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MmEH 7 78E (pg/ml) FREDOL B

40kg |60kt GOkgu;OOkg* 100kgA |-
bl
Dayl5 343 £ 109 (1145 [312 + 107 (39651) [269 + 67 (5f)
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BROFMERE~T 7e v VRIERE (REEfI24661, HAR
N33z &) BRRE LSt REE AL IEE B

WRNGATRERA LB CAAIRE « 12561, 5 B HAAN1HI, =2
Y R= 7R 12160, 5 B HAANISH) %%, ¥, HEEE



e 5 BHAART 34E LA 13 R A5 5 BrAA 28 R R & < Ic BRI 1 7
s FvERELAL L GIEEEREOSR), HE - AR,
1812,400~3,000mg Z Fts R & L, ¥IE#E5 28R # 2> 5 115
3,000~3,600mg % SAKfE T riFFHE T 5, FEFHHEE <5
% Dayl183% CoOMEIERIMEK (pRBC) HiliLlale % 55k L 7= #ik
H oL [95%EMHEXM] 13AHITET3.6% [65.87, 81.33] (92
#l), T2V X~ 7866.1% [57.68, 74.55] (80f1), REfEIz"1
(KFI#E-= 7 ) X~ 7HE) [95%(SHEX ] 136.8% [-4.66,
18.14] T, Day297% bDayl183 % T ILEEMI/kHKERESHE (LDH)
DEHEE RO VST (LDHIEHAL) "2 [95% X ] 1%
AFIBES3.6% [45.9, 61.2], =7V X~ 7H49.4% [41.7,
57.0], =7V X< 7T B AFBEO A v X [95% (S
XfE] 31.187 [0.796, 1.769] TH Y, wIndAFHOL Y
) X2 TR T 2 IS SMEES Lz, T T v X LD
8 (e GRERESEE 5 BRIGRT 4R O pRBCHIN = = » } 4K
(pRBCHfilll == + 1%, HADpRBC 1Hf & D& IZiEHN Tl
MaEhTw2pRBC IEAIOM 3 TH 2 T &b, HAABER
#OpRBC 1HA7IX0.5HATICHaET) 230, 1~14, 15BA L), =&
7 ) —=v 7 KOLDHfE (FEHEE ERO 1665 35 ARm, 3
FLLEY) X 2620BHICE T 3 72— FEI o w TR
L 7-Mantel-Haenszeli;, JE%VERRAE : -20%, 2 : #5.5,
WIME, ~—2 74 v OLDHfE% SHEE L L 72— RACHEE ST
B (BN oZS I3 2 HBATAIIC L, MHME—XAC
BRATH 2 0 L7), FESHHERRAE : 0.39, 2 : # 58, il
JE, _—A7A4vOLDHE%HIAZEE L L 7= — M itE iR
(RN D ZEBh I K3 2 #HBIATHNICIE, WFFRY 2 —X H C Rl
T RELTZ) (2)52F—% 71y b+ 7 HE coOFEIEM
1Z, ARHIESLE144.0% (125615561) icqEo bndz, 7]
VERIX B ©, AFIHERF120.0% (12561F2561) 1c38n bh
72 OEFEILES MRS (ALXN1210-PNH-302) (=2 ) X
~7 (GEfrffz) 5k b mENABILZAIH EhTnw 3
KUEHE~T 7o v VIREERE) (D18mU o2 ) X~
7 GBETHiez) #5ic XY MENRMAMH S L TH bR
FERF~E 7 e vIREERF 19561 (HAA12B1% &) %
WG & U 7 % Rk S R R R (I & i 2 SO HRNG AT A el
B ORANEE - 971, 5> b HAASE, =27 ) 2~ 7% : 98fl,
> L HARATHD % FEfi, i, HERHERSHHIARTSELIN L
JE R G- FRAG 28R AT & CICBIIR I Y 7 F v R H e L
hreBEEE@2 ), Ak - AR, 1[2,400~3,000mg %
Bl E & L, PIS 28/ %2> & 111]3,000~3,600mg % 83k
MR CAEEET 32, R—2 74 v OLDH{E (U/L) 13AFHI#E
228.01 + 48.712, =7 Y X< 7#235.22 + 49.710, Dayl83®D
LDH (U/L) A&#I#224.11 + 51.719, =27 V) X~ 78
24411 £ 70.292Th b, FHEFHHEH CTHLIR—RTA v H b
Dayl183% TOLDHZALHE (/" Fe Pl + fFHEEE) 14
HIRE-0.82 £ 3.03, =7 U X~ 7839 + 3.04, BT (k
AlfE-= 7 ) X~ 78 [95%EHEXH] 13-9.21 [-18.84, 0.42]
ThY, KFHOL s Y X< TR T 3IEE MBI T h
720 Vi pe 5 kB, ~—254 v OLDH, pRBCH#IE
GRERSER S BHIERT14E LN O pRBCIRIM O A 1), Kk & %5
BEOZEAMEM % BERE L L-MMRM, FES IR S
15% (2)52BF — 2 H v A7 HECORWERIL, AHlki
#133.0% (97#1H32641) EIEFH AR bviz, FEAaFIVEHIX
ST, AHIMEREHI13.4% (O7HIFF134)]) Ko bhn: ®IF

HRNA MR AR OEFEL RS MHGE (ALXN1210-
aHUS-311) (HifARH EHIA G o JFMEIA M4 IR B iEAE R B
) (D125% LA E oA B FI R 55 o BB 14 PR B REE
EREERES8H (HARAIBZET) BRRE Lz isdtRIE
HIRIERIERER CRAISH : 5661) %%, ADAMTS13K
f84E, STEC-HUS, =55 I v CABHEETF O XIBIC X 2 Ik
MERMUNIERE (TMA) 12BR4L, AN O Wz BE X, BB
JED & 5 TMARER 8B L U3 itk 3 H % #8 2 CTHifi 3~ 2 TMAAS
R X NGB OTMARESHI b GENniz, &k, AFIRSG
BE AR R34 LAY X3 s B3 5B AR 28 [ AT & CIchiE R E 7 7 5
VISR E, G Hm2EMERTE CICHERE Y 2 5 v B
T T WEEICE, AFIESRERY S 7 7 5 vk
MG T CHIEME 2 FHMcRE T2 2L & L (GhRERE
FEOZR), Ro%bG L YA vk b SHEEEL -

- 208 H AR D 208 H BARE D
e PR B8R 1 511
40kgLA I-60kg A (2,400mg 3,000mg 8ilA
60kgld [100kgh:  [2,700mg 3,300mg 8l
it
100kglA 3,000mg 3,600mg 8l

FHEEMIE H © % % Dayl83 £ COTMAESZR (I/IMRE D
EH{t, LDHfEQERFY, ME27 L7 F=vio—2x54 v
B 525%LL EDOIKT) % L - g o ElA [95%SHEX
M1 1253.6% [39.6, 67.5] (30f) T, TMAELZEH DK
ST, MUVIMREE S IERAL L 72 88k 0 E14 [95%(SHEX

M1 83.9% [73.4, 94.4] (474]), LDHfEA IEHAL L 72145
ZoHE G [95%EMXR] ; 76.8% [64.8, 88.7] (43%1), IiE
JLTF =V ERR—R T4 v 525%L FikdE L - EE o
e [95%EHEXME] ;5 58.9% [45.2, 72.7] (33f1) (2)52i
T—27y b A7HT ORI, 34.5% (G8fIH204l) i
RO b T, TR R CBIEE T, #5.2% (58fH
36 cER btz OEIRRSHLFE S MRS (ALXN1210-
aHUS-312) GEMBAIMMEREFEEGEREE)  (D18ARH D
FEHAERA MR BB R RE 210 (HARANIWZ &) %X
R & LTSt R E I e ORS00« 1861 (1
BlizAF 2B G554 IE)) % FEhi, ADAMTS13KIEIE,
STEC-HUS, a7 I vCRBHEEF ORI X 2 TMAIZFR
Sho 7nds, ARG FRAATHTIAE LN X 13 R A% 5 Frgh 238 T i
TIHIERE Y 7 F viE % 0H, %5 RA2ERM R £ <o
ERE T 2 F vEEEZ T TR EREICE, KREIRSEHER
D67 2 F v EREE2ERE £ oEWE 2 TS T 3
il GheBdElE@%R), XokEL YA vick b S
HEL 72

, o 2[m H LD 2[a] H AR D
i PR ey 5 I

Skgld 1 10kg A 600mg>:< 300mg 438
10kglA -20kgKii [600mg 600mg 4H
20kglA 1-30kg Al [900mg 2,100mg 8l
30kgbl [40kgil [1,200mg 2,700mg 8ifl
40kgLA 1-60kg A (2,400mg 3,000mg 8l
60kgll F100kgA |2,700mg 3,300mg 8l
it

100kgA 3,000mg 3,600mg 8

s 3] o FEARAT R1E300mg o W) [ #2523 55 & 7
FEIHIEE ©H 3 Dayl83 % TOTMARELEY (/Mo
IEH{, LDHEOIEEL, &7 LT F=vEo_R—2 74 v
2 525% L EOMKT) %MK L - E8E o4 [95%EHEK



R 1377.8% [52.4, 93.6] (1445]) T, TMASEEZW ORI
S, MUVIMRESIERAL L 7= 4B o B4 [95%EHEKX
1] 5 94.4% [72.7, 99.9] (17f1), LDHfEDIEFAL L 72 45
FoEE [95%EHEXH] : 88.9% [65.3, 98.6] (16f), IMNiE
JLTFUERR—R T A v 525%DL Ik L iR D
E14& [95%SHEIXM ] 5 83.3% [58.6, 96.4] (1561) (2)523H
T—27y b A7HECORIWERI, 47.6% C1fIH1064]) i
Ro bz, EREIER R, BME9.5% QC1fFIF26) i<zl
o DEH, T2V RX~7 GEETFHILZ) ot
FEMAR M R AEAE IR ERF 1001 (HARA/NZ4 % & 1)
LKA %, FEIOkgM LCliz s ) X< GEEF#HiRz) ©
Akt 5.2081%, {RmES5kgbl b 10kg A C I3 s % 53l 1o A&
Hlo®5 2RISR VKT L e L, HigoKkEsL Y
AT kY Y, T OMRENTMAS S X — &2 R X
eGFRIZ26EMB 0 WG 2B L CRELTHE Y, =2
FAVIREERIFHEDO L RV EMRFL Tz, 52T —&Hh v b A
7 HEcorlfERIE, 20% (1ofd2¢) <@ obns- ©OF
HMEEMHENE  EEILFEE IR (ALXN1210-MG-
306) (B BIESEAIMEIRERE) + 18/ 1 o 4 B B dfiEf; i
JERFLTSE (HARAL3GI R &) 2R E LS lEa L E
77 e BNIR T v X 2 AL T EEBRUATREE BB & e,
K13, WIRHERIREBET, JI72Fra) v ZREVUEDE
HoOBREL Lz, ok, BEIESSGBRIARI3TEUN IS5
TR CRERR B 7 2 7 v R A & LTz, IRREEL S B
LERIRTE CICBIRA R Y 7 F vl EZZ I nwBEHic
13, RBRERSBEM D 5 Y 7 F v EELEER £ ohiEmE
EPHMIcEG T2 L L GIRERETEOSR), Ak
T, 268D 7 v 2 2L & Z nicki < JEERIER %
HE. 7 v A LT, AFECIIIH Hicy) e 58
%, W83 5 250 LU 13 S E IR T AR B S o A & R E I I
DWTER T CAMEET 22 & & L, EEREENICIZ,
526K IC, AREFICIZ00mgD ARHK %, 77 2 REEICITME
FICEOKYIAFREGEEOAF Z WFh b ER T 5 L, 28H
DIFRIZ, &ToBRE CSERE CREICE S RSB OAR
HlEIEER T b, REICEICEG LY Ay WIS
B, MRS R0NE) 13, 40kghd L60kgH i ¢ 2,400mg,
3,000mg, 60kgbd F100kg A : 2,700mg, 3,300mg, 100kglkA
I+ 3,000mg, 3,600mg, 175(1 (HAA13fI%ET) o, 26
ORI % 5E T L 72 BF 131600 GRE2ERICHZE I/ m 7 ) v K
BRI X MRS Lk % 6T L 72 858341 [52%], £
HEfT o BETTH [48%], HANIOHITILMEIT L 7 3 44
[40%], KT EF6H [60%]) OFEFMERTH 2~
— 274 XY 3% 5-260% ODMG-ADLiE 2 2 7 0 &L &
(FAS) IZREFED LB T, 77w AREL AHIE L ORICHE
FHNCHEREDNED b

77 & R ARFHE BER "
(89151 (863 P
ATt £ A 82 78 - -
AT |14 037)  [-3.1 (0.38)  |-1.6 (0.49)  [0.0009
fit"
(hean )
95%(S4EIX[E |-2.1, -0.7 -3.8, -2.3 2.6, -0.7

TR & B H D R IR AR S E T v

ik, FHRMBTOKE, BWE2EMICHE I m 7Y v KEEHTR
B AL % AT L 72 B C o #5265 o MG-ADL
B2 a7 oZLRIZ, 77eREE 456]) ©-1.4 + 3.16, KH|

B (38f) ©-3.1 £ 3.11C, FiORICR Lz EMORERL
FkE, ¥7-, FEEREEHOMG-ADLER 2 7 0Z{tE GFg
BIEREN) 3XEXDLBY FFERERMICHBITL ZEBED
S2EDFMR THRICT =2 h v +F 7 2 FEE, 60D F — %
X, F—2Hhy A 7EECOEDFHi AR T LT\ 3 HBED
F—%)

(7T R —AKHRE Q6D S AHZHEE))

SR MG-ADL sEf i
wzxa7

Ko ~—=2 7 (83 8.9 + 2.17
Ay
2835 80 5.4 + 3.44 3.4 % 2.72
3638 82 4.8 + 3.50 -4.0 + 2.96
4458 79 4.4 + 327 -4.3 + 2.81
5238 76 4.7 + 3.64 -4.0 + 3.04
603 58 5.1 + 4.36 -3.7 + 3.88
(Al — AABE)

S ﬁifﬁ (LR
Ko ~—25 |78 9.2 + 2.64
AV
2836 75 5.6 + 4.03 3.7 = 3.21
3638 77 5.3 + 3.99 -3.9 + 3.43
4458 75 5.3 + 3.93 4.0 = 3.14
523 72 5.4 + 4.13 -3.9 + 3.17
603 55 4.7 + 3.86 4.5 + 2.80

D7 v & 1AL T O RITE RIS 13, RFIFET

33.7% (866HF29f), FARIMERAIEELD, SEMA47.0% (86
Biefl), THIA4.7% (86filafl) ICFRD bz, 60iET —
£2Ahy A7 BECORIFHRIIEE X, 34.3% (16941458
W), F 7o BIVEHIEEEE238.9% (169%1IH11561), F.Las

6.5% (1691 1161), THi234.1% (169HIh7Hl) icifd bh
72 OEMETEIR A< T LMEE EMREHAZED)
OBFETI  ERFLESIHERE (ALXN1210-NMO-307) (]
HREBER A=Y b 7 LBEERE) © 18 L OGEMRE#Z =
7 b7 LEERESE (HRANMZED) Ziike L%
MR RN 7 7 & A BRI E B & ki, FRIE, HitRMHE
EHIRGET, JIAQPANUALEGTH Y, 22 ) —=v 7l
RIpT D127 ARICHIFEXIZ D 7% & 1R OFFHEIFHIA L
EFEL L, SRS LT, HEREHRE R <2+ 74
EEFENRE L2 ) X~ 70lKRE (ECU-NMO-301
RER) BT BT T e R HORRE S 5 2 & B3 HATICHE
INTz, Ak, ARFIFGBHIETTSAE LI U5 BRAARE & Bl
TEREY 7 F i@ e MAEL Uiz, REIRSBIA2EMN £ ©
B REY 7 F v Z T T wBH I, KHISH
GRE & 7 7 F v EEE2EE G E CHUAEE % FHMc ST
5Lk L7 GHREBEETEEOSI), AERclE, FERSH
Ky zrichi RIS M 3E L, 1HH RS %,
H)EI$: 52 AR 12 8 RIRE <, AH % AR ICE O W C R
Tl e LT, BRECEIHEGL YA Y (WEEER, 2/
HUEo #5828 DIE) 13, 40kgbl F60kg A © 2,400mg,
3,000mg, 60kgll F100kgiii  2,700mg, 3,300mg, 100kgLA
+ :3,000mg, 3,600mg, FEHSHA D BERIAR O HoLfiE 1%
7351 (11.0~117.7:8) <H v, AR FHEZE S
LOVHEINZBBRhOEBERAFRECRED b0 7
KZOOKL: oRaBpcld, FERGH % D FHiZE i kb
HIE I NIRRT 22600 b s, FHL e
TOEEP26HD KR 5 T XITRWFIE L 28, ovdh



PEWTETE I N, 7L, &TOERE S0 KR 5
TXITRHIRIEL 2 A cic 7 EHERESIC X v HIE X
NIRERRES | 23260Ic0 bl d o B AICIE, Z ok
MTEERGMERT T2 ahiz, ¥ F—xhy b F
7 HiZ20224E3H15H Q@QFEFHEE Th 5 [HFHEZE
KT X Y HE S N YEERE T oMM ©Kaplan-Meierhifit
(F=%2Ay +A7H:202243A815H) 3B THRIXSHE, K
HIBECTIIANEE 7 7 e REF L I L CHEAENED b (p<
0.0001) “1, FFEY 27 DIETFEL98.6% (~F— Pl :
0.014, 95%(EMEX : 0.000, 0.103) 2 3, %W EEHK
BRI ORE T T w R B, AFIEONE) <, 0 (47,
58), 128 (38, 57), 2438 (30, 57), 36 (24, 57), 48#
(21, 57), 60 (16, 47), 723 (13, 33), 84E (10

17), 968 (9, 8), 108H (6, 2), 1173 (-, -), ¥7=, FE
PG K OV R #5530 o0 BB IR oD vh 9 f#1390.9:8  (11.0~
135.138) TH Y, AREAMHICHFMEERIC X W HE S
BBRROERIIARIBECRAD N h ot LiuSTY Y
BEICHS L, 2 Coxbbfil~ ¥ — F & F L ic D % Firthi& ©
Lz, B Tu 7 s AVREEERR OFEESHR
IERAR G BT 2 BITERFEBISAR X, AHIHEC44.8% (585
2601 (F—%Ahy bA7H:202297H15H), FE2EIfEH
FEAICHE S KGA36.9% (58{51H441), SEFE235.2% (58f573
) BB bz @% ofth 1 AANCKT 2 HURELE (£ ot
PEEOZR) OFMFEHEE~TZ o VIRERZEZRRE L
7 ERLFRS AR IC W, AHlzRE3NnEZEED5 b
(EBI43661, HARNAAME % &), S2T—%Ah v b4 7 H
FTOVTNADOKEICT, RALE T CHAEENED bR
7B OEE120.2% (11/43660F, HAANZOH) ®528EF
—2Hhy FPATZ7HETOWT N ORESICT, JEMBTAI PR
BIDIEE RS 2 R e L zREE T, 1.1% (141/89%1, H
RNZOF) A KIS T ohilkEERSRD bz O2GHE
HEEEEERE 2 /R & LR EABRICE T, 60T — %
Ay b A7HETOWTNDDOREICT, KFIRE T chiffkiE
ERFEDONTBF IR0 OEMIREHER<Z 5
LEEBRE ZRE L BRRRICE VT, RAS T ok
FEAENED ONEBF I o7 [FNEIE] @K
Jr o fRE A CSICRFRMICHEAG L, C50C5aK% C5b~ D B
ZMET 2 2 &0, Chalc X 2 RIETEMAL K SRRk E A
(C5b-9) DK Z G, % OfEHR, RIEFERE~T/ 7Ly
PRAE BB S OV S i o DR FEAEAE R B BB 1 38 1 2 Rl A
AL PA M % B0, & BT EEMHENERE ICE VTR
R AL D R (B & I, SRR 2~ 2 b
7 LEELSF B TREMRNERED T X ey 4+ ofH
&, ik < MG EEH 2 3E @y imundlfE A
KEWTH=7 b Y RMBRPUACEIEX 272 =7 F URINEkD
b MIEIC X 2 7RI % ]

: in vitro

[ER] 77V X~7 Gafzrfez) &, #Ecrifize b
fbx/ 7a—Frfithcd v, =v 2P FHECSHIKD
HHER, b 7L =07 =28, ROe IgGHEE T
bird, LHOERTIL c BICHRT 2, T/, HHEFE RO
CHI#, b v Vi O"CH2E D —#1x1gG2 (y 280 25 7%
D, CH2ifDiE Y & CH3ERIZIgG4 (y484) » 573, Ho
Met429f (FAsn43513 F N F Nleuk ISeriC @t X T\ 3,
STYV =7, F¥4=2—RX o2z —UEHC XY EE
ANB, MSADT I RIS b 7 2 HE AR 214H 0 7
IBEES O ALE2ARCHER I N A MEERE (TR K
148,000)

(fBE] BHEEHMD (BEERBE~T v e vIRIEIC2W»T
201946 H18H 2 5 104, FRIALA MR FIEREME IC D W» T
20204F9H25H A 554E10 7 H, @B EIEHEIE (s m
7 v REFRERE T M URE I & B Rk o 55 R 03 R
RIBEITIR D) ITD\WT20224E8 H 24 H 2 5 44E, HHAPREBE%R
A7 b7 LREE (RREHEEED) OBFETHICOWT
202345 H 25 H 2 & 44F)

[REzEH] SMTEIAIHRERK0IELS (HM6E3IAS
BREF0305FL1S51C X v IEF) = b 3 ) AHISFE
300mg/3mL &% O RIHI S EHE1100mg/11mL S {HHEHE D —H
BIEICHE S BEREICOWT @FEFEHEEM~E /v v v R
ABFNORREX IR RICBE T 2 EREICE T [RA, 7=
—H A4 b A MY —FFCL Y, REMHEE~E S m e VIRIEL
MEEBWE N -BE AT L, ] LE3hTw30T, R%E
HHE~E 71 v v REEDHEEZW AT b N7z 8586 1 D Hhi%h
T3 2L @IUMBLRIMERFEEMRE ARSI O REE X 1350
FICBhE T 2 FERICE W T THAGIERE < X 2 JEBEim
FRAIEREGERE O BZ T 228, ] LINTWBEDT, Fik
HIE T X 2 IR I PR EERE R LA 0 SR i 5 L
BRIl O@EEMEEMENE GwEsa 7Y v KEFEE
EXAT MR X 2RO EH PR R GAICRS) R
FF OEE X F AR ICBHES 2 ERICRD L S ICiik B H 20
<, HICHo I EETICLE T RANL, HTETF
na) vERERTIREEO BEIcRE T2 4 RFE, R
7oA FHRIEAT a4 PRI O G s+ EaL
BOBEIC, WTCRTEE~0RE2EET L - R
7u 7Y v R R ETEE A M LR % 81T L < bR o
EHPHEREE - AUHEPRERZFICXY, fE/ w7
v R E#EFEE T MRS UL O JEfT SN2 8 @
BEMR AR+ 7 LEE (HMREMAEED) OBFETH
REKI OhEE LRI BE T 2 R i T, [ARANL, S
BERR A~ 7 ofEE RMREHLEED) oBFIl
RT3z, R LT 278 vafikGito B iS5+
52k, EXINTVBDT, 77 TR vaGiikBIE T,
HRBBR A2 b 7 LEEOHEZHBITONIGEICDOAR
w54z



