, [1.1.5.1.11.1.1 B8]
9.1.2 BYEDEE N IFRPENREDONDES
R ICRBE AR (BEERE. RIRE. A VIV IV HEE) [CLDBREICEERLUN I LB TBEMENHD D,
[5.1.11.1.1.11.1.2 B8]
9.5 iFiF
RN IFHEIRL TV D TR D H DL IEICIFSBE EDBRENERMEZ LO2EHMEN2IBEICOHRS5TD
Z&,
9.6 1E3.Mw
BEEOBRENUBIRBEOEREZZEL. FADME EPIEZRETT L,



RmER(FSYILVTFAX—-3

V)

9.7 INE
(RIEMRBENTEI O VERIE)

9.7.1 NEEZENREUVEMER ORI ZIERE U RRERFERL TLRL,

GEEEYSIM 4 PRSAEAEIREE)

9.7.2 AE5kgRBD/NEEZNREUCBNMEN U R M ZIERE U BRREERRIFSEEL TULIRL,

9.8 SiinE

BEDREBZRRURNDEBICRS T DT L, —RICEIRHEE (BHEEE. FTHEE. mBRaES) METLTWL 2.

10. 18 E{EH
10.2 HAER (HAISERTBIL)
FRBE BRPRAER - EETTE - BIRET
AT OTU R ARZTOTUVREIEOHBRSICIOTAREID | ARZETOTUVEFIE OGN
RUILFLZUI—)VBARE | EPREMNME N IDIEN G DD T HAT S | HIARSICKY AFDMEPREE
J07UVE) BT BEDREZTDICEHRT D&, MME TS 2aREMEN B2,
11. BIEA

ROEHEANHSONBZTENHDDT RERZTDTITV. EBNROSNIBZEI(CER 52D T HREBEYRNE

X ot
11.1 EXRZEIEA
11.1.1 BEIRRERIYE (SAEABA)

BERE N SR ZFAE L 2HICEIE(L T DT EN B DD T AEIDIZSITRUTIF . HaRRE DFIEARMRE (5
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ROZADEE - BRIBFLER SR (60mg/kgZ RERMHAICEIRAIERS) [CB WV T BEERERE N RSN,
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[ sietemmAEo' O VRE (PNH)

1. EEREREENERER (HAEERIKSEDPNHEEEZWNREUVEIFERS VI LEEERR
5tER : ALXN1210-PNH-3015%ER)” ®

7)NER  BAPEERIFERDOPNHEREE Z R R E Ul BRI IEEER (ALXN1210-PNH-301) (2019468 188#FR. CTD2.7.2.2.2.7.6.7)
8)Lee JW, et al. Blood 2019; 133: 530-539 (Flj#8 : A EIFAlexion Pharmaceuticals, Inc. DZIRICK>TEIES NIz, EHITAlexion Pharmaceuticals, InC.D#BH'ZFEND.
Z&(CAlexion Pharmaceuticals, Inc. KUHHLE, BRI AR EEZZBLCVIENEEND,)

Q@5 =

[FEEN]HAFERIFAEDPNHEES ZRRIC, TIURT I EMBEELTIIVNSURCDIEL M EIRET
EEN
EIFNELD)
OFHEBDEZEA TDLILNIUR DR M EBBHDIFUEERESHICT B,
O ILNSURDEMHEEEINDENERE CFHEY 2.
0 1)UNSUR®DPK/PDR V'R B RIEDRFEEBS MY 2.

fDFABAEEIFEED 185U EDPNHEE 2466 (1)UNSUR 1256, TOUXT TE1214).55
BAANERFTIVNSUR 186 TOURT T EE156)

B TE3EER S 9 MERENBE Rt AR SR S4B DR IU—ZV JHE D%, HREEE LIVASUR®
BNIFTOURR TS VS LEIF T Uz TILNSUR B FDay 1(CHEICE SV TCRELZYITAS.
Day 15KRUZFNUEIFSBICT BFEICE SV CGRELCHESAER. T/UAY I8 (FDay 1.8.15.22(C
BARE600mg. Day 29K UM Z MU (F 28I 1 O#EFAE900mg% 26 BRI IRMIR 5 Ui, 26 BRID
SV LEOAHEERARR TE. LIUMSUREIE VA SUR S GEREE LT, TOUXY TBDOBEF 1L
FEUZRS(CHIWER LIS URNEBRE LT RBE ) Ulc, R R R2E— S Ui,

< ARSURBOBRSZATVa—IL >

LILRSUZED Day 1 15 71 127
w58 (mg) YoRE HERmE

{AEE40kgll_E60kgHiS 2,400 3,000 3,000 3,000
{AEE60kgll £ 100kgFE 2,700 3,300 3,300 3,300
{AEE100kgll E 3,000 3,600 3,600 3,600

< IJURITEDRSATIa—IL >

Day 1 | 8 152220435771 85]099|113]127]141 155|169
EARE MRS
;7';7‘“77\0) 600 | 600 | 600 | 600 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900
%52 (mg)




HETHIR (26:BR D S V9 LB (HEEEARIE T )

<ZIVPZUR HRGEE>
2LRSUZED Day 183 | 239 295 351
%52 (mg) HeiE e
{AE40kgIl_E60kgHKif 3,000 3,000 3,000 3,000
{AEE60kgll £ 100kgFiE 3,300 3,300 3,300 3,300
{A22100kgll E 3,600 3,600 3,600 3,600
<ZIVRSURIEE>
LILRSUZED Day 183 197 253 309 365
&58(mg) VERE 2
{AE40kgIl_E60kgHis 2,400 3,000 3,000 3,000 3,000
{AE60kgll £ 100kgFiE 2,700 3,300 3,300 3,300 3,300
A8 100kgll E 3,000 3,600 3,600 3,600 3,600

EETiEEl Day 1835 T E#EZERE. Day 290'5Day 183% COLDHIEDEEL* SEmM =
BHEEAICHTBLOHEDIER(LENR (EGEZFHHIES)
EPETNEEN X—X S h6Day 183X COLDHEBEDZE LR, RX—X S MhbDay 183F COFACIT-Fatigue
W27 DZE(L* Day 183F CDT A IR —BM* " FHIRFEEDES. Day 183FTONEIOLY
BORE* FEREGRE
1 EMERE (OREEIRSIRV) BEE ANETOEVENI/JLU T T RN UEREEDBMOBIEX FERZEZUICIBE  BRARBIEN FAEROBEICH
DOSTAESOEAEN /UL FEBTgaE L,
%2 LDHEDIER1E : LDHIEN RS FRROD 115 246U/ LIRISEUILBE £ U,
%3 FACIT-Fatiguef 237 MZL : RO7 3 HENY 3 & BRFRI9ICE BRSO, 3 EDRNSERRIICERRRESH LNV OB(EE LI,
%4 TUA T2 —BI BB K> TLDHEN BB HBRD 1.5 TBIIE FUIZSICLDHEN 251 HE FRU. MEPUSMOBIE SRR (F5 . AT
IO VR . BYN IFRE] . BMANESOE VE10g/dUkE] . MAVE [MSEZSC]. Bl FEE, XIFHiER2) 05351 LN/ H
X EBILLIBAE U,
%5 NESOEVMEORRIL | BMAE T AETOEENR—2 51 VD5 2g/dLUHE FUBN /B aE Uz,
R BT RERSFAS (RADEATINREN) EUfc, FE2FHMIER T o2 HiMMOIEHER RO SEFE
EEZTDISKERXE (C) Z. BRl{ENewcombelERX B EZRAWVWCEEH UL 53 EZE. BRIt
IN6DDT I —THTOBEBEDIERSG B ZRAL CMantel-Haenszel weight/AICKWUEH U,
FEFHHHARPICHENEN RO SN SO AHBRZ P I U BEZ RSB EH R U @M ZE LT
BEEUTES Uz, COHRPICHOEATHIELICBEICDOVWTIE PIERFE TOT —5 Z AW CEHIl
ChE 25l U1z, &7 LDHIBIEBLZEM RO ClIE — LT HIERDOFEZAVTH Y EEZD
95%ClEE Y Uz, Day 29h'5Day 183 (26i8) & COLDHEDEB{LERBEMEL SEBmDIEEE
. @I (BRIRFLANIVICED<KAT IUAIVER)  ROUNR—R 51 DLDHIE (EGZ %) Z5HiHE %
ELTEDI. 26 BRI DEER . Bl 2 ZR U B EDS G DE (LIVNSUR B -TIUXT S
B1) DI5%CID RN —20%% LB ST EICFEL MM BRI TND T EEUfe, SBICTILNIUR B TD
LDHIED IER{LZZER U BEDEEDTIURXRY TEITH T 54w XHMDI5%CID FRH'0.39% L0
=1 e LY HTaY AT N et U ol
2EMICIIR . BRAERIC DWW THEMT N UFHEL,
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BRPRRIR
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Ib\%’é’%
- 2JURSURE IJURRIE# ast
; (n=125) (n=121) (N=246)
PRI N (%)
S 65(52.0) 69(57.0) 134(54.5)
gt 60(48.0) 52(43.0) 112(45.5)
SERE EHR S IO ER. T (SD) % 44.8(15.2) 46.2(16.2) 45.5(15.7)
AT&E.n (%)
FITN 72(57.6) 57(47.1) 129(52.4)
BHAA 19(15.2) 15(12.4) 34(13.8)
BA 43(34.4) 51(42.1) 94(38.2)
RAXETIUARTAUAA 2(1.6) 4(3.3) 6(2.4)
PAUAFAERIF T SANEER 1(0.8) 1(0.8) 2(0.8)
ZDtt 4(3.2) 4(3.3) 8(3.3)
EIRL 3(2.4) 4(3.3) 7(2.8)
152, 15 (SD) . kg 68.2(15.6) 69.2(14.9) 68.7(15.2)
5. T (SD).cm 166.3(9.0) 166.2(10.7) 166.2(9.8)
LDHLEE N (%)
1.5~<3XULN* 18(14.4) 16(13.2) 34(13.8)
=3xULN 107(85.6) 105(86.8) 212(86.2)
HERESREI 1 FELIANIC (1o R E AR M EREA MR
BA(U) . S5 LERB. N (%)
0 23(18.4) 21(17.4) 44(17.9)
1~14 79(63.2) 78(64.5) 157(63.8)
>14 23(18.4) 22(18.2) 45(18.3)
PNHE IS DERS. T4 (SD) . i% 37.9(14.9)" 39.6(16.7)* 38.7(15.8)°
PNHEZ#TH SRBRS AR ORI, 3.8(0,41)" 3.9(0, 34)" 3900, 41)°

thR(E (BR/VE. RAfE) . FF

LDHIE. 5 (SD). U/L

1.633.5(778.8)

1.578.3(727.1)

1,606.4(752.7)

PNHZO—>H 4 X, 5 (SD). %

IAYFRINER 12.4(20.5)" 13.7017.7)" 13.0(19.2)*
MEYFRIMER 26.3(17.2)" 25.2(16.9)" 25.8(17.1)*
$8FRIMBK 38.4(23.7) 38.7(23.2) 38.6(23.4)
gERIIR 84.2(21.0) 85.3(19.0) 84.7(20.0)
BAER 86.9(18.1) 89.2(15.2) 88.0(16.7)
BARMEREEER DT N(%) 17(13.6) 25(20.7) 42(17.1)

SD 1 B4R ULN | B LR

* LDHBEDULNIF246U/L. T n=123. F n=118.§ n=241.|| n=124., 1 n=120.# n=244




@ Day 183% TOHIMERHER K [FAS]

Day 183F CO&BMEIELEREKIF. TIVNSUR B CT73.6%. LTI TET66.1% TUT. B RZE(36.8% (95%CI :
—4.66~18.14) T.95%CID FERIF—20%% L@, LILRSURCDIIURARY FCH T BIELHEN RIS NE LI,
Fle.BERAERICH 2B F. 2EMEERUSDBRIFFTBHSNFEATUIZ,.

Day 183F TO#Moh:eER R (EERHIIER) Day 183% CO#iIMCIEHERFE
(%) (%) BRI (95%CI):
100 BERTE (95%C): 100 30.0% (—4.56~59.60)
6.8%(—4.66~18.14) | |
B | | M
&= 80 &80
] il
] 3]
g 60 g e0-
& &
M oa0- le 40
[42] o
e} [ce]
z 20 Z 20
) o)
O ] 0 _
IILAEURBE(n=125) IJURAIRTE(n=121) IJLBEURCEE(n=18) IIUXIYTE#(n=15)
=S| BEAEH

@ Day 3653 TN olEHER 3R [FAS]

Day 365F& COHMBEHEMEIF. TILMZU X MR T©66.4% (83/1254) T. LILASURIEBF T57.9%
(70/1216) TUTz. Flz. BAANERICH T 2B G 2EME B UL DERIFROSNFE A TUR,

Day 3653 T a8z R =R

(%)

100 B (95%CI):

BER7Z (95%C): 18.9%(—16.05~50.40)

9% (—. ~
80 7.8%(—4.26~19.69) | |

)
=
i
)
=]
=|
&
S
©
#6
L
O
o
&
Qa

ISV MfikiaE I)LRSURCEERE IILMSUR “HikiEE IIVRSURYIEEE

(n=125) (n=121) (n=18) (n=15)
E =S| BEAEH

%Day 183([CTIURNYTEIFIILNIUR R EICEIVBR LIV UR B EL T REE T LI,

15



BRPRRIR

@Day 29h5Day 183% TOLDHIEDIEH {LiERZE [FAS]

FELDHBEDIER L (Day 29~Day 183%5&L CLDHEN BB FBROD 1ELITR) EMEE. 1IVNSUR B T53.6%. T7
DR T C49.4% TUlzo LIVNSURBD T U TR I 2L A v XhlE1.187 (95%Cl : 0.796~1.769)
T4, LIVNSUR RS ZRB LI BE N LDHEDIER L ZER I DBENTIUXY TR S ZHBLIEEE LU B
19% BN ENRENFELIZ, 95%CID TBRIF0.39% L@Y, T)UMSUR D TIURY T T BILHN RSN
FUlC. Fle. BRAEHICH I 2B M F. R ELB UL DBRFFBHONFTEATURZ,

Day 29h'5Day 183% COLDHENER LR (EEFHHER) Day 29h'5Day 183% TOLDHEDE&1LERE
(%) (%)
100 100
FEEA VX (95%C)):
5 80 1 A YL (95%C): 5 80 0.719(0.158~3.267)
= 1.187(0.796~1.769) = ‘ ‘
# | | o
O 60 O 60
e e
8 40 g 40
T T
5 5
20 20 -
0 0

2)VREURBE(n=125) TIURXYTE#(N=121)

=&H

JJILRSUREE(n=18) TITIURXYTEE(n=15)

BHAAEH

@Day 29h'5Day 365% COLDHIENDIEE{L:EmRZE [FAS]*

Day 29h5Day 365% COFELDHEDIERLZZERUICBE T AIF LIV U MR ©53.0%, LILA=UR®
VBRI TA7.7%TUIZ, Fle. BAANERICH T 2B EF 2EMEERUS ERIFBHONEFEATLUI.

Day 29h5Day 365% TOLDHIEDERLERE"

(%)
100 4

[or]
o
|

Ay (95%CD):
1.239(0.839~1.829)

LDHIEDIER{LERE

FEA Y XH(95%C):
0.807(0.186~3.506)

3)VEUR TR IIVRZUREERE 1)UBEU R TR IV URERE

(n=125) (n=121)

(n=18) (n=15)

= 30l

BHAALEH

%Day 183([CTIURNYTEIFIILNIUR R EICEIVBR LIV UR B EL T REE T LI,
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@ LDHIEDIER{LEME DR ES X EHEIRE. FAS]

LDHBD EE(LZER E ORI (hRBE[95%CI]) (&, TILRSURCBETIE248 (22~29) . TI7UXR TE# TlE298
(24~43) T, 26:BE DR SHEDICLDHEDIEE{LZZER UIcBEDEIGFDay 155 0Day 127U D205
TIIURRTBEICHEARNT IILNSUR RO AN BV ENTREINE L,

(%)
100
W ZVb=UREE
90 A
80

70

LDHEDIEE{LERE

22

29

LDHED IEE{LZERED TR

43

W TJURRTE

57 71

113 127 141 155 169 183 (B)

gt

Q@ XEFHHEEE D 7+L AN Ov N [EESHEIER. FAS]

Day 29n5Day 183F CO#IMEIE N U LDHEDER{ED2 DOEZEHHED T LILNIUZ DI IURY FITHT D
IS MZEIRE T DEVNSFEEBHMER SN LI,

FEFHHEBO7xLAM OV

2IUNSURCEE IOURRTE B9 (95%CI)

EMOEHERE (%) A ® (n=125) (n=121)
‘ ‘ ‘ ‘ ‘ ‘ ‘ ‘ 73.6 66.1 6.8(—4.66~18.14)

-20 =15 =10 -5 0 5 10 15 20
TIOURRTEH TILEZURSEF

2IURSURCEE IOURNTE  FvXH(95%Cl)

LDHIEDIER{LER R (%) A ® (n=125) (h=121)
53.6 494 1.19(0.8~1.77)

0

1

TIJURRTEH ZILAZURYEF

AEBHERY—-YY @I RIHEEE

17
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@Day 183FTDI LA IRIV—BMAIREEDEIS [FAS]

Day 183FTICT LA JRIL—BMHRRUIZBEDEIG(F. TILNZUR B TA.0%(5/1258l) . LTIV TEHT
10.7%(13/12141))  B¥REZEIF—6.7% (95%Cl : —14.21~0.18) TUJco TIUXR T B TSN T LA I Z)L—B1

154D 7#E(&0.5ug/mMLERBR BEBCoHRED LR E#->TOELIZN TILNSUR B TIF0.5ug/mLEB %

BB CSEBED EENRBOONTEEBEFVFBATUR HEAEMA TR ITUA IR —BMBRIFBHONFEA
TUTz,

Day 183FTD I LA 7R —BMAEREEDES (BIXFHEIES)

===l
2JURSUR B IJURRTE
(n=125) (n=121)
T4 I R)V—BIMmFER. n 5(4.0%) 13(10.7%)
7= (95%C) —6.7%(—14.21~0.18)
Day 183F TOI LA 7RI —BMRREZDIS
BARANERH
2JURSUR R IJURRTE
(n=18) (n=15)
TLAJR)—BMmFR. n 0 0
RS2 (95%Cl) _
Day 183F CTDJ LA JRIV—BMBRD 73 (£EH)
2JURSUREE IJURRTE
(n=125) (n=121)
TUA IR —BMFEREE 5t 154
T+ 13C5%R (HEBEC520.5ug/mL) Ot 74
R/ A ISR IARE 4% 4%
REETE RGS 4%

a) 2 FRREBEEEL T L,



Q@ N—RS51h5Day 183F TOLDHEDZ{LZE[FAS]

R—2Z4vh5Day 183F TOLDHEDZELEDR/N_FFHEF. LIVNSURHT-76.84% TIUXYT

B T—76.02% T, B3 —0.83% (95%Cl : —5.21~3.56) TUTZ, 95%CID_LFR{EIF—20%% FEW, 1JLA=UR®
DITURARTICH T BIEL N REESNKUIC. Ko BAAEDICH T 2E3MEF 2EMEHLRUS 2 BRIFED

N—=254 VhS5SDLDHEDZE(LFRDFIIHE (95%CI) DEFHZEIL

SNFBATU.

(%)

O .

_5 .

#  —557

2 _g04
Eg 60

g 65

L -70

- -751

_80 .

_85 .

T T T T
BL 8 15 22 29

I)Uh=UREE(N) 125 120 124 123 124
IJURYTE(N) 121 119117 119119

T T
57 71 85 99 13

R
125 124 123 124 124
119 17 116 17 118

T T
127 141

121 125
119 118

T T T
155 169 183 (B)

124 123 124
119 116 118

N—2R354h5Day 183F CHOLDHIEDZE{LE (B REHEIEE)

E =5l
2JURSUR R TIOURYTE
(n=125) (n=121)
LSMean=SEM —76.84+1.582% ~76.02+1.617%
LSMean D&z (95%Cl) —0.83%(—5.21~3.56)

LSMean : &R/\—FFHME. SEM : {R¥ER=

R—254 vh5Day 183%F TOLDHEDZ{LE

BAAEH

IILbSURE
(n=18)

TIOURYTE
(n=15)

LSMean=SEM

—79.09%1.734%

—78.41+1.800%

LSMeanDEfREZ= (95%Cl)

—0.68%(—5.65~4.28)

LSMean : f/\ZFEFIE. SEM | 12X %

19



BRPRRIR

@Day 183F TOANES O NEDRE(LEREFAS]

Day 183F CONEIOEVEDREILEREIF. LILNZUR B T68.0%. TIURXR TE T64.5% TUI, BffEZ= (S
2.9%(95%Cl : —8.80~14.64) T.95%CID RBRIF—20%% L@, LILNSUR O TIURXR TS BIFLHENIRETE
SNFEUIc. BRAAEFICBIF2NET O MBOREILEREDF EZ=(E18.9% (95%Cl : —16.05~50.40) TLIz,

Day 183 TONEJ DE/NEDORE(LERE EIRETHER) Day 183F%F CTONEJ OEVEDRELEMRE
(%) (%)
100 100
BRI (95%CI):
ﬁ%ﬁ%(%%cn: : 18.9%(—16.05~50.40)
80 - 2.9%(—8.80~14.64 80 -
” | | M \ \
= =
b ]
= =
¥ 60 ¥ 60
i i
S S
@ @
A A
40 40
O O
N N
H W
< <
20 20 |
0 0
IIVRSUR®EE(n=125) ITIURITE(n=121) IIVNSURBE(n=18) TIURI I (n=15)
256 BARAEE

Q@ X 5EIREHEIER D 74 L A MO M BIIREHTEIEE . FAS]
FREREHIIEB CHHAIN—AX 54 U HSDLDHEDZE L, FACIT-FatigueZ’J’—)IJ?“E%EEL/T:/\“—ZE/]’ hem

£IEDE (QOL) DE(L. TUA I A —BMRREE DG NEITOEVEDRELZERUCEESDEIGICHN
T VMU DI IURR TR I DIEL D RIE S NE LTz,

FREIRFHBEED 74+ AT OY

IJUASURE TOURITE  BER9=E(95%CI)

(n=125) (n=121)

LDHIBEDZE{ LR (%) * A e -76.84 —-76.02  0.83(—3.56~5.21)
FACIT-Fatigue

BB A e 7.07 640  0.67(=1.21~2.55)
PAVE YISl

P . . 7(=0.18~14.
SR DB (%) A | 4.0 107 6.7(-0.18~14.21)
NEJOE/ED A : ° : 68.0 645  2.9(-8.80~14.64)
ZEIGERE (%)
20 =15 =10 -5 0 5 10 15 20
IOURTTER 1ILRSUREH] AEZMT—UY @ SHEEE

* DHBEOZEER VT A I 2 —BNFEREE DG OREER, TV TE—1)UNSUR B TR,



Q@ &EIEHR : N—A51h5Day 183F TOFACIT-Fatiguefd 2 27 DZAL[FAS]

R—2Z5Ah5Day 183%F CHFACIT-Fatiguefd 2 J7 DZHED&/\ “HRFHBEE LIVSNSUR B T7.07. TIURR T
B C6.40 T, BERTEIF0.67 (95%Cl : —1.21~2.55) TUTz, 95%CID FRRfEE—5% LBV, TURSUR DT IURT S

(CH T BIFHMNMREESNE LT, e, BAANEDICB T 2B MEF 2EMELRUS D -RIFFBHONFEATUI,.

1Ny

N—=R54 2V S5SDFACIT-Fatiguef$ 2 17 DZE{EDFIIE (95%Cl) DIEFFHIZEL

FACIT-Fatiguefa X 37 DZ1L

BL 8 29
2)Lh=SUREE(n) 125 120 125
TOURYTE(M) 121 121 119

ERERAAR

125
121

T
127

125
119

183 (B)

125
119

N—254h5Day 183F TDFACIT-Fatiguef$ 2 17 DZ{k (BIREHHEHIER)

£ =5l
2JURSUR R IOURY T
(n=125) (n=121)
LSMean=SEM 7.07+0.773 6.40£0.789
LSMean D&z (95%Cl) 0.67(—1.21~2.55)

LSMean : &/\—FFIME. SEM : {R¥ER=

N—254Vh5Day 183F TOFACIT-Fatiguef8 27 DZE1k

BHAAEH
IILhSUR B TIURTTEE
(n=18) (n=15)
LSMean=SEM 5.75+1.643 2.81£1.605

LSMeanDEfREZ= (95%Cl)

2.93(=1.14~7.00)

LSMean : f/\ZZEFIEE. SEM | 1ZAE5R%E
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Q@ EHZEHFIR

2ILNZUR D/ EEZFTZBELHIT. LILNSUR DYIER S T IE CICIEPOEH#HCo N =2EN D5eeITrE
= (18 5% 30D LINICRIE Ufc MyE st C5=E N 0.5ug/mLKiE) SN, 2658 D2 1% S HIR =8 U CREERN
HmUEUco— A TOURR T DR EEZFI2EBEDSB 158 TR—R S5 VLR IC s C5EEN0.5ug/mL
B EDBEEGRDTENDRLED AR SNE L.

HABEERIRGEDPNHEECSIF 3 MEPERHCSRE-BEIOT7 1)L

J)VREUR® IJURRT
(ug/mL) T
1001 f E : o Lt
-~ 10 "
il © * ©
3 : R :
- I R A o __o__,_, o9
= * * * % Bo . ’ &t g 2 <f* * f z
0.1+ % * i : . ¥ :
thi NI
R
0.01 | \Q T *\ T T T T T T T T T T T T T T T T T T T T T T T T T T T T T
1 8 152229 43 57 71 85 99 113127 141155169 183 1 8 152229 43 57 71 85 99 113127 141 155169 183
#HEEA (B)
BEugnhroisn WS Wigs5%
— -~ MEPERHCSEE 0.5ug/mL. < @ MEPCSERETE. * - SAE
FEDPREBDK RGP RIE, Limk O FgEZNZNEIMWA UM OE 1 UDMEZER S . OFFE 1 UM R MUy
AIRD 15X #EEZERT o
Q=2
FEIIEEAR (26:8R)

BMERRIRERF IIVNSUR B TIF40.8% (51/12561) . TOURX T TIF41.3%(50/12141) TUTZ. EREIERF
BB oY, TIVNSUR B TI320.0%(25/1256) . TOU R T B TIF23.1%(28/1214) (CRHSNFE LTz,
SERESERETIVNZURCBE T 1B CRESERIRIARE, LS RE S, FE M/REAMNE . B/ A ER L W
S PIEAME/ FETBHE. 25 MRE. BERRMAN. DR BUENAS16l) TOUXI TE TR (F
B2B. A LR/ iEHERREE R/ DA )L A LBk, B, MRS BER/ i thBR A ARG K. FhREs. FE(FIE
REMEFRRAENE 14 [CRDOSNE U,

FTIFIIVNZIUR B TEROONT TV TEH T4 (FIRER) (CRHOSNE L. BEBRICKL DR S P IAF
TVPSUR B TIRBHONT TIUXT TEH T4 (FRREIC K DIET) (CFRHSNF LT, 26BN EZHHHARIP.
RERUBEBRICEZERESPUIAIE. TIVNSURBERUTIIUIY THEDICRHOSNFE AT,



fikiHAR (52BF—9 v bhF TFT)

EEARRIRRE. TIUNSURCHEEEE44.0% (55/12561) . LIV UZR“E)EEE19.3% (23/11961) T. FREIEAIF
BR U,

BEQRATEREIIVNIURHEEE 130 (BEARARMUEMARF., BBESAILZ 7 RERESIR MR, T, A LD R,
TBERIRIMASAE/ UIE M > 3y 0 /U BES . BER. RS, FINEE . TEEBHENS16)) . TILNSUZLEE
T4 (BIAREADIE . F2L, RN/ BE MO ARER . REUAR/ FRINE, BAEARNRMEEN. SR, F=amkE/
FEABER, fiskONMIRAME . B SR A REE . FiRENE161) (CERDONE U,

FELCIF L)LY R MG ClERHONT | 1)U URIEE T 26 [FlRfE (FEHI AR R CRIB L. Mt HIRI P
(CFETD) . BRERINSE] [CEROOSNFUTc. BEBRICK D/ S PIEHIFE IV U HiGEEF ClEERHSNT . LIV UR®
YIBE C20| (FAREIC K DI BBREL AR (CERHONF U,

2HEED LIV UR B TSR U LICRHOSNEEEER (5287 -9 Hy b4 THET)

2ILRSUR “HikiEs IIVRSURCYRSEE

E =5 BAAEH &M BAAEMH

(12561) (1841 (11961) (1441)
TIVNSUR R SHARS (B) (F4(E£SD) 473.2467.0 516.2462.1 290.7£70.4 318.6+53.3
LHEER 92.0(115) 100( 18) 81.5( 97) 92.9( 13)
5EfE 36.8( 46) 44.4( 8) 10.1( 12) 14.3( 2)
REm 19.2( 24) 389( 7) 8.4( 10) o( 0)
_FIREER 12.0( 15) 111 2) 13.4( 16) 57.1( 8)
FE 11.2( 14) 111 2) 2.5( 3) 700 1)
(507 10.4( 13) 1.1 2) 5.0( 6) 700 1)
TR 10.4( 13) 0( 0) 5.0( 6) 700 1)
T 6(12) 1.1 2) 42( 5 o( 0)
&R 8(11) 56( 1) 25( 3) o( 0)
A LR M ESE R 8(11) o( 0 1.7( 2 o( 0)
i=FE 0( 10) 111 2) 67( 8 o( 0)
TORs 0( 10) o( 0 3.4( 4) o( 0)
SFENMEHEL) 2( 9 56( 1) 08( 1) o( 0)
AU L IMSE 2( 9 o( 0) o( 0) o( 0)
ORGSR A 8) 1.1 2) 08( 1) o( 0)
AL 4 8) o( 0) 3.4( 4 o( 0)
@0t 60 7) 56( 1) 0.8( 1) o( 0
ERAE 6 7) o( 0 42( 5 o( 0)
BhiE 6 7) o( 0 0.8( 1) o( 0)
7-GTP 1810 6( 7) 0( 0) 0.8( 1) o( 0)
A VI I VSRS 6( 7) 0( 0) o( 0) o( 0)

MedDRA/J ver.20.1
FIFBNE% (BI)
a) LILRSURCITHIWEZ LIEDBEEESR

23
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[ sietemmAEo' O VRE (PNH)

2. EREEESIERR(TI7VURAI BEDOPNHEZEEWRE USRS VS L{LEENE
5(ER : ALXN1210-PNH-302:8%) > '*

QHAER: TTURR TR SICKIMENBIMA MG SN TVBPNHES ZNRE U ERRFISEIEER (ALXN1210-PNH-302) (2019565188#38.CTD2.7.2.2.2.7.6.8)
10)Kulasekararaj AG, et al. Blood 2019; 133: 540-549 (Fll#i#8f% : A5{B&(FAlexion Pharmaceuticals, Inc. DXIEIC K> TEES N/, EE(CAlexion Pharmaceuticals, Inc. D&
RUBEEERDAVN—D'EENS. FEICAlexion Pharmaceuticals, Inc. &WHLE . BRIRL AR EEFZZELCLZENSEFNS.)

@R i=

[FEEMNBEHBU LTIV T DREEZT BENICREL TV RPNHESERRIC. TV I
WREELTLILNSURDIES M EARET T B
EEVNELES]

OITURRTHSLINZURCITYINER e BETDLIVNSUR DR LM EBEHDFEERSHCT .
O ILLNEURC DB EENDENERE THET 2.
© 1)UNSURPDPK/PDRURERIEDRFIEERSHICT D,

BEOABUETIUXR T DREEZF BBHRNICZELT VS 185U EDPNHESE 19561 (L)UASUR®
BO7%. TOUX TE98%). SHEHAANEHIF TILNSURCESH]. TOUXT TEE76)

FEEFESHS VS MR RS MR LR R HBRDRT— VT HE D% . WREEE 1IUNSU R 8
RIFTIURRTEICS VI LEWIMIFUlc TIVNSUR B FDay 1(CHEICE DIV TCRELIZYIOAE. Day
15ROZNLEE8BIC R EICEIVWCRELCHIFAER. T7UXT TEIF2BIC 1 @HEFRE900mg
72 6BRIEIRAIR 5 UTC. 26BRID S S LEI I HEEHRIE T %, TIUNSUR B F 1IUNSUZ kiRt e
UT IOURR T BEDOBEF LIVNSURRS(CYVER 1)U IR E U T SREBR ki UTc. fk AR
[FRR2EBEU.

< ARSURBOBRSZRTVa—)L >

LR=UZD Day 1 15 71 127
r58(mg) el SRR
(KB A0kgLlE60kgR 2,400 3,000 3,000 3,000
{AE60kgI | 100kgsiE 2,700 3,300 3,300 3,300
{8100kl E 3,000 3,600 3,600 3,600
< IJURITEDRERATIa1—)b >

Day 1 | 15|29 43|57 |71 85|99 |113]127 141155 169

=

TOURYIORSE(ME) | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900 | 900




HETHIR (26:BR D S V9 LB (HEEEARIE T )

<ZIVRSUR“HEEEE>
IILRSUZ®D Day 183 239 295 351
®52(mg) HeiE e
{AE40kg_E60kgRi 3,000 3,000 3,000 3,000
{AE60kg_E100kg=R 3,300 3,300 3,300 3,300
{AE100kg £ 3,600 3,600 3,600 3,600
<ZILRSUR YIEE>
LILRZUZED Day 183 197 253 309 365
®#58(mg) I[E)EEE S
{AE40kg_E60kgRiE 2,400 3,000 3,000 3,000 3,000
{AE60kg £ 100kg=R 2,700 3,300 3,300 3,300 3,300
{AE100kg E 3,000 3,600 3,600 3,600 3,600

En =) N\— 251 ~hSDay 183F TDLDHBEDZ LR
FGTE=N Day 183F COT LA I2—AM* FRBEDE|E, R—2 54 ~hSDay 183F COFACIT-Fatigued
2I7DZAL* Day 183F COBIM ™ EEHEMR. Day 183F CONES O MEORE L™ ERRHRE

1 TUA T Z)—7BIN EEIC K> TLDHENEAEE_EBRD 1.5 IR FUICRICLDHED 2B EIC_ER U MERBMOBIRN FER (5. NE
JOEVR, 8. BSUNIFREE] B INEIOEVE0g/dLEE] MAVE MSEZS O], B FES., XEFHEAE) D551 DL ENFHIzCH
BYERELIEBE LU

%2 FACIT-Fatiguefs X 377 DAL 1 D7 H 3L HBNNT 2 LERRNICEEIRE S L LOEE. 3L EDOFAMIERRNICHERIREHS LANILDOBLEL.

%3 BIMSEHE (EBERSIRV) BEE | ANETOEV/EN9g/dLU N T MMM K EREEDBMOMIRN HEREZUSE . BAREIEX FAEROERICH
MHOSTANETOEMEN7g/dLL FEBSIHBEE U,

¥ANEJTOEVBEOREL  IIAECAEITOEBEHIRN—ZS4 VN152g/dL HE UGB o fciBEEE U,

BTN RERIFFAS (BADBTNRER) &L, TEHEBE CH2N—A 54 h5SDay
183F COLDHEDZ(LEIF SEEDRE T IVIC KD RERTEEITE MMRM) ZR T SEE. K.
RUKREIRSBEOIZEERAEAT TUAIEROEENREL, Fic EEEHOEENR THHR—
254 VDIDHBELERIS VS LEIRATF TH2EEFRMER (PRBC) @I (Day 1&WET1 22BN
PRBCEHIMDERE) #HZBEUTHITUIC, TIVNSUR B ETIUXR TBOLDHBOZE LEDZELZ
DERIOS%CIEEH Uz,
26;BR DR . LDHBEDZ(LEDE (LIVMSUR B —TIUXT T E) DI5%CID_LREN15%% FE %

SEICIEPHNBRISNBTEE U,
SEMICIR . BARAERIC DOV THIETROTHEL.

25
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Ib\%’é’%
- 2JURSURE IJURRIE# ast
; (n=97) (n=98) (N=195)
4Rl n (%)
St 50(51.5) 48(49.0) 98(50.3)
gogid 47(48.5) 50(51.0) 97(49.7)
HEEOIRSEOES. ¥4 (SD) . 5% 46.6(14.4) 48.8(14.0) 47.7(14.2)
A& .n(%)
BHA 50(51.5) 61(62.2) 111(56.9)
7IT AN 23(23.7) 19(19.4) 42(21.5)
BAEA 5(5.2) 7(7.1) 12(6.2)
T IUNRT AIAN 5(5.2) 3(3.1) 8(4.1)
ZO/ 2L FDAFE 3(3.1) 1 (1.0) 4(2.1)
7R L/ AN 16(16.5) 4(14.3) 30(15.4)
A8, F5(SD) . kg 72.4(16.8) 73.4(14.6) 72.9(15.7)
5R&.FH(SD).cm 168.3(10.1) 168.8(9.9) 168.5(10.0)
B OIRSEIDIIURT TIREH/E. £ 6.0(3.5) 5.6(3.5) 5.8(3.5)
HEREYI OISR SH11 FL A BEIRIMmEK/
S, N (%) 13(13.4) 12(12.2) 25(12.8)
PNHE2 Rl DS, S5 (SD) . i5% 34.1(14.4) 36.8(14.1) 35.5(14.3)
PNHE2Hih' SR ES IIRIRE CORIR.
5 (SD) . 12.4(8.4) 11.9(9.4) 12.2(8.9)
LDHfE. 5 (SD) *, U/L 228.0(48.7) 235.2(49.7) 231.6(49.2)
PNHZO—>9 4 X, F45(SD). %
NEYFRIMEBK 14.9(19.6) 16.3(23.6) 15.6(21.6)
MEYFRImER " 44.6(30.5) 43.5(29.7) 44.0(30.0)
FOFRIIER 60.6(32.5) 59.5(31.4) 60.1(31.9)
FEHIIR 82.6(23.6) 84.0(21.4) 83.3(22.5)
BIR 85.6(20.5) 86.1(19.7) 85.9(20.0)
ANEZOEVE FH(SD) . g/L 110.8(18.4) 109.1(18.4) F—91RL
NFhTOEME. T (SD) . g/L 0.283(0.235) 0.255(0.174) F—I1RU
BABMERTEEROHE. N (%) 28(28.9) 22(22.4) 50(25.6)
BARRMEMOBE. N (%) 34(35.1) 39(39.8) 73(37.4)

* BEAEFH 1 120~246U/L

T Glycosylphosphatidylinositol(GPI) 77 > A—EUE KA AFIEHEFCD5 9N U'CD5 5252 C KB U IR MER
T ESEE0E 1 11.5~16.0g/dL (1) R UM 3.0~17.5g/dL (B14)

§ B 1 0.4~2.4g/dL




Q@ X—RS51h5Day 183F TOLDHEDZ{LE[FAS]

R—=254 h5Day 183F COLDHEDZE L RDR/N_TFHEIF. TIVNSUR B T-0.82%. TIUXI TET
8.39% ). BfZE(IF—9.21%(95%Cl : —18.84~0.42) TUIZ. 95%CID LR 15% % FEH., 1ILAZUR D
TOURRTCHT BIFHMUNIEEISNE LIS, Fle. BARANERICH I 2B 2EFAEEBEUS DEBRERHSN

FHEATUE,

N—=254 Vh5SDLDHEDZE(LFRDFIIHE (95%CI) DEFHZEIL

(%)
60

40 -

LDHEDZ{EER
N}
o

0,
_207 T T 177 I I I I I I I I I I I I I I I I
BL8152229 43 57 71 85 99 113127 141155169183197 225 253 309 365 (B)
ERE2HAR
2JURSUREE(N) 97 939%9%49% 94 96 93 92 93 94 94 94 95 9% 95 93 94 93
TOUXITEE(N) 9898949%95 95 96 95 96 96 96 95 94 92 95 95 94 91 94 93 93
R—Z54 vh5Day 183%F COLDHENZ(LR (X EHHIER)
25£H
2)URSUREE TIIURYTEE
(n=97) (n=98)
LSMean=SEM —0.82+3.033% 8.39+3.041%
LSMleanDfs}72= (95%Cl) —9.21%(—18.84~0.42)
LSMean : f/\ ZFFHE. SEM | 1ZAE5R%=
N—RA514h5Day 183F COHOLDHIEDZE{LE
BAAEH
2JVRSUREE IJURRTE
(n=5) (n=7)
LSMean=SEM 8.34+5.760% 15.77%£5.026%
LSMeanME$f57= (95%Cl) —7.42%(—=21.85~7.01)

LSMean : f/\"FF15f8. SEM | {34352
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Q@ N—RS51h5Day 365F TOLDHEDZ{LFE[FAS]

R—254 h5Day 365%F COLDHENDZ LR/ —FFHE(E, 1)U R 558 ©8.87%. 1ILNSUR G
B T6.14%T LIz,

NR—251vh5Day 365% TOLDHENZELE"

SEH BAAEH
1)URSUR kR IJURSURCYEEE 1)U U R ki RE I)URSURCGESRE
(n=97) (n=98) (n=5) (n=7)
LSMean=SEM 8.87+2.925% 6.14+2.937% 15.58%£5.511% 16.64+4.749%
LSMeanDEfEZ= 2.73% —-1.06%
(95%Cl) (—6.22~11.68) (—=15.05~12.93)

LSMean : &/ "FF1518. SEM | {5452

%Day 183[CTIURRTEF LIS URMRS(CHIWEZ LIVNSUR BB E LT AR A kR L.

Q@ IEFHHEEED 7+L AN Ov N [ EESHEIER. FAS]

FEHHEE THIN—2T1 Uh5Day 183F TOLDHEDZEER T, T7URXY W T 21U R DI
DIREEDER I NE LI,

FEFHHEBO 74ROV
2JURSURCEE TOURRTE B9 (95%CI)
(n=97) (n=98)
LDHIBEDZE L3R (%) * A | ® | -0.82 8.39 9.21(—0.42~18.84)
20 =15 =10 -5 0 5 10 15 20
IJURRITER LILLZUREFR) AEZHEY-YY @ SiETEE

* DHIEDZ(LEDEREZ(F. TIUXR T B —1)UNSURBETEY,

@Day 183FTDI LA J R —BMRIRBEDEIS [FAS]

Day 183F TIC T LA 7 2L—BMHREEBEUBEDRESE, TI7UX TEC5.1%(5/986) Tk, LILNZUR B
TFEROSNFBATUIC, TTUXR TETRDONT VA T Z)L—BM7 4% (561) DB A EAR+ 2 1RCEEEMNR
(EBtCSREN0.5ug/mLLLE) EBEEL. 3HHFRRERELTCVWEUIc. BAAEH TR T VA I Z)L—BMEBK(F
FHONFEATULZ,



Day 183FTDI LA 7RI —BMFEREFEDES BIRFHHIES)

25£H
IIVRSUR B TIURNTE
(n=97) (n=98)
TLAIR)V—BMFER. N 0 5(5.1%)

E¥E7= (95%Cl)

—5.1%(-18.99~8.89)

Day 183% DT LA 7RI —BMFEREE DS

BARAEH

IJURSUREE
(n=5)

TIURYTEE
(n=7)

TLA I Z)Ib—BMmFER. n

0

0

Bz (95%Cl)

@Day 183F TOHIMELEHERE [FAS]

Day 183F COBMIIMEBIEHEREF. 1IN URBET87.6%. TIUXY T T82.7% TUTz, BRI Z=(F5.5% (95%Cl :
—4.27~15.68) T.95%CIDFRIF—20%% @Y. LJLAZUR D ITIURR T T DL EN RIS NE LIz,
Fle.BRAERICB 2B F. 2EMEERUSDBRIFFBOHSNFE T A TUIZ.

Day 1833 Tl EeERL =R (B XEHHIRE)

Day 183% CO#iMEEHEME

(%) BEREZ= (95%CI): (%)
100 5.5% (—4.27~15.68) 100 —
\ \
i w807
= 1=
] ol
60
= g
& &=
S S
© ©
: & 40
[e0) [ce)
& =
a) a) | BERSEE (95%CI):
20 22.9%(—36.23~71.64)
\ \
0 4/5 4/7
[ |
IJURSUR®EE(n=97) ITIURXYTE(n=98) IJURSUR®EE (n=5) TIIURRYTE#(n=7)

=&

BAAEH

29



BRPRRIR

@Day 183F TOANES O NEDRE(LEREFAS]

Day 183F CONEIOEVEDREILEREKIF. LILNSUR B T76.3%. TIUXR TET75.5% TUl, BffE= (S
1.4%(95%Cl: —=10.41~13.31) T.95%CID FBRIF—20%% LB, LILASUR DI IR T/ I DL N
REESNKUTC, Ffe. BAAERICH I 2EMMEE 2EMEEBRUSDERIFBDHSNFEATUR.

Day 183F TONEJ OENEDRE{LiZrE (BIREFHEEE) Day 183%F CONEJ OE/MEDRE(LIZERZE

(%) (%)

100 100

BERSRE (95%CI):
1.4%(—10.41~13.31)
| \ \ |
" 80 % 80
= =
) )
e Ke
@ 60 60
i g
S S
o @
A A
A 40 A 40
u 0
(N N
I-}-' I? ( )
¥R (95%Cl):
20 20 31.4%(=29.06~77.74)
\ \
3/5 2/7
0 0 T ]
IVRSURSEE(n=97) ITIURTTE(n=98) 2JVRSUREE (n=5) ITURTTE(n=7)
£&5£H BARAEH

Q@ X 5EIREHEIER D 74 L A MO M BIIREHTEIEE . FAS]
FREXFHEEE CH2 IV I A —BMEREEDE G, FACIT-Fatigue 2T — )L TFHELIER—Z S 1V Hh5
DQOLOZAL. Bl EEEER L BEDSS ATIOL VRELEERUCEBEDZSCHBNT. TILRSUZCD
TOURY TR T BDIEL MH RIS NELI,

FREIRFHBEED 74+ AT OY

IJUASURYE TIOURXYTE BER9=E(95%CI)
(n=97) (n=98)

‘ —_3
oD, A ° 0 51 5.1(-8.89~18.99)

TN oJO
T A fe 201 054  1.47(-021~3.15)
B[ O1HEHERL R (%) A | ) | 87.6 82.7 5.5(—4.27~15.68)
;éfg'{;‘f;”ﬁw A : ° : 76.3 755  1.4(-10.41~1331)

(o]
20 =15 =10 -5 0 5 10 15 20
IOURRTER LILRSUREF AEBER-UY @ SHEEE

* A I 20— BMARBEDIEOEBZEIF. TIUXY I —1UNIUR B TR,



Q@ &EIEHR : N—A51h5Day 183F TOFACIT-Fatiguefd 2 27 DZAL[FAS]

R—254h5Day 183F TOFACIT-Fatiguefd 237 DZ{LOR/N ZE 9183 1)U U ET2.01, TIURZ
T TO.54TaHY, BRI 1.47 (95%CI : —0.21~3.15) TUI. 95%CID R {EIE—3% @Y. TILRSUZ®D
TOURY T CHI BIELUNBISNE UL, . BAAERICBIT 28K IE. 2EMELER LS DRBRERDS

NFEATLUI,

N—=R54 VhS5SDFACIT-Fatiguef§ 2 17 DZE{EDFIIE (95%Cl) DIEEFHIZEL

4 -
P e
&
8
N 2
M
o
o
i
£ 0]
(]
s
—1
_2 1 T T T T T T
BL 8 29 71 127 183 (B)
EREHAR
JJURSUREE(n) 97 96 94 95 95 9%
TOURXYTE(n) 98 91 94 95 97 95
RN—254 Vh5Day 183F TOFACIT-Fatigue#s X 27 DZ(L (BIXEHEIER)
2EH
IILASUR 8 TIIURYTEE
(n=97) (n=98)
LSMean+SEM 2.01+0.697 0.54+0.704

LSMean®DEfRFz (95%Cl)

1.47(=0.21~3.15)

LSMean : f/\ZFEFE. SEM | 12451 E

N—2RS54h5Day 183F TOFACIT-Fatiguefs X 17 DZE1k

BARAER
2JURSUR B TIURNTE
(n=5) (n=7)
LSMean=SEM 3.92+3.651 —0.53%3.093
LSMeanD &= (95%Cl) 4.45(-5.97~14.87)

LSMean : f/\"FF15f8. SEM | {34352
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Q@ EHZEHFIR

2ILNZUR D/ EEZFTZBELHIT. LILNSUR DYIER S T IE CICIEPOEH#HCo N =2EN D5eeITrE
= (18 5% 30D LINICRIE Ufc MyE st C5=E N 0.5ug/mLKiE) SN, 2658 D2 1% S HIR =8 U CREERN
FUEUIC.—h. TIURY TDRESER(FTEEEDSIB7H TR—R 54 VLI AR Co=2EH'0.5ug/mLEL
EDBERBTEN DI RLEB1TRHSNFE LI,

IJURXIY BEROPNHEBCHIFZIMEDERHCSEE-ER 0771

2ILREUZR® IJURTT
(ug/mL) " P 7
* * « *
10 *
.
o . . ’
:ﬂlg 17 * * * *
8 7777777777777777777777777777 f777*7ff@jfféfffiffifgf;f*fefff
E& N « % o i* P38 o P K
# . . . - i i gy ny BEe g
0.1 — . * B ® ® ok &
Pt g0 I : :
¥ ¥ £ Y H ¥
;f‘i : | 0 o
0.01{ - 8 He
T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T
1 8 1522 29 43 57 71 85 99 113127 141155169 183 1 8 1522 29 43 57 71 85 99 113127 141 155 169 183

HRMr (B8)

BEugnhroiss Wikss EiRsE

-~ IACERECSIEEE 0.5ug/mL. O : MERCSRETLIB, * : SUE
EODRBOKTREPRIE, K0 T 2 N2 NEIWHIHROB 1 IHMHETS . O FEE WA IR O30S
D1 SXUHMIHEERT .

0=l

FEETEHAR (26;:8/R)

BIWERRIREF IILNSUR B TF24.7%(24/976) . TV TETIF14.3% (14/988l) TUT. EBEBIMERE
RGO, TIVNSUREETI312.4%(12/976) . TOUX TEETIE4.1% (4/98%1) [CRHHNE LI,

SEREEEREFIIVNIUR BT (FTRBRAE. B/ TAD A/ FIRAE A VTV I VY KBEXNE16]) . T
U TEET8H (FE3MBM2AI, 2B HZE X BZE BEENS1H) (CERHONE L.
REBEERICLDBRESDPUAIE IV BRIV THEHEDICRHONFEATLUIRZ,



fikitHAR (52BF—9 v bhF TFT)

EERFAERRE. LILMSURH#§58$33.0% (32/974) . 2IULS=U R E)EEEE18.9% (18/956)) T. E R EIEMIF
BR U,

BEREEERIFLIVNSUZHGEEE TOB (REA26). IRIER . BETE. ik, SO, KIEX BB 7L
HE16)) . TILSSUR BB T7 B (AI/IEELfE. B BBk, 8. B0 FFES. 4 >~ LIV IHE16) T3R8
5NEL,

L BEERICLDRSDPIEAIE TIVNSU AR O LIUNS U R IR S BICROSNF LT A TUR.

2EAD LIV UGB TSBU LICEDSNEEER (52BF—9Hvb4+TBFET)

ZIVNSUR iR VRS UR ISR
E =5 BAAEH 25 BAAEH
(9741) (5%41) (95641) (741)
TIVNSUR R SHARS (B) (F4{E£SD) 394.5+50.7 407.8+25.9 216.0+27.8 234.3+19.2
2HEEER 95.9(93) 100( 5) 80.0(76) 85.7( 6)
5EfE 32.0(31) 40.0( 2) 12.6(12) 0( 0)
_FIREER 24.7(24) 100( 5) 7.4(7) 28.6( 2)
RERRR 24.7(24) 0o( 0) 10.5(10) 0o( 0)
B 17.5(17) 0o( 0) 14.7(14) 0o( 0)
FE 15.5(15) 0( 0) 7.4(7) 0( 0)
A 15.5(15) 0( 0) 5.3( 5) 14.3( 1)
=) 11.3(11) 0( 0) 5.3( 5) 0( 0)
i 10.3(10) o( 0) 4.2( 4) 0o( 0)
I 3(9) 0o( 0) 4.2( 4) 0o( 0)
TURs 8.2( 8) 0( 0) 53( 5) 14.3( 1)
10t 8.2( 8) 0( 0) 3.2( 3) 0( 0)
LEL D 8.2( 8) 0o( 0) 2.1(2) 0o( 0)
2% 7.2(7) 20.0( 1) 110 1) 0( 0)
A VIWI VYRS 7.2(7) 0( 0) 5.3( 5) 0( 0)
&am 6.2( 6) o( 0) 5.3( 5) 14.3( 1)
SHm 6.2( 6) o( 0) 1.101) 0o( 0)
FENEHF L 5.2( 5) 0o( 0) 7.4(7) 0o( 0)
HEbRE 5.2( 5) 0o( 0) 6.3( 6) 0o( 0)
PREBRRZ 5.2( 5) 0o( 0) 3.2( 3) 0o( 0)
Ko7 5.2( 5) 0( 0) 3.2( 3) 0( 0)
ORISR 5.2( 5) 0( 0) 3.2( 3) 0( 0)
ALY 5.2( 5) 0o( 0) 2.1( 2) o( 0)
YFRERIRAMIE 5.2( 5) 0o( 0) 1.101) o( 0)

MedDRA/J ver.20.1
HIREE% (B0
a) LILNSURCITIWEBZ LIBEDEEER
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[ sietemmAEo' O VRE (PNH)
3. &1b/M4F5ER (ALXN1210-PNH-1035#88, ALXN1210-PNH-20155) (2R ERHER) (857 —9)" "2

1) HRER ENSEIDIEASHEFER (ALXN1210-PNH-103) (2019568 18H#3R. CTD2.7.3.2.2.7.6.5)
12) &R ENEIEAERMEEER (ALXN1210-PNH-201) (201946518838, CTD2.7.3.2,2.7.6.6)

@ E1b#HtER (ALXN1210-PNH-1035E8) D RERINE

WIEERIFEEDPNHEE(C LIVNSUR E REBRNIRS U s DR2M. BE. B2tk PK/PD. &
BRMEZFHIT D,

FABEERIFIBED 185U EDPNHEZ 134

FIbIBIEERRER 5L IR EFRENAEFIBH R, IR—K1(C6fI (TR—MalZ24). J/h—~1blZ4
), IR— R 2(C 7B ERE I AN T,
Th—MaTld BAABELTIIVNSUR®400mg%Day 1.812.600mgZDay 15I1E8IRMIZS L. 45
8LLTILMIUR®900mg#EDay 29K U Z NLREIF 4B & (21 DERIRPIR 5 UTc. Jh—N 1 a TRAID2
BD400mMgid 5H5E5Nc LT —9 %54, Jh—h b4 ANz, Ih—R1bTlE, BA
FA8EULTILNEUR®600mg#EDay 1. 15ICEIRMIR S U, #EIFAEE LT 1/LRSUR®900mgZEDay 29
ROZFNLREE4ET SIS DERMIR S Ui, ML 7 — 9 EZ I UV I EEAR (DMC) B Jik—h1am 245113k
U CHEREFIS900mgD LR 54 1 48RRI 1)L U R DR L R OB B E L. T2 RS
BHSNBVESIC, IR—R2(CEBEEEF ANDTEEU,
R—R2 Tl BAB8ELTIIVEUR®600mg%EDay 112,.900mg%Day 151258 0RMIBS L. SRS
ELT2ILREUR®1,800mg%EDay 29RO Z NLREIF4BTE(C T EESIRMIRS Uc. JR—R2Tld R0
2B TABB DR SN T UIC145EIC.DMCh 2 BEDZE2UNRUOBENMEDRET —9 Z5HEIL. £TD
JR—hDBENHENUKRSERZZEE R I ICHMGEOEE CTHIN R UIC. 55T T4 BB DE A B &
HESHEIR 2R T Ulc . BR2ERH OB BT MR ERA—0RER DR SBER C1ILh=UR®
ERERSIBIEEU,

AIU—ZV T8 BABR UM HekfeHART
3064 1698/™ 24F [

dkR—bk 1a o 1wk 1wk 2wks  4wks 4wks 4wks 4wks o >

N=2 Tttt 4 4 4 4 " 900mg 4BTE

400mg 400mg i 600mg 900mg , 900mg 900mg 900mg 900mg

dk—b 1b ‘ﬁ 2wks  2wks i 4wks 4wks 4wks dwks >

N=4 1 t Pt 1 + t t+ 900mg 4BTE

600mg 600mg §900mg 900mg 900mg 900mg 900mg

TJR—F 2 & 2wks  2wks 4wks  4wks 4wks Adwks o

N=7 1 t 4 t + t 7 1.800mg 4BTE

T%Nﬁ% T’fﬁﬁﬁﬁi 600mg 900mg  1,800mg 1,800mg 1,800mg  1,800mg  1,800mg

R—=RZAVho5Day 169F COLDHBEDZ L

SBIMBSHED IR HNRE/ VS X—F DZEA L. PNHEREFRAERDZ L,

BIEOBRITHREREFAS (Z2UBTHRERND S5, LDHORN—RS5 4 VERD LILNZUR D
BE5HOI1FRUETOLDHOAIEEZG T 2EE) EUl. O FEFHBER 3R (A7 TUAIL
ZHOBETENR) RULDHDNRN—IX S A /B (EFEHOBETENR) ZHEEE U THHAATITEE R
ETIVICKDRERERNTE MMRM) ZAHW T ERRRR CELENRUEEEN0TH 2L T DREN
FHISNBIDENEARE U, BENDREDHEDBIESICIE. S Z AL BEDITCIF R—2 51
MSDZELENUZELEZEWilcoxonDFFSIBAARE Z WL CTEEMTUIZ. Day 16907 —9 M RAIDES
[CXUTIElast observation carried forward (LOCF) ZFB U\ e, <5t ER D IRERE NN R W TESHMMRM
[CRBEET TUERUIB N O IEZ B LDHO EE T ICWilcoxon DR SIBAMREZAWN D LUz,

6. FiERURE (kYY)
(RIEMERBANEI OE VR
BE.RALCE. STUXYT BLEFHERZ) ELT.BEEDHREZEEL. 1E2,400~3,000mgZERsAEE L. 0% 5 2;:8%I(C1E

3,000~3,600mg. LIESE T EIC1[@3,000~3,600mgZ s EediE T B




@148

RAEEA]
[RM7Z5HE T 2.
fHABEEA]

§l8% (ALXN1210-PNH-201
BBOPNHES(C LIVNSUR 7 REFSIRAHR S U E T DR BB B PK/PD. %

BN 18R EDPNHEE 26/
BB ERNERSZ M EAEIEER REZ4 D0 IR—NIOEGRICHS AN,

Jik—h BEHY ELYN:E]

' 6 Day 1121,400mg | Day 29U ZNLIEIF4BETE (Day 57.Day 85.Day 113.Day 141,
Day 15(21,000mg | Day 169.Day 197.Day 225, Day 253%)(21,000mg&&5

5 6 Day 1(C2,000mg | Day 43MUZNLUEIF6;BTE (Day 85.Day 127.Day 169.Day
Day 22(21,600mg | 211.Day 253%)(C1,600mgxig5

3 - Day 1(21,600mg | Day 29MUZNLIEF8ETE (Day 85.Day 141.Day 197.Day 253%)
Day 15(21,600mg | [£2,400mgZ1&5

. N S -
4 . Day 1123.000mg | D3y 29RUZ MUK 1287« (Day 113.Day 197.Day 2811

29U—ZV 7

3084

2wks D152wksD29

1,400mg 1,000mg 1,000mg  1,000mg 4B E

3wks D22 3wks D43 6wks D85

terme Twsms

hSDZELERUZE(LEZWilc

|==10AY Ft

»

2,000mg 1,600mg 1,600mg

sER) D BRI

5,400mgzi%5
* RGEEARI DRAIDRETH. 12120 Day 253 (Jik—h~ 1, Jik—h2, Jih—hk3) X(FDay 281 (3/k—b4) DRSHIFHISHRFIE L TER T DT EEUI,

EAR U R

1,000mg 4iBTE

1,600mg 1,600mg 2,400mg

Day 253(CAEBRORIAMFEIRE L CoBEPRIDICR SSNHERAELRIUAE TV U DR 5 Z i)k E TF
DT EEUIE,

NR—254h5Day 2535 COLDHEDZL,

A IMESEDIRZMIRET) $S5 X —5 DZA b, PNHERFRER DZL,

B OB R SESIFFAS (Z2UBATIRER DS 5. IDHON—2 S5+ VERD TILSUZRH)E
BE5ZDIFRUETCOLDHDRAEEZE I 22EE) EUlc. BEDFEZFHBIES (FRkR (O IUAIL
ZHOBETENR) RULDHDOR— 54 UME (EREHDOETENR) ZHEEEU TRHAAISREMRE
TIVIC KB REAIERRNTE (MMRM) ZFA WV T ER kR CEEENUZEEERN0TH D E T DIRFINE
HNENDDENERRE UIc. BEARDREOHDEUESE(IC([F BEESZAVC BREDT TR ARN—X51
IERI&E 2= BV TRRAT Uz, Day 253 (Jik—h1~3) X &
Day 281 (3i—b4) DF—I M RAIDEE(SHUTIFlast observation carried forward (LOCF) %

7 5,400mg 12T

oxonDfr=
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@ 3E:  REIigSOHEMM

ZFEIbEFR N UE B R TR ICBIT U 38BN SRS NI RIIIR 55— 5 D#ER. LDHEDIHI AR SN,
ANEJ OV FIENREIENITIENUE U,

LDHE D #2572 (551b/ MAEEHBR DPNH# TR E)

(u/L)
600 1
i — JURSUR?
500 - FA9ELSD
@ 4007
o ]
a i
300 -
200 -
100:\ T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T
0 10 20 30 40 50 60 70 80 90 100 GB)
=
ANEZJ OEVEDRIFMHER (551b/I1B5K{ER D PNH#k G E)
(g/L)
'|50*E
—— 2JLhSUR®
140 5 FA9ELSD
@ 130
B ]
g 120
DI 111
< 10 J J J J J J
100
90;\ T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T T
0 10 20 30 40 50 60 70 80 90 100 G&)
EREZHAR]
=24

BIfERFIRZEIZ41.0%(16/390) THY . TIFEEBRIFFEREA8.7%(19/394) . LBEREZ46.2%(18/3941) TUTZ,
BEGEEERIF 161 8¢ (Al BEEENERENE 20, FEEEF PERBIAME. B, BD. F2 SBEX. sEUILEY
IMJE. PRESRRZL, BERR N B MU sk, ESUBR AR, LB G HHE. FLIRR P IRARSER. 5. BER IR 141) (2
ROSNF U EEMUBEBRICK DR SFPILFEROSNEEBATU,

6. FIENRUAZE (k)

(RIEMRENEIOEVRE)

BERACF STUAYT BLFHEBRER) LT REOHEEZEEL. 102,400~3,000mgZRsAEE L. AER S5 2B%(IC10
3,000~3,600mg., LSBT E(C1@3,000~3,600mgZ Bz T Do




[ sesuausmie RS EREIRE (aHUS)

4. EEEESENE R GHEPBEERIFEED 12 LDaHUSEE =R & UT-IEERIEN IR
5(ER : ALXN1210-aHUS-3115(88) '

13)HNER  BFESEIROROIFHRINSM I REEAERRE ZNRE U ERHRESMBRER (ALXN1210-aHUS-311) (2020698258%3E8.CTD2.7.2.2.2.7.6.1)

Q@ BRHIE

[FEEN]HBERSHIFAEDOMAROBMEDaHUSEE ZIR(C. MV WRRAMNE. SR O E#
BEFE S & I DFENE IR MR\ (TMA) ZHIH] T 312D LIV UR D a3 A
SHES B
EIPLEES)
01UV DERLU RV BB M EIESST .
O LSV DEYEEENDENEHEIER LKL >TEHHT 2.
O 1 )UNSURCOPK/PDIFIEZRIRT B
O LLNSURHRIRSHBOZEMRUENLESHE T 2.

MABASEFIFEEDBTAE (128 18k ROBA (185FLL_E) DaHUSEES8H (558
Al&361)
KA ANBEETEFRRIF1 2 EELTW D SEBTHEAFPANTZDE 18R ETHofe.

FRHHFANELE MR
2.

FHN 2L AEN40kgl EDBEL

LUTOBRFRFEEICEDIDKTMADIE TV AZE T 2EE

a. AOU—ZV T DN IF AT U— 7 BRI DREEET28 BAD I/ \WrE A1 50,000/ LA

b. ROU—ZVTHRP X (FZATU—Z 7 HERIEAT28 BN DLDHEN EXEE LR (ULN) D
15U LT AOU—Z U JHEPN G RIU—Z 7 RIS 28BN DANEI TE VB
HYEE R K ORI ISR UT= B HEE TR (LLN) AR

C. A (18U L) TIRRIU—ZV THE P OMmEI L7 F Z AEHULNELE FE (125~
181K ClaRIU—Z VB DIMEI L7 F Z MBS ERDI7.5/S— T A LB
(BMBESCIIENMNNERBEDBEEELR)

. BBRBEODSHZDEEDIE UTONTNHICHZET RS

:I]]l'm

BrDEBIBHIICaHUSOBEFENHIBEL TS
. aHUSBEEREAHIBAL CTH 5T TMADFTRNCNIX [EMTORIIC K2 SR ZEDRE - F
S7ZE (PN ITHES) DRI LR T D TMAD TSRS NS

o o

 PBRBICTMAZRIBUREEDS B DB 3EEBA TR I 2 TMADTESR S NS EE
. IUNSUZCB S ORISR 3ELINN (SRR CBEBERNE DI F VA ERB L T WD EE, 1)U

U SRR 2B LANICHERE DI F U RERBUIISSE. DI F VERH 5 2B™ N RE
I 2FECTEIBTIEYBEZ RS T 2DDEUc. TIVNIUR R SEIARIICBERNE DT F
EEELCVIRNOIGEIE DI F U ZEIET 2F TNUEEL CH S 2BE HFREME=ZT
P59 5B0DEUfe

N8WmAREDIZEE. A VTV I VY EDLE (Hib) D0 F Y RURKIKE DI F > Z#EL T\ EE
RO BB MR E N ORI BB LM/ N — - — B W\ 2 B BB (FEEBREDIR SR O

BRI 5% D8HBRBIF EREMETBIECRUCBHEICERE T 2010 9V RITHED
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BRPRRIR

EMBL MR AERIESRIENRRR. RE7EROAIU— =V #RD%. Day 1(TFEICEDINT
REUEIIVNZURYIEAER. Day 15RUZNLEFHRECEIVTREUCHIIRERSE
(C1E. ZNZNERARS LTz, 26 BRI OIIEIFHIRIL T %, iz RR4. SERMEL,

< 2IWRSURDBERTIa—Ib >

2VRSUZ®D Day 1 15 71 127
58 (mg) HERE SRS

AE40kgll E60kgKitE 2,400 3,000 3,000 3,000
{AE60kgll L 100kg=KiiE 2,700 3,300 3,300 3,300
{AE100kg £ 3,000 3,600 3,600 3,600

TR (268 ORI T &)

LLRZUZED Day 183 239 295 351
&52(mg) YIS

{AE40kgI_E60kgRii 3,000 3,000 3,000 3,000
{AE60kgl_E100kg=E 3,300 3,300 3,300 3,300
AE100kg £ 3,600 3,600 3,600 3,600

Ex =l Day 183X TOTMATRSZ 3™

TMAELEIERFTOHRE. TMARSENDREBENHR . EMOER " HERREEBE
(eGFR) DREIEBRUNR—2S5A VHEDZEAL. 1BHB IR (CKD) 27— MiRZH/ S5 X —
S (M/IRE. LDHB. ANEZOEVE) DRAEEBENRUON—RX 5S4 VMo DELE. ANEJTOEVE
DR—2S54H520g/LELEDEN ., QOLDR—I 54 Hh D21 (EQ-5D-3L*° FACIT-
Fatigue™®)

%1 IIRZH NS A —F (MIRER OLDHE) DIEREE R OMEI L7 F Z ANEOR—R 54 VS 25% U EDETFETET VR ET D, 408 (288R) LA
FDEREZE DI T2EBIE UREE (R UZDBEISHEUEN G NIE. ZDEAE) T TMAREEN DL COEELA B ITHaE U,

%2 1IUNSURRSEIERISEUARICB ZZ T TV BB R EL. STHER R B EZ T TOVEAMEZ T TORh S ISR U Z NS DEIg%E
5Oy

%3 IR EUIcHDeGFRTEHMIIL. R—2 5+ VR UTE . &2E (B3 L) XIFE(EICHEEL .

x4 438/ (288/™) L _EDRFRZ &3 C2EIAIE UTS IR E (R U2 DEISEIE LI BN S NS, ZDSRANE) CHEERUIZ.

%5 EuroQol SIEEEDIERMEEIRAZA L.

%6 18ml EDEEFFACIT-Fatigue DERIZR4HR. 18mAmDES(F/INEFACIT-Fatigue DERBZRZ AL,

BMRITRRERFFAS (BADBTHRER) & Ufc. TESHEIES T dDay 183FTDTMA
SEENCOVNTIF. FEITELTLIVLNIURR SFHP TTMATEL R LIS & DRt E A
95%ClZEEH Uz, 95%ClIFER A IE 2@ UIc A0 AR LUAIC KWK eIz, Bl FHEIEE D
TMASERZMEM E CORIRBIC DL TIE. Kaplan-Meier REE KD IR E(ER L. &hE Thfl
95%CIETRUIc. TMASELE DRI AT O VBEDR—2 54 Uh520g/LLLEDIEN
(&, BFHIERF R CER UCBERN O ZDESZMmAII5%CIEEDITRUIC ST DBE I 5T
R CBEMZZIT TV EZ (T TOIRD S B R UZNSDEIGZERUIC, BT ZZ(F TLIC
B DS 1F, mRIOS%CIZER Uz CKDAT — VB DEE DS IFmRI5%CIZE R Uz, eGFR. I
BERY/NT A= (M/)\WRE LDHE. AEJTOEVE) . QOLIC DWW TIF RIEEBAEICLDEGHRTE
7 )L (MMRM) % SRBEDEEAT TUNIVHIRE SFEDREBEDNRN—R 51 VEDBETEFRNRE
ZE2LUCERL, SRR COZENEOTHRVNESHZEHESR LI,
2EMICHZ . BERAERIC OV THET R OHE U,



(%

E

gl

E

d

(FAS)

LSk (n=56)
TR n (%)

Bt 19(33.9)
gegi3 37(66.1)
2JURSURHIEHR 5B DOE. T (SD) 5% 42.2(14.98)

A n (%)
BA 29(51.8)
FIT N 15(26.8)
BAA 3(5.4)
EARET TUARTAUAN 2(3.6)
FAUAFEERXIETZ S ANTER 1(1.8)
F DAt 1(1.8)
NG 8(14.3)
A8, 5 (SD). kg 729017.61)1
SE. ¥ (SD).cm 166.1(9.21)
Day1ICTMADE#E &z Uz B . n (%) 30(53.6)

aHUSTER D FERF D fin, 15 (SD) 7%

41.49(15.798)

BTN (%)

29(51.8)

BB n(%)

8(14.3)

[/ iR, 15 (SD) 5, 10°/L

118.52(86.440)

LDH{E. 5 (SD) !, U/L 702.38(557.959)
ANEZOEVE F(SD) ' g/L 86.26(14.866)
eGFR. F15(SD)**. mL/min/1.73m? 15.86(14.815)
CKDRF—3' n

1 0

2 3

3A 1

3B 2

4 9

5 39

SD : 1R fRE

* BHONEZRIRGL T n=55. § M/JWR#<150,000/uL. LDHEZ1.5XULN. ANETOEMESLIN. [IEI L7 F Z=ULN,

§ EAEFE 1 130~400%X10%/L. || X : 120~246U/L, 1 E4EEIF 1 115~175g/L. % EHEGHE : =60mL/min/1.73m?,

1T n=54
ULN : B#E{B LR LLN - BEX4E TR

39
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40

@Day 183F TOTMASE R [FEEHIIER. FAS]

Day 183X TOTMATEZEMIF. 53.6%(95%Cl :39.6~67.5) (30/56fl) TEB S NF LTz, MIMREDIEE{EIF
83.9%(47/5681) . LDHBEDIERELIF76.8%(43/568l) TEMENEUlc, MBI L7 F ZMBERR—XS5AVH1'525%
DLHETUIZBEDEIG(358.9% (33/568)  MRFHIEREL™ ZER LI BEDEIGE73.2%(41/5661) TUI.
FIo.BERAEFDOY T T IV —TERICEVTE 3FDVITNETMARLENEZER LF B A TUIEA, 3526ITlF
M/)\iREL, LDHER O IR FHIIERL* AR SNE LI,

MU REDIERAE (150X 10%/LLLE) R ULDHEDIEE L (246U/LLT) Zii 3 iHa e Uiz,

@ 52BDHy A TIRRDTMATERRR) [FAS]

MEHIERICAFN TMARE S ZER L. T —9 Dy hF THE TDTMATEE=(F. 60.7% (95%Cl : 47.0~74.4)
(34/564) TEMRINZE Uz, M/IMREDIEREE(EF85.7% (95%Cl : 75.7~95.8) (48/564l) . LDHED IEE{LIF
83.9%(95%Cl : 73.4~94.4) (47/56f) CEMINFEUIc. BT U7 FZAMBERNR—=I T4 V5 25% U EETUL
JeBEDE|E362.5%(95%Cl : 48.9~76.1) (35/56f) . RFHIEREL* ZER U BEDEIE(380.4%(45/56
Bl) L1z,

Fe . BRAERDY 7T IV—TEIFTICEWVNTIE. T—I HybF THDOER T 3FDNITNHTMATRE = ZZER L
FHATLUI,

MR IR (150%10%/LLLE) ROLDHEO R 246U/ T) il T e Uz,

52;BDHY A TEFRD =
& 52BN A TEEOTMAS S ER OHEES
TMAZSZ=3 TR

%) 1:95%Cl %) 1:95%Cl

100 - 100 - 85.7 83.9
@
S 80- 60.7 & s 62.5
W 5
i A
5 60- ¥ e0-
=) b
% =
R 407 &ﬂ 40
K
d &
|
< 20 E 20
'—

0- 0
(n=56) M/IRERD LDHIE®D MEIV7F I MED
IEE1E E&E1E R—=2SA4IH5
(n=56) (n=56) 25%LEDET
(n=56)



O TMAR2Z3ER 3 T ORI [E:REHEIER. FAS]

F—9hvhF THDOIER T TMAT 2= EN E TORRE (PRIE) (F86H (95%Cl : 42.0~401.0) T, ZDEEF
POk S5#%78H15401HTUI,

TMASEERNERE TOHIRM

(%)
100 - + 15480061
80 A
@
bl
Heu] T ™ T T T W T T
w60
H
b
&=
i
»
R
ﬁ 40
18
<
=
[t
20 4
0,
TTTTT T T T T T T T T T T T T T T T T T T T T T
BL1529 57 8 113 141 169 239 29 351 407 463 519 575 631 687 743 7% (B)
822 4 71 99 127 155 183
[t
n 3% 2 NN 19 19 18 15 13 12 9 7 6 2 1

56 51 36
5443 3 29 ¥ N 0 19
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@ TMASE2Z=3) DIEIFHIER (B REHEIREE. FAS]

26 BB DOYIHAFHIHAB P ICTMAREZ N2 ZER UIZ3061F2 T . Day 141 DREFECICTEER=MICEIF U,
TMASEERINENF COMBPRRIEDSOHLEE. T2 RN 2 ZER UICBEDEIGEF—ELTWLWELIZ, —EBDERET
[ TMATZ2ZER % ENDRFHBIEE DEEZE/-L TV RV —EFHICEBHSNE LI,
TMAZE2ZHDOFHHIEE DS S M/IMRE DB REHFEHS51N. Day 150DXKREHITICBFHZBI2ERENER
bR LR LT,

Ko BARANEFD T T T IV —FERICBVTIE TMATREZ 2 DOFHiHEE Z 1 TEB M HER U 280551 6lEDay
99D KB CICLDHEDIESE(E7ZZR U, Day 113K CICI/MREDIER{LZZRLE LI, B3 16llEDay
57 DK E CICLDHEDIES{b7Z2ZER U, Day 8 DFREEFE TIC I/ MWRE D IER b Z&ER LT U,

TMASEE 5 DFREFHIHERS (Y] RAEFEHARS)

(%)

100 4

40

B
80 -

HD

s

\J

5 601

=

)

& 404

K

e

£ 20 1

'_

o

T T T T T T
8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (B)

=R
n 55 55 55 54 53 53 53 52 51 50 50 50 50 50 49

TMASE2 R3O IR B OREFV S (FIHAFHEHAR)

(%)

100 -
4
W
S
Ho
s
H
D
=
i
W
m
g 20 - —o— LDHIEDE#E
fia —0— MVREDIEREL
—— MEILT7F = VEDN—R5A VH525% EDET
0
T T T T T T T T T T T T T T T
8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (B)
EHERHAR
n 55 55 55 54 53 53 53 52 51 50 50 50 50 50 49



Q@ MFEFH/NSA—I DAEERVUN—RS5 414 U HSDE{LE [BIREHTEIEE. FAS]

/R D TFEIF R— RS54 2D 118.52X10%/LhoDay 8T240.34x10°%/LICENU. 265BRE DR £
H7ZEELT227X10%/LiBTHHT N RINFE Uz, MEHIRICE VL TIE. T —9 A THDRREF T205%10%/L
Bl ETH2TENHERINE UIc, LDHOFIBFIRSRBE RN -5 VDSEPHTETLU, ZDIFEALFIRSHEA
#117BLAICERHSNE Uz, COK NIFEEHT R A Z@BL TS NE LIz Bl IC S WL TE. T—9 hvbk
ZT7HDEFRFET215U/LEmICHFCNE U AT O Y O EBEF IR FHE R £ A% 8 U TEPHITIEINLE
LTz RHARIC BV TIE, T—9 hy b A THDIRE T120g/LBICHERF S NFE U,

Fo. BEAEROY 77— TERIFTCH VT MAMREDOFHEEF R—2 54> D74.50x10°/LhEDay 8T
106.33X10%/LIC#EIIL. Day 463%BE MHFHERES LU T -9y A TBE TOEER T164.00X10°%/L
(Day 113) ETH BT ENHRIRINFEUTc. LDHDOFIEF IR SRIIBEBN—ZSA UDSEPHTE FL. ZDEEA
EFEE5RMIBE 1 AALAICRDSNE Uz, COK TSHIEFHIRE Z8 U Cifis SNE Uiz, Day 29L&+ #AFHIER
BT —9hyhA T7BETOHEERT392.00U/L(Day 29) % FO2ME THIFTINELIZ. ATEIOE VDFHIE
[FAHREHAEAR 24258 U THER D CEBIILE LTz, Day 11 3RS AEAsHEHARI DSRARES Tl 115.00g/L (Day 113).
F—SI YA TBE DR TIE112.67g/L(Day 351) A OB THIFTINE U,

MAVRERON—2 54 Vh S DE(LE (FHHEL95%CI) DH#ER (#IHASTEHHAR)

e

(x10%1)

285
270
255 +
240
225
210
195 ~
180 -
165 ~
150
135
120
105 -
90 -
75

T T T T T T T T T T

T T T T T
BL 8 15 22 29 43 57 71 85 99 113 127 141 155 169
gt
n 56 53 54 52 51 51 51 51 49 50 46 48 47 45 46 48

V) \ii#8

183 (B)

R—=ASAVHSDE(LE
(X10°/L)

M/VREDZELE

4318 ] —o— =AlfE
15 —0— EFIVICEILIE

T T T T T T T
8 15 22 29 43 57 71 85 99 13 127 141 155 169
R
n 53 54 52 51 51 51 51 49 50 46 48 47 45 46 48

183 (B)

REDEEAT TUAIHREN—-IASA VEOBEEERDREHZELLTOREMRETIICLBREATEZE (MMRM) ZEiE LTz
(BEANDEE | £OBHEE I ToeplitzZAB L) o
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BRPRRIR

44

LDH{E

LDHiEDOZ{LE

LDHERUN— 54 Vh S DE(LE (FHEL95%CI) DiERE (FIHAFTEHAR)

KAlfE
(/)
855 1.
815 -
775

T T T T T T T T T T
BL 8 15 22 29 43 57 71 85 99 113 127 141 155 169 183 (B)

R
n 56 54 54 54 52 51 52 50 50 50 46 49 49 47 46 48

N—=RSAVNSDELE
(/1)
40
_30 -
-100
—170 -
—240 -
-310 -
—380
—450
—520
—590
—660
—730
—800
—870
—940
-1,010 1
—1,080 -
-1,150 -
—1.220 1 —o— s

—1,290 - —0— EFIVICEILIE
—1,360

T T T T T
8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (B)
EHRE
n 54 54 54 52 51 52 50 50 50 46 49 49 47 46 48

KEEDEENT TUAINHREN-ZISA VEOBEEFNREHZEEEUTCSEAMRE T IVIC LD REAEZE (MMRM) ZEHE LTz
(BENDIRE O 8EEIFToeplitzZZALV) o



ANEZOEVE

NEJOEVEDELE

NEJTOEVNERUR—RS54 VH 5 DE(LE (FIIEL95%CI) DHER (FRAFHEHART)

e =]
(g/L)

155
149
139 -
129 -
119 4
109 -

99 4

89 4

79 4
T T T T T T T T T T T T T T T T
BL 8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (H)
R
n 56 37 46 50 50 50 50 50 49 50 46 48 47 45 46 48

R—=RASAUNEDZE(LE
(g/L)
85 4
80
75 4
70 4
65
60 +
554
50
45 4
40 +
35 A
30+
25+
20
154
10 4

—-o— EAIE
—> j —o— EFIICEIIE

T T T T T T T
8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (B)
A
n 37 46 50 50 50 50 50 49 50 46 48 47 45 46 48

KEEDEENT TUAINHREN-ZSA VEOBEEFNREZHZEEEUTCSEAMRE T IVIC LD REAEE (MMRM) ZEHE LTz
(BEADRE O BEEII ToeplitzZ2AB L) .

45



BRPRRIR

46

ONEJTOENEDR—RS A VHh520g/LLA LOIEN [BIXEHEIES. FAS]

26 BREDPHAFHEEARSCB VT, 5664064 (71.4%[95%Cl : 58.7~84.2]1) WAEITOE MEDR—R 51 VH5
20g/ LA EDEN7EER LEUIC. T—F HvhA THDEFR T #i/zIC5HANER LE U,

Fle. BERANERD Y T —TEATICEWVWTIE. 3B 28I IEHARIC B VL TAET OEHEDR—I S5 A VN5
20g/U ED#EIIEZR UE Uz, 7 —9 Hv b A THOR R CHIEIGER LB E WV EE A TUR,

NEJTOENEDIENZER LT BE DEIE (95%Cl) DHERS (FIHAFFEEART)

(%)
100 +

ANEZOCEDR—RS A5
20g/L F DN ZR U EE DS

8 15 22 29 43 57 71 85 99 13 127 141 155 169 183 (B)

ERERAAR
n 53 53 53 53 53 53 53 52 51 50 50 50 50 50 49



@ eGFROAIEMERUVUN—Z S5 1 V5 DZEAL [BIREFHEIER. FAS]

eGFROFSfEFDay 15 TICEMNH HS . 26E—E D YIHAFHE R P TR A ITEBIILE LT, k5t HIRE Tl 5660
43fIh'Day 407F THELTHY. 50mL/min/1.73m B LE Uiz, BBIERED D 28%ICBIFER—RS5A >
BEDeGFROTHE(SD) (E14.81(5.867)mL/min/1.73m*T&Y). Day 15F TICEINFH511(23.29[20.637]
mL/min/1.73m?) .Day 851328.29(13.817)mL/min/1.73m’ #HAFHERAR DR T B (Day 183)(329.00
(15.824)mL/min/1.73m*T L1z,

Fe. BAANERDY I I —FEATICHNTIE R—2 54 VBEDeGFROFAIE (SD) [£10.00(3.000) mL/min/1.73m?
THh SRR THE R (Day 743) FTELIZHFSNFBATUI,

eGFROD#ER

(mL/min/1.73m2)
150 -

T5fELSD
125 A

100 -

75 A

eGFR

04+
TTrrr 1T 1T T T T T T T T TT T T T T T T T T T T
B8 22 43 71 99 127 155 183 239 295 351 407 463 519 575 631 687 743(8)
1529 57 85 113 141 169
BRI
n 555452 52 50 46 49 45 45 44 44 43 37 28 24 13 " 9

5554 51 51 49 50 47 48

BIEZTTVNDEEDeGFRIF10mML/min/1.73m’ELTHISELZ.
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Q@ ERDEE [BIREHEIER. FAS]

N—R 54 VB3R SHEBBISHUAIC. 2961 (51.8%) B ZZ T THY. T—I Dy bF THDER T, 296Id
1861(62.1%) HEBRPICETZ P IELTVE Uz, ORSHISHURICEN ZR (T TVRN 22278055, 204
(35.7%) (FBH 7R LDIRAEZ MR U, 76l 38R RICENT 2RI LELIZ. CNS7HRefI ClEREMBAER R T
BT E T UL,

FIo  BERAEROY T 7 IV—TEMICHEVTIE AR—= 54 VX (SR SHBRISEURIC3GIT 1 FINEN 22 TH
| RICEHRER R COBMDUE TUIC. IR SRISHURNISERZZ (T TLRN 12 26lEV\ I N, R 551B%E
(CEM7ZFIIBL. RICEMFEERR CEMMUE LI,

@ CKDRF— Y [BI:REHTEIER. FAS]

BEDKEBD (IR 54 VEHICCKDRT — V4R (FETUICe R—RA 5 A VKR UDay 18307 —9hF5NIc476ID>
5.3261(68.1%) [CHEWNTCKDRT —IHR—=RS5A VKK FUEUIz. TMATERZ 372 &0 L2 306151961 TS,
TMASE2Z=MERN & OPRFHEHIEPIFCKDR T — I DIE FZE#F L TOE UTc IR Cld "—R 54 R UDay
407 DT —IMESN426ID 55, 29411 (69.0%) TCKDRT —IHN—X S5 Y KNE T UE U, #IEAFHEHAR CCKD
AT —IHRAELIZ26(E. Day 1830SilkiABDRE DR TAT —I5h 5L E LI,

Fe BERANERDY 7TV —FENICBNTIE N—RS5A VEICCKDAT —Y5TH 4 AIHAFHf BRI ch & Uikt AR D
EAFHIEFR (1611EDay 463, 26l(EDay 743) FTRAT—I5DFEF CUIZ,

R—254 Yh5Day 407F THCKDRF —J DHERS

Day 407MCKDRF—

R=254 2D (N=42)
CKDRF—Y 1 2 3A 3B 4 5

n (%) n (%) n (%) n (%) n (%) n (%)
1(n=0) 0 0 0 0 0 0
2(n=2) 1(2.4) 1(2.4) 0 0 0 0
3A(n=1) 1(2.4) 0 0 0 0 0
3B(n=2) 2(4.8) 0 0 0 0 0
4(n=7) 0 1(2.4) 0 3(7.1) 1(2.4) 2(4.8)
5(n=30) 4(9.5) 6(14.3) 5(11.9) 1(2.4) 5(11.9) 9(21.4)
a5t 8(19.0) 8(19.0) 5(11.9) 4(9.5) 6(14.3) 11(26.2)

COET I 2L O R



@ &5E15#k : FACIT-Fatiguef$ 237 DRX—R 54 U S DZE{LE [BIREFTEHIER. FAS]

26BRIDMHISHERI Cld. Day 18318 TF — 9D ESNZ44BIDR—2 5 VS DFACIT-Fatiguef8 237 D
ZALBDTHIE (SD) 1F. 19.15(16.212) TUIz. AR TlE . F— I MBS NZEBICHBFDR—R 51 VD E5DET L
SOTHIEIF. Day 351 (n=40)T19.29. Day 575(n=22) T16.75, Day 743 (n=8) T8.81T Lz,

e, BAAER DY T7 I —FBFICBIT BR—25 A VD SAEHERNL T (Day 183) £ TOZ(LEDFHIE
(SD)1.6.67 (5.508) TUIz. #EE AR Clat, F— 9 h1E5 NIz 2 THEE T3EL LD EEHBHSNEL.

FACIT-Fatiguef8 2 377 DIF5(E (95%Cl) DL

50 -
n 40 §
M
X
(0]
3
B 30
©
w
=
(@)
<
Y- 20
10 l TT T T T T T T T
BL 29 71 127 183 351 575 743 (B)
8
ERE2HAR]
n 51 52 50 49 48 44 24 9
53
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Q@ S5 : EQ-5D-3LAA7 DR—R 54 VhSDE{LE [BlREHEIER. FAS]

26:BRDYHAFHIEAR ClE. Day 183 T —I D ESNI246FIDN—Z 541 VA BDEQ-5D-3L XAV DE(LED
MBI, 0.22TUTE. ik Cld. Day 351 DR CTT —I N BoNIc42B|DRN—RX 54 U5 DZE{LEDFSEF
0.25TUJz,

Fle. BRANERD Y T 70 —TEAICHS WV TIF PIFHEHARE Tl "= X514 VDS DZELEDFEIEIF0.05TLI,
RIS TlE. Day 351 (n=3)T0.04.Day 575K U'Day 743(n=2) ©—0.01 CULI,

EQ-5D-3LR 07 D¥1IE (95%Cl) DR

1.0
0.9 -
N 0.8+
R
074 ~— o .
2
]
w 0.6
0.5
041 T T T T T T T
BL 29 71 127 183 351 575 743 (B)
8
ERERHRR
n 53 52 50 48 48 44 24 9
54



Q@ EHZEHFIR

MERDBERECS(F IR SHBEAZEL T, RuE

&, e DR YIRS (R5%& 300 LIRICAIE Ul BB BECS

BEN0.5ug/mLKiHE) SNFEUIZ, 3BITO0.5ug/mL_EDMEDERCSBEN4BEHRERINE LI, ISk

CEREAIEDIZHICERIMS N2 TDRRIFDI9.5%B T\ Al

EMBIF0.5ug/mLkmCcUlz,

F 2 TOHANEA T BSHELAZEL T2 COMETERHCSREN0.5ug/mLkiE cUiz,

HABEERIRGEDaHUSEEICHIF 3 MEPERCSRE-BEIO0T7 1)L

25
HHRE T RARS T RARS
(ug/mL) [= .
100*?
10 4
10
%
0 11 S
O 14 % «
e P s
;gl 777777777 ¥7*77777777>t 777777 *7*7 *
« i P - : : * "
o.1*f¥ i*ii*?iii 1 E i |
LIREEARRE L T m =
001 | T T T T T T T T T T T T T T 001 i T T T z
1 15 29 43 57 71 85 99 113 127 141 155 169 183 351 575 743 B
RS
n 54 55 52 52 51 51 50 49 44 49 48 46 45 46 42 23 8
BARAEH
YHRETHERARS HrETRARS
(ug/mL)
100*I
10 4
10
o
ay
Ln 14
O 14
ﬁ 7777777777777777777777777777
- I
0.1
14
0 -1 _ul || o [o)
0.01 - ‘I I 0.01 ~ : ‘# ;
15 29 43 57 71 85 99 113127141 155169183 351 575 743 B)
R
n 3 3 3 3 3 3 3 3 3 3 3 3 3 3 3 2 2

Eusnhoism ERss WHRS5%

- -~ MEPHERECSREO.5ug/mL O | MBEPCERETIIE. *  HUE

FEDPREBOKFHREPRIE, LRk U TiREZNENEIMUDUIHRUSE WD MUIEZRT . O1F 1351 U LRR UMM

RO 15X HEZRT
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52

0=l

HicHAR (5285 —9 Ay hx THET)

F—I9NvhF THER (RSEEOHRE74.07:8) (CHEWVWT. EIfERFRIRZEIF34.5%(20/588l) TUTz. EREMERIF
RN OBEEIREN'E5.2% (53/586) . U/ SERBAME. BD\ Bt P S =V P2 /NSYR T S—BEMN -TILI =V
NSV T S—TEN0. LIEERTE. TR N'E3.4% (52/5841) TUIC. EEREESBRIFI3I34) (A, SMENEZ34].
BUMAEIES 3w | RESRRG, FFERELAM M REBEEER  REBIENS 2613 [CROSNE Uz, FIHASHEEARIPIC
SO AR (BRI S 30 2451, KRUEDARIMASSE 141, BEZPUEIN 1 61)) (CRHSNFE LD TILAIUR EDRSERLE
HBE S NI LI IR RP DR TIIEROSNFT B ATUIL. BEBRICKLDERSPIEAF 3 (BSREESMEEA .
R M I/ RO A M SR PR . BBEAHIAYE 161) [ICROSN. 55 14 (e M I/ MR AMEREER) [ LISV ED
HARBERZESECEFEATLU R,

T =9 hvb A THDRR T, BEEKERFEDRSIFHIE A TUED  REIDRSICRUBEIRRERREICN T 2%
BHEENME T I TR DB Ich TEBLIES W,
% MedDRADEASE Tl I ERL B REBIEAERS T 5.



ZEED10%LLICROOSNTBEER (5287 —I AV bFTHET)

584
JJVRSURCRSHAR] GB) (F91E+SD) 67.97+34.374
2EEER 100.0(58)
=4 37.9(22)
TH 32.8(19)
Bt 31.0(18)
=) 25.9(15)
RAENRE 25.9(15)
SIMNE 24.1(14)
HE 20.7(12)
PRESRRZ 19.0(11)
i dasE S 19.0(11)
REMEZHE 17.2(10)
IR 17.2(10)
L7 15.5( 9)
_FIREER 15.5( 9)
i 15.5( 9)
=t 13.8( 8)
&m 13.8( 8)
BN 13.8( 8)
HEbRE 1210 7)
FENESHFHE L) 10.3( 6)
{EAHUD LAME 10.3( 6)
BR=ERE 10.3( 6)
&Rz IR 10.3( 6)
AhERHE 10.3( 6)
U 10.3( 6)

MedDRA ver. 21.0
FIRENG% (%50
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Euu,*ﬁ%ﬁ —BERANDHEN SFENBT — I DHFTH, AR IS NN THUBA LET
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[ sesuausmie RS EREIRE (aHUS)

5. ERRERAEMERER (18 kB DaHUSEE R E U-FESRIEXEBIER : ALXN1210-
aHUS-312:%88) '

14)HNER  JFERANSM I FREEAE R O\ REEZNRE U ERHESMBFER (ALXN1210-aHUS-312) (2020698258%58.CTD2.7.2.2.2.7.6.2)

Q@R HIE

[FEENEEEEEFRAED/NEDaHUSEE ZNSRIC. M/ WORAME. BN OBk E7T
W& T DEENEE AR MR\ (TMA) 23188 312 D 1USUR OBE DM ETHET .
EIPEE)
BEPERIFEBEDES (Ih—N) ETIURY BEREDSH H8E (IM—R2) [CBVT,
OIS URPDREMR U BB EEET 5.
O LUNSURCHEWEEENDENHEHHIER C K> TEHET 3.
0 1)UNSUZCOPK/PDISHETRIRT B
O UNSURCHEHBSEDORLERVOEMMEETHET 5.

18mARBD/NBDaHUSEE
JR—h1 1 2161 (3BE8ARAIF141). Jk—b2 1 106 (55824 AlF44)

1. FEHHN1 8 Aim CAEN kgl Lk

a. JiR—M ARSI SEDRERE

b. JR—b2 11 2mE 1 8imaim (BALMN D/EREMEEKES) M (31 8@ (HADEREN
EEKRE) T AJU—ZVJHIICO0HBM ETOURY TEEEZ T TV cES

2. IR—M T UTO2THEEL. TMADIEF Y AW R INcEE

a. A7U—ZV 7B I(F R U—Z 7 BRiaa1 28 BN DI/ \Wr#H 150,000/ uL K&

b. ROU—ZVTHREHXRI(FAIU— T 5aaR128HL N DLDHEN % F s N ORI DE%E
E_EFR (ULN) D 1.55 M E T ATU—Z VTGN RIU—Z VT Risa1 28 LA DA
T OB EZF RN OMERCH T 2EEB TR (LLN) T

C. MBIV 7FZANENRIU—ZV T ROEHICHIFDEEEDI7.5/N—tI 1 )L k(B
BEEDEHICBTNNEREBEFIEI L7 F ZVEICHH DS T EEEUR)

3. R—k27T. aHUSDEZRECER D b o fe B (TMAFERRFDOLDHEDULNZ LB% 8. I 7 F

ZVEOULNZ LB1% LR, MV WREDLNZ FEHE FHIRERE CERINTVIEBEEZEZD)

4, DR—R2T. RIU—ZVTBICUATDETHEZE L. ZEUVETMAREEICKI TIUXT T

W BDRIGEDREEN IE T Y AW RS NcEE

a. LDHEA ULND 1.5

b. M/IVREH 150,000/ Ll E

c. Schwartzit & &R U fceGFRA'30mL/min/1.73m* & _tE>T W fz

5. BBEEEDSH. UTOVITNHICEHE LIRS

a. REDBBABLFICaHUSDEHEEN % D

b. aHUSDEFEFENBES MR 2 TWLIRWLDY, CNIX [EMTORIIC KD EINEIEEDRE - HE
ZEB (PN EHES) 48 LT 2 TMAL SRS N/

6. FIERURHE (k%)

(HFHESAM 4 FRESEEIRER)

BE.STURRT (EBLFHEIER) LT BEDHREZZEL. 10600~3,000mgZRisAEE L. #1015 2:84(C1@300~3,600mg.
LIpgAEN (F8BTEIC1@300~3,600mgZ ks 3 %o

9. HENERZRT HBBICHT IR (TR

9.7 IR

GEMEYRM$PRESAEAEIRES)

9.7.2 FESkgRBD/INEEFENREUVCAMER O R E M ZISRE VTR RERBLTLIRL,




6. DIGZICTMAZREEUICEED DB, D& 3HZBR TRt 9 2 TMAD BRI NIESE

7. LUNSUR RS DORRIBRI3ELNN SRR ICBIRRNE DI F U2 ERL T\ EE, 1/UMS
U215 SEaIART 2 BRI ICBEIERE DI F U A EB UICIS S 1. D0 F ViEEH 5 2 BRI RE
TRECTEYGIHEYEEFHIRE5TDHDEU. LILMSUR R SERBHIICEBIERE DT F
FERBLUCVRNSIBEF. DI F U EERT 2E CROERLTH S 2B LF ALY EsE
FHRETDEDEU, DIF VEEEZ(TONRVES G 2R SPBENUSHIZS%8H B/
[F AEYBEDFIAR S EZIRINE RSBV LU

8. AV IILVIVHELE (Hib) DOF Y RUBRIRE DI F U =iEB L T\ 2EE

9. IHRTTBE R L B E R ORI AR @/ S—h F— D WV B BMEBE(E EBREDR SRR RO
BRI E5% 081 A™MIF. EBREESTEEICRUCBHTICRIT 2 HA IV RITHRD

MRS MR EIFESIENBRER, 27— V78R (Oh—MN EEE7E/8. Jh— 2E8E
288 D%, Day 1ICHEICEDIVWTRELIE LILMSUR Y OABEEIRMIIRS Uic. Day 158
O NLUREIEET26BRIDAESE LT, 4AE20kgbl EDEE(FSBRRE C. 20kgR BN EE 48R/
G A E(ICE D<M AEEBIRNIIE S Ulc, 265BR DMK T 4. AR F R4 5F[

571 O it

< AWRSUR DBER S 12— b (26 BREOREHRESE) >
LLNSUR'ORSEMY | WERR | o nﬁr;:gi@m o | ERSORE
{AESkgllE10kgi 600" 300 AR
{581 0kgll_E 20k 600 600 4ERER
(K8 20kgll_E30kgHH 900 2,100 8ARR
(5B 30kgll E40KgHH 1,200 2,700 8ER
{AE40kgI H60kgRR 2,400 3,000 8B
{AE60kgl E100kgsHiE 2,700 3,300 83BREE
{AE100kg _E 3,000 3,600 [SEE ]

% BYICREL T DAERIFE300mg T oo h, BRICHE S NT L= HE/INEPK/PDERAT (Skgll_E40kgFRBDEE AFIN
Day 715 CIREEHE T UIICiT-10) IS T, Skgll_H 1 Okg B E R Tla600mg MBI R IEIE 5B TH 5EmE
SN K - ABEZEUL,

EEL 0=l Day 183F COTMATRLER™ (IR—h1 D)

TMATELZEMEMF CORE (JR—M DFH) . TMATREE=DOREFNHE (TR—M DH) . &
OB HEARIEBBE (eGFR) DAIEBERUN—2 51 UhHDZ1L. 18I BERK (CKD)
AT —IVF MR/ VS A — (VRS LDHIB. AT O VE) DREEROIR—S51
MSDEEBNAEITOEVBEDR—ISA VH520g/LLL EDEIN* (Th—M D) FACIT-
Fatiguefd X7 *°DN—=2 54 UhBDZE(LE G _EDEE)

¥ MARZH/ VDA —9 (MREN OLDHIE) DIERIEROTEI L7 F ZAMEDN—254 U5 25% L EDE T ZIET YR ET . 487 (28HR) U
OB ZESIFTC2EAIEUAREE (RUZOBICAEUEN HNE. ZDEAE) T. TMATZLEHMDL TOEEEFICIHaL U,

%2 1)UNSUR R SRHARISBLNICENZZIT TV BEZRNREL. SFHlE R CEN 22 TV FIBEZ T TORBh BRI ZNSDEIG =
AL,

%3 FHINRE U HDeGFRTEHiIL, R—R 54 VR U TR T ZE (BER L)  IFRIbICHFELI.

x4 48/ (28H™) M _EDORFEZ (3 C2OAIE LI REE (RUZDREICAIE LB S NS, ZDSRAINE) THEERLIZ.

%5 J\BFACIT-FatigueDBRZEZBUL =,
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BRPRRIR

ENEET N RERIFFAS (BADBITHSRER) & Uz, TEFHAER (JRh—M DH) THdDay
183F COTMAREEMIC DOV TCIE LILMSUR DR EEZ S BEICHBIFRTMATEE=WNHEID
| GEHEt Ulco CNIF VNSV R DR S EZ S BB (CBIFTDTMARLENBHIDEIS D HEHER
U'95%ClZE&EHUTCE Uz, 95%CliFClopper-Pearsoniiaz U E IEE/RMEFERFRICE DLV,
IR—M DBIRFHBIEB(CHE WV T TMATEEZ=/EME COHRBIC DOV TIF @RAI9S%CICHET
Kaplan-MeierREEH D MERZER UIc. TMATEEZNOREFIHER . X—X 54 hom20g/L
BLEDANETOEAMEOENF. @ERI95%ClZEHEL L CER SRRICHIT DRI EZ DEIGZR
UCRRBFICERN U,

TR—M1 DR—R2DRIREHEIER ICEWVW T ST OB EF SRR TEMZZIT TN 2EBE LR
TORWVEBEDFIHEZDEIGZERUIC B ZZIF TV CREDEIGDmRAII5%ClIZER Uz, CKD
AT —=IFNR=ZFAVDCKDAT —IEHBUTHE T BIL. ZE (BERL) DG EZ NS D
BERNICENUIC. AT —I DRI EICENSDEIEDMEAII5%CIZERUIZ, eGFR. MiEZHY/ Y
SA—S (/) \Wr#. LDHE. ANEZ O E) . QOLICDWTIE. SREEDEE AT IUAILIR M UNEE
BRBEDR—IA 54 VBEOEEEFRMREHZELLUTCRENEICKDEENRETIL (MMRM) ZH
WTIRE L, S5l R CANE (E0) M EFN TV THEA TES LI UT,

2EMICINR . BARAERC OV THET R OEHELZ,

6. FERUHE (k%)

GFEEUS M4 FREAEAEIRES)

BHE. S TURR T (BELTFHEIER) LT EBEDREZZEREL, 1E600~3,000mgZhsAE L L. #1E1HR 5 2;:8#(21@300~3,600mg.
LIpg4BNF8ETE(C1E300~3,600mgZRiERSE S 2.

9. HENERZR T DEEICRHT IER (TR

9.7 INE

GEHELAIM 4PRSAEEIREE)

9.7.2 RESkgFRBD/INEEENREUICBWER O R 2 M EIFIRE UTCERREBREZBL TV,




FEER(FAS)

| Trh— 1 Trh—h2
e (n=18) (n=10)
MBI 0 (%)
S 8(44.4) 9(90.0)
i 10(55.6) 1(10.0)
LRSI SR DS, T (SD) . 5 6.4(4.51) 11.0(4.97)
AJE* .1 (%)
EA 9(50.0) 5(50.0)
BN 5(27.8) 4(40.0)
SEIN 1(5.6) 4(40.0)
B AREFIUARTAUPN 3(16.7) 1(10.0)
PAUNEERY &P S AN 1(5.6) 0
R 1(5.6) 0
(58, 15 (SD). kg 22.2(14.64) 41.6(19.01)
SE.F5(SD).cm 111.2(24.03) 144.0(37.07)
AHUSTER DR RS, 5 (SD) . 55 5.51(3.579) 4.27(3.185)
B (%) 6(33.3) 0
BB N (%) 1(5.6) 1(10.0)
)R, 4 (SD). 10971 60.39(32.613) 287.90(74.596)
L DHIE. 5 (SD) . U/L 2.223.47(1,321.118)" 219.40(56.850)

NEZJOEVE, F(SD). g/L 74.42(17.387) 131.50(11.311)
eGFR. ¥#5(SD). mL/min/1.73m? 26.4(21.17) 104.90(29.545)
CKDRF—.n(%)

1 0 8(80.0)

2 2(11.1) 1(10.0)

3A 1(5.6) 1(10.0)

3B 1(5.6) 0

4 8(44.4) 0

5 6(33.3) 0

SD : 1R fRE
* BHONEZERT. Tn=17
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BEHOSNFBATUIL BB CKDRAT —IDIE A HSIRD 212281055, 1Al BIEIBRED 52 EE TUI. ki
R Cld R—2X 5+ >~ RUDay 407 Dl TF—5 55Nz 148126) T CKDRAT —I DX FHERHSNE LI,
FIo. BERAERDOY T T IL—TEFTD16lE N—R 54 VECIFCKDRAT —I5TUIA FIHAEHm AR D& T B (C
CKDRFT =TI, B DR S NE LI,

N—2R514h5Day 407F TDCKDRTF—I DR

Day 407DCKDRF—
(N=18)"
NR=RSAUD | R=RSAY 1 2 3A 3B 4 5
CKDRF—v n(%) n(%) n(%) n(%) n(%) n (%) n(%)
1 0 0 0 0 0 0 0
2 1(7.1) 1(7.1) 0 0 0 0 0
3A 1(7.1) 1(7.1) 0 0 0 0 0
3B 1(7.1) 1(7.1) 0 0 0 0 0
4 5(35.7) 3(21.4) 0 0 2(14.2) 0 0
5 6(42.9) 3(21.4) 2(14.3) 0 1(7.1) 0 0
=L 14(100.0) 9(64.3) 2(14.3) 0 3(21.4) 0 0

(IS N NN I -3 (7 ~N N B
* N=254 U RUDay 407 CT—9NhESNDIF 1441
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weg/mv0) [ e
N
2 o1l
n
7 . |
B i
K N LRSLNT TN
]
I 1 : I i i :
L =] B I i
0'01 766 Ie : ee 69 6
1 15 29 43 57 71 85 99 113127 141 155 169 183 351 1 15 29 43 57 71 85 99 113127 141 155 160 183 351 \)

B
n 222 22 2 22 2222222 8 8 7 7 8 8 8 8 8 8 7 7 8 8 8

BEugnhrois= Wikss EiRsE
- — - MEPHERECSREO.5ug/mL O MBEPCERETIIE. * | AE

FEDPREBOKFHRSPRIE. LKk U T imEZNENEINUDIHRUSE UM ZRT . O1F 1351 U ULRR U3
RO T.5XUHEZRT

6. iERURE (/7%

(GEHBYBIM 4 FRESAEAEIRES)

BE. STV T (BIETFHEIRZ) LT BBDREEEZEL. 10600~3,000mgZRsAEE L. FEH% 5 2:8%(C1E1300~3,600mg.
P AEN F8E T E(C1E1300~3,600mgZ sEEEE g 2.

9. HENDERZH I 3EBEICHT I IR R

9.7 INE:

(GEHESAIM 4 PREBAEEIREE)

9.7.2 A& SkgFRFHmD/IN\RBEFEEZRNRE UICEMENR R M ZBIRE UTCIRIREA BRI ERL T LR,
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O==2it

HicHAR (5285 —9 Ay hx THET)

<JR—p1>

T =9I HybA BRSO IRES2.40:8) [CEWV T BHERFRIREF47.6%(10/214) T, FREHERFSI
FET9.5%(2/2161) TUIZ,

BESBRFAIEEE100%((21/216) T FRESBRIFFEL7.6%(10/214)) . TF. UM, LIRGER, BBEHNE33.3%
(B7/216)) . SMEN'E28.6% (56/214l) TUIC. EEBREEBRIE 1481 (DA ILAEBBZX. BRNE 2673
L) [CRHONF UL FETFROONF B ATUIZ. BEBRICL DR SPIHF I (BIMEIU—ERUEM) TUIZ.

<JR—b2>

F—=9NvhATHER (RSO RIES0.2958) [CHWV T BINERFIREF20.0% (2/1041) TUI.
BESRFAREEE100%(10/106)) T EFFESERIS LERF40.0% (4/1041) . ORRIREER30.0% (3/1041) . LIF
BB, CPE, IREAR, O LR EREREN'E20.0% (52/104l) TUIC. BEBBEER(E 16 (LXUERE. k. K
BEXR) [CERHONF U ETH AEBRICKL IR ESPIAIFERHSNFEATUIZ,

F—9HYhA THDER T IR—MM XETIR—F2[CHEV THRRERREDIRS(FHUERB A TUILN  FEIDRS
(SR BBRER ERAIE TN T 2R EEN R N I 2T RN B BT TERLIES L,

26 EICROSNBESER (52BF—Ihy b4 TBHEXT: Jik—H1)

JR—K~1(2141)
JIVRSURCRSHAR] GB) (F91E+SD) 64.96+34.757
2EEER 100.0(21)
FHE 47.6(10)
TH 33.3( 7)
Ig0t 33.3( 7)
_LIREERN 33.3(7)
B 33.3( 7)
i 28.6( 6)
SIMNE 28.6( 6)
Bl 23.8( 5)
&R 19.0( 4)
E 19.0( 4)
2% 19.0( 4)
e 19.0( 4)
AP 19.0( 4)
g 19.0( 4)
Rtk 14.3( 3)
RN 14.3( 3)
Bk 14.3( 3)




JR—R1(2141)
25 14.3( 3)
E9 =D 14.3( 3)
#HZ 14.3( 3)
Ispf 9.5( 2)
TERRNS 9.5( 2)
BIER 9.5( 2)
DA IV AEBIER 9.5( 2)
IREER 9.5( 2)
BISAER 9.5( 2)
DA LA ETUERRE 9.5( 2)
IR RS 9.5( 2)
SRR 9.5( 2)
{KME 9.5( 2)
i 9.5( 2)
HBODOEER 9.5( 2)
&l 9.5( 2)
U/ ) \NERAE 9.5( 2)
BWRELR 9.5( 2)
EEBE 9.5( 2)
FEEHF 9.5( 2)
FE =1 9.5( 2)
RS EBIS 9.5( 2)
Bk 2sEAZE 9.5( 2)

MedDRA ver.21.0
FHIFEE% (B0

261 EICROSN-BESR (52BF -9 hy b4 TBEXT: Jik—h2)

J7k—b2(1061)
VRSV SHAR GB) (F41E+SD) 52.69+4.019
2HEEER 100.0(10)
ERuERR 40.0( 4)
OREIREER 30.0( 3)
_IREER 20.0( 2)
hER 20.0( 2)
IREER 20.0( 2)
DA LA ERTERRGE 20.0( 2)

MedDRA ver.21.0
FIREE% (BIF)
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1. IRUN

(1) #ABEERIFERDOPNHEE LB B MEFEE HEARVBEFAT—S) "
ER RS (ALXN1210-PNH-30158) (LR T IS HIFBROPNHES 1 2561IC S TURY I 2
B(CE D<A - HE(OAE+8EIC ODHERAE) TIRSUILE T ORYEIRRIC OV TR LELI,
DEREDRS5%30HLADAET. BSICSTUAY T DMEPRENERRELN CEBREICEEL FEIC
EI<SBIC BN ABDRSICKY26BRDEHBREEBL THIFSNE UL, /o, BARAZEEBE A
HOEEDOPKEEERELLTLEL.

AABRERIRGBEDOPNHEEICSIF 2S5 TURXY I DMETREHTR

(ug/mL)
2,000
SEELESD
1,500 -
1
il
# 1,000 A
T
H
500 -
{ é 15 25 59 43 59 7H 85 59 1%3 1ﬁ7 141 155 1é9 153(5)
ERERHARY
n 125 120125123125 124 125 125 124 124 124 124 125 125 123 125
STURARY JYIOAERSEOEYERE/INSA—Y
2] {AE40~<60kg {AE8E60~<100kg {A8=100kg
(n=125) (n=41) (n=79) (n=5)
FE+SD 771.4+£165.89 846.7+174.34 740.3+£146.62 645.0+£181.25
Cmax
(ug/mL) CV% 21.51 20.59 19.80 28.10
hoE (8EE) | 761 (403~1,310) 846 (470~1,160) 736(414~1,310) 656 (403~905)
FEELESD 391.21+£136.774 424.15+116.191 377.8+146.30 333.6+93.26
Ctrough
(ug/mL) CV% 34.96 27.39 38.73 27.96
hoYE (&EE) | 358(199~1,500) 412(199~775) 351(257~1,500) 308(252~482)




REDSTUAVY T HIGHBIRSEROEYENEB/NSA—T

26 {AEA0~<60kg {AE60~<100kg {kE=100kg
(n=124)° (n=41)° (n=77)°< (n=6)
F5{ELSD 1,378.5+£275.94 1,528.8+£279.47 1,292.9+242.83 1,450.0£219.00
Crnax
(ug/mb) CV% 20.02 18.28 18.78 15.10
ohoE (&EE) | 1,365(780~2,100) | 1,520(909~2,100) | 1,280(780~1,790) | 1,365(1,260~1,790)
F5{E+XSD 472.7£157.94 548.3£167.99 438.8£139.25 391.8+£143.75
Ctrough
(ug/mb) CV% 33.41 30.64 31.74 36.69
ol (88EH) | 463.5(135~1,000) | 538(257~1,000) 433(135~790) 353.5(250~579)

a)Day 1278 h'39.5kglcB1= 1 BINZEN T,

b)Day 127(257—9 W RABUIZ 1 I3 BRA LT,

c)Day 127[CHEDT—I D RBUIL1AINESENT NS,

EBRETDOSTURAYIT DEYENE/NSA—I DEFAEEELERE EDLER

2&H (n=125) BAAEH (n=18)
Coo FAELSD 1,378+275 1,440£310
(pg/mL) cPoR{E () 1,360(780~2,100) 1,280(1,120~2,100)
Coou FA9ELSD 475+159 529+181
(g/mL) choR{E (&5E) 465 (135~1,000) 482(322~1,000)
AUC, FAESD 1,008,7924237,274 1,123,611£285,583
(g - h/mL) choR{iE (§5EE) 981,000(511,000~1,830,000) 1,047,000(817,000~1,830,000)
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(2) TURT BBEROPNHEECHS T 3 METEE HEARUVBERAF—5)% 0
EHEHEESEIEEER (ALXN1210-PNH-302:88) (CB WL T, TOUXY EEDOPNHEZEO/HIICS TR I #{iFE
[CED<HE - BEWIDAS+8E(C1 DDHIFRE) TREUEEDOEYBEIC DOV THREILEUT,
TERBOE 5% 305 LNORET. B5ICSTURT T O IEDEE AR CEs AR C R, (hE(CE
< BBIC 1 BDHHSAEDER 5T LY 26 BRIDSEEIRZBL CHES S NE LIz, 3o, BAABEEOEALSD
SEDPKEEE(FHELLTVELUE,

TIVRAYTBEPOPNHEEICSFZSTUXY I DMETREHTRE

(ug/mL)
2,000
THEELSD
1,500
i
e
H 1,000
T
g
500 -
1‘ é 1‘5 2‘2 2‘9 4‘3 5‘7 7‘1 8‘5 9‘9 11‘3 12‘7 14‘11 15;5 1é9 1é3 (=)
ST el
97 95 95 95 96 9% 96 9% 95 93 94 9% 9% 95 95
STOTURY JYOHERSEZDODEYEE/INSA—9
20| A8 40~<60kg AE60~<100kg {A&E=100kg
n 95 26 62 7
Coros FH5E+SD 842.9+203.47 903.2+150.42 823.1+216.00 794.7+239.70
(ug/mL) CV% 2414 16.65 26.24 30.16
hREGEEE) | 811(511~1,750) | 893(656~1,450) | 779.5(536~1,750) | 802(511~1,240)
n % 26 63 7
Coown | THIHELSD 405.4+121.24 448.2+151.41 394.5+108.28 344.3+50.29
(ug/mL) CV% 29.91 33.78 27.45 14.61
thoRfiE (B8E) | 384(197~1,040) | 440.5(219~1,040) | 373(197~896) 352(294~421)
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REDSTUAVY T HIGHBIRSEROEYENEB/NSA—T

26 {AEB40~<60kg {AE60~<100kg {AE2100kg
n 95 27 60 8
Co. | THYELSD | 1,386.3+268.42 1,561.14261.30 1,349.7+233.00 1,071.1£115.87
(ug/mL) CV% 19.36 16.74 17.26 10.82
choRfE (88E) | 1.400(902~2320) | 1,520(1,040~2,320) | 1.370(902~1,850) | 1,040(924~1,240)
n 95 27 60 8
Congn | TIIMELSD | 500.8+143.17 560.7+135.18 484.1+143.05 423.5+108.74
(ug/mL) CV% 28.59 24.11 29.55 25.68
hiRfE (§58) | 508(232~854) 542(340~854) | 472.5(240~853) | 472.5(232~520)
EERETOSTUAITITDEYHEBINSA—IDEFAEHAELEALEDLLE
2E&EH (h=95) BA A& (n=5)
Cone SS{ELSD 1,386+268 1,226+225
(ug/mL) choR{E (&5E) 1,400(902~2,320) 1,250(902~1,490)
Coough FI5{E+SD 5014143 466:+245
(pg/mL) choR{iE (§5EE) 508(232~854) 460(240~854)
AUC, F5fE+SD 1,047,579+208,164 1,052,000+384,797
(g - h/mb) chiR{E (§56) 1,040,000(601,000~1,690,000) 947,000(722,000~1,690,000)

QVEFHREHICHIT2EYEE

STURXR T DEYEREICH T BMHR NE. Fikn (SHE) FHEAERE X EE
HERERBLTLER B A U L. BEFIPKET DR BRARUPNHES (CHS VTR, Fin. A& FHiaekE
EXEBRAERESICLDTTUANT DEYBENDFEFFROSNEN eI ENSAERFEIFRELHMTEN

ENO)=

RS DOREZRFTT DN
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(4) FABEERIFRAED 1 2L L DaHUSEECSIF B MBEDEE HEARUEEAT—9)

EHRHEISMEEER (ALXN1210-aHUS-311588R) [CHWV T FAFESERIREED 1 2 EDaHUSEEZS584I(C
STV TZHFEICE DAL - B2 (ORAS+8B(C1 QDR AE) TIRS Ut LT DEYENREIC DV TREY
LEUIz,

FEICEDGBICIDD#MFAEZERSUcEE. STUXY T DIMETREFEFETEE CERREICEREZELE
UTz. #IEAEHM AR S ki B C I MBPRE(ICEEHONF B A TUIC e, HAANRE EHAALNDES
DERTEE(COVT RKRNICEERDHDEEISFTHONEEATUR,

AABEERIFREEDaHUSEEICHF 2S5 TYRXY I DMETREHR

(ug/mL)
2,000 +
1,500 -
jiod
i
H 1,000 T
HL
=]
500 1 +
T59{ELSD
1‘ ‘2‘9‘5‘7‘8‘5 ‘11‘3‘14‘11‘1é9‘ 3‘51 5;5 7213 (S))
15 43 71 99 127 155 183
ERZHAR
n 55 52 51 50 44 48 44 42 23 8
55 52 51 49 49 46 46
STUXR TYIES5EDEMEER/INSX—T
(Cmax :n=52, (n:1 2) (Cmax :n=35, (n:5)
Ctrough 0 n=55) Ctrough o n=38)
F15fE+SD 754.3+265.3 788.0£163.1 747.31296.6 722.4+£266.9
Chnax

(ug/ml) CV% 35.2 20.7 39.7 36.9

ohoUE (&) | 698(174~1,830) 744(500~1,070) 669(174~1,830) 548(502~1,040)

Fi5{E+LSD 313.2+£106.2 342.5+104.3 311.4£108.6 256.4+80.7

Ctrough

(ug/mL) CV% 339 30.4 349 31.5

chaR{E (EEEH) 301(62~729) 335.5(187~522) 299(62~729) 275(167~371)
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REDSTUAVY T HIGHBIRSEROEYENEB/NSA—T

241 {KB40~<60kg | {KE60~<100kg {5&=100kg
(n=46) (n=18) (n=26) (n=2)
TIHELSD | 1.458.4+256.2 1540.6+218.5 1.406.8+278.5 1.390.0(NA)
G V% 17.6 14.2 19.8 NA
(ug/mL) 1,465 1,490 1.470 1,390
PREG@EE | (586°1980) (1.150~1.980) (586~1,890) (1.350~1.430)
TELSD | 506.9+2155 564.8+227.4 469.5+210.8 472.0(NA)
Ctrough
ey | o 425 403 44.9 NA
cheR(B @) | 506.5(87~1.100) | 550(87~1.100) 479(91~853) 472(451~493)
NA : ZE7E50
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(5) 181FkimDaHUSEZICH T3 MEHEE HEARUEXRAT—)

ERHEIF ISR (ALXN1210-aHUS-312588) [CB WV T 18mARmDaHUSEE 3 14IIC S TURNY T = FEICE
<% - HE(OAE+4BICT1BN(F8BIC T DDHRAE) TIRS UL EEDEYBNEEIC DOV TIRETLE LI,

<Tth—M (BHESARAROEE) GEARVEFAT—5)>

FEBECEIHFEAEZ4ABICIOXNESEICTORS%E. STUXYTDMEPREFEBRECHELTL,
FEBEX DN 20kgHRBDERE (4:8(C10) £20kg EDFEE (8BIC10)) CREZEFERE CLI.

AABEERIRGEDaHUSEEICH T B 5T YUY T DIMETREHER

(ug/mL)
2,500
F5ELSD
2,000 -
1,500 +
i
H
HT
H 1,000 -
500
1 ‘2‘9‘5‘7‘8‘5 ‘11‘3‘14‘11‘16‘;9‘ 3‘51 5;5 74‘13 (=)
15 43 71 99 127 155183
HREREAR
{AE<20kg(n)  11111010101010108 9 8 9 8 9 9 6 2
thE220kgn) 77777777888888 7 5 0
STURXR TYORS5EDEMHEB/INS A —9
{AE<20kg (41821 E#%5) {AE=20kg (8:BIC1E#%5)
(Cmax :n=9, Ctrough ‘n=1 0) (Cmax: n=6. Ctrough . n=7)
F15{EXSD 646.7+235.94 718.3+261.14
Cmax
(ug/mL) CV% 36.5 36.4
o oUE (£EEH) 569(270~1,020) 629(534~1,220)
FEHELSD 240.5+118.19 227.3196.27
Ctrough
(ug/ml) CV% 491 42.4
o oUE (EEEH) 233(58~432) 213(142~435)

82




REDSTUAV T HIHHABRSEROEYEBE/NS X —T

{AE<20kg
(4BIC1@#%5) (n=8)

{AE=20kg
(B&IC1E1RS) (n=8)

F5{ELSD 1,443.3£517.50 1,838.8+£270.42
Crnax
(ug/mb) CV% 359 14.7
chIR{iE (EEE) 1,395(760~2,240) 1,890(1,490~2,280)
F5{E+XSD 667.61£294.85 532.1+£162.73
Ctrough
(ug/mL) CV% 44.2 30.6
thR{E (E5E) 678(193~1,090) 505(280~790)

{FE<20kglZDay 155, FE=20kglFDay 127(CREDHESRHEERS U,

6. FERUHE (k%)
GFEEUS MY FREAEAEIRES)

BHE. S TURXR T (BLTFHEER) LT EBEDREZZEREL, 1E600~3,.000mgZhsAE L L. #1E1H% 5 2;:8#(21@300~3.600mg.

LIREABEN (F8BTEIC1E300~3,600mgZ sEREE 3 %o
9. HENERZR T 2EEICEHT IER (TR

9.7 INR
GEEENS M FRSAEAEIRES)

9.7.2 AESkgFRBD/INEEENREUICAMER O R 2 M EIFIRE UTCERREBREZBL TV,

83



YRR

<JR—=P2(ZTURI TBERDHZEE) >
ARBICEDKHEZRSUBR. AE20kgREBDES (48(C10) £20kgl EDOEE (8B(IC10) DIREE(EE

EECUE,

TIVRARTBEREDHHaHUSEEICHIFZS5TUIAY T DMETREHTE

(ug/mL)
2,500
F5(E+SD
2,000 -
i 1,500
X
B
T
E 1,000
500 -
1‘ 1‘5 2‘9 4‘3 5‘7 7‘1 8‘5 9‘9 11‘312‘714‘11 1é516918 3!51 B)
EREARY
K8 <20kg(n) 2 2 2 2 2 2 2 2 2 2 2
{kE=20kgn) 8 8 7 8 8 8 8 7 7 8
STURY THERSEDEYEHE/INSA—Y
{AE<20kg {AE=20kg
(4EIC1E#%R5) (h=2) (8EIZ1E#%5) (n=8)
Ti5fE+SD 1,027.0(ND?) 881.9+184.32
Cmax a)
(ug/mL) CV% ND 20.9
chofiE (&) 1,027(734~1,320) 904.5(550~1,100)
T5{ELSD 464.5(ND?) 440.8+92.37
Ctrough a)
(/) CV% ND 21.0
cho{iE (EEE) 464.5(374~555) 460(315~587)

a)N=2DzHFAITE
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REDSTUAVY T HIGHBIRSEROEYENEB/NSA—T

{AE<20kg
(4BIC1@#%5) (n=2)

{AE=20kg
(B&IC1E1RS) (n=8)

F5{ELSD 1,550.0£311.13 1,706.3£309.10
Crnax
(ug/mb) CV% 20.1 18.1
chIR{iE (EEE) 1,550(1,330~1,770) 1,770(1,220~2,060)
F5{E+XSD 709.5£166.17 479.5196.78
Ctrough
(ug/mL) CV% 23.4 20.2
thiR{iE (F5E) 709.5(592~827) 456.5(380~639)

{FE<20kglZDay 155, FE=20kglFDay 127(CREDHESRHEERS U,

6. FERUHE (k%)
GFEEUS MY FREAEAEIRES)

BHE. S TURXR T (BLTFHEER) LT EBEDREZZEREL, 1E600~3,.000mgZhsAE L L. #1E1H% 5 2;:8#(21@300~3.600mg.

LIREABEN (F8BTEIC1E300~3,600mgZ sEREE 3 %o
9. HENERZR T 2EEICEHT IER (TR

9.7 INR
GEEENS M FRSAEAEIRES)

9.7.2 AESkgFRBD/INEEENREUICAMER O R 2 M EIFIRE UTCERREBREZBL TV,
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2. 3 HEARUBFEAT—I)

REAL—Y3VPKOBREETIVICKIBSN . BRERA (HV-1025:8'> . 124) TORLIV/I—MX VDD THE
& (Vo) DEEBEDOFHELSDIE3.2520.36L. R I /S— X VDD WETE (V) D EBDFELSDIF2.18
+0.25L CUIE. RE 2L —Y 3V PKORIRETIVICKIBSNIZ. S B OPNHEE 2226 (BARAEE234) T
DVCOHTEBEDFIELSDIF3.45+0.65L. VpDHEEDFHELSDIF1.91+0.32L U, R A EPNHES
THEREFRDONFEATUR.

WREE MR FEICMERRROMREMNRICHT T D2 EMEE /70— F L TH 23S TURR ToEE
DRMERI EEZSNET,
STURRTEMPICHRESSNZBMI V/INIETH) ERCEICHEE T 2. Bl malBRIIERLEIBATL

Tzo UL, IgGHIA SRR IR BIFT 288 L CBEMN SR RANBITT 2T LN SN THY ' STUXR TN G2/
CAZEERBICHEITDIEL BREDBEZRITDEEISNET,

3. K&

STURRTRIBREO7 I/ BZESTIVINTETHDIcH KHEHEREERLTOLEE Ao

4. gttt HABEARUBFAT—9)

RE2L—23aVPKOREETIVICKUESNc BIERHBROPNHEE 2226 (BANEE236)) (CBIFHSTUXY
T OREFABERFMADFIELSDIE49.7£8. 98T LI,

BEOEBRERBLCVEEAD . STUXR T DD FEFMOREITOTUY EFARKRICKEVD T, Bifi2BC K25k
MEFRIFRVNEFRENET T Ko AFFFAPICEITIDEZZA SN AN ENZ TSN HIF T,



SERNEEIE

1. 1/Em%r¥-18 19)

STURXR T E BVHRNM THACSICRERNICRE L. TNICK>TCha(IEM P F T4 ShF2 V) RUCSb [#EK
WBPESHE (Cob-9) DEMZRINT 2 T 12y N DR ZEREZL. Cob-9DERMZIIHILE T, iz, COITRFRN
(CHBETDTEICKYERBAN TR, IS LR IR ICH U TN T 52— A T MEMDF Y=k
PREEGEDRECATTRGHF S E DB D FRFLET,

COIERER S ABAEH DIV FO— VAR RBPNHEE R UaHUSEE LBV TS TURXNY T ZFER T H8EIR
HW7ZRHEL, PNHEBEE RO aHUSES OHANEHMENBME, STUXRTDREICL > THESNET,

STURXR T DIERERF

[ Lo F A8 ][ —_ ][ — _- ]

PR IVES::Y
—RRHEICX T 2 FRiEhkEE 1eiE
RS RIRE C3 [ @ AFHHET }
WEME 7Y =1k

TR E i
C5
LIVRSUR® N
E/70-FILHE
REYS SRR & SRR |
o m WHEBFFI4SNEYY sBRamLAR -
7FIT45FY BEEM WIEIRE A
Y S M W
ML REGENEE
M MR AR iSRRI M
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STUXRTE. pH6.0TCENS DEFEE R U E MEIRIEFcZEH (FCRN) NDIEEHR 4 ZEHD L ZBNICHE
SNFUIC(EEPH7 . 40MEBARRE TIE C5EDBEICH T 2HEFHINTY) . TDHRER MERZROIHAI YN —
LOBMRIE T T G ECSETHROERINMBELE T . ZDIcod ER AN IV NY — ANSFCRNICKIUME
JVN—=bAYNIUB A I)LEN, ZORR. STV T OREFABERFBHANERINF T,

STURR T DFEIFERFRISREROHF

. O £ b S |
QA sruxer » PHIKTF I CE DL
00 cs IVRY—LRODEPH(=6.0)
/ e QR 2 STURY T DCSADEA]
W HET. HBLP TR
pH7.4 Tk EIEED BN
[:73620,21)

FcRnZ7 U

U A JILDTLEED
IVRY—LADEPH(=6.0)
STURXR T DFCRN~DFRF]
N ER RS TUITT
PUHAZILENZ2 20

-3 ENNTEEORYERE

UgAouv o

PIRZ iR S I3 L RZ#HAa

20)Sheridan D, et al. PLoS One 2018; 13: e0195909
(FISBN : R DEEED Alexion Pharmaceuticals, InC.OHERUHRETH 2, A3 EkIFAlexion
Pharmaceuticals, INnc.DZEDHEEFES NIz, )
21)Roth A, et al. Blood Adv 2018; 2: 2176-2185
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