ERPRRRR

[BERZSOERALEOEE]IFICOVTIIp.6~9ZTBIRIEE,

FENEBATITONCRARFEBRDRZBICHER I NF U,
ZD1esH . —BERHNDAENZEINTVE I D ARFEHEER TIT D TTBNALE T,

N BFRANEZESCRAERRENUAREBBERRAT79 —CEBREZMREL
- EfEHEEER (ENB-010-10. SEIAEEER. chRa#gR) >

5) 4P (ENB-010-1 05ER) RERISSFAEEA!
ANV D v I 5243883 R T HPPO L SIRERAEA D EER ICHREPFNICHERIRWUEN RO SN, ZORDFHECSNTH
B DN ERD SN, AR Y Dy IS WIREER UlRICOREN RSN,

O:EREIE

=] 8 SEUTOEEMEN O REHPPEEZRREL T ANV Y IV I DREM BN RS Z iR
N

Fo| & SHRIUTOEELE K OALREIHPPEE 286 (55 BA AHPPEZESH)

HERT Y1 ZHERHEE. ERFERE. FFERER

V] & ARV YY I Tmg/kgDiE6MEl X(F2mg/kgDE3BMD VI NH T, G5témg/kg/BZRE ™RS5 UTI,

HFREOE(L. ZE LB BNEDORITKINT DI 1 DDKR TMEEH I RAA0MgE CHEHRE
TEZHOLL  REHEBRR171BEEU.

FEFHEIEE | XREGRFAROZMRKEE (RGI-C) ' A7 ZAVN—R 54 VN5 24BF TDHPPICHF 5L HIFRHERAE
ROEEEZEIE

BIREHEIEE : RGI-CR 7 K BREEE R (RSS)“?DR—R 54 UHhSDE{LE . £4EFHIHE. [FIRHEEE. R DZE(L

BRFRHEHERE : EBIEAEDIREFHICLE (BSID-11*4)

8 th 5t B 1R524ERSCOBMMEOEEFTZSFICHE U, STEUCBINREE. 3hBUEZAN Y IvID
’5ZR I 2BEERRENRER (FAS) EUTc. T2 M DFERICEAUTIE @y b2 TH (201345
1MB22B) ETICRARN Y DY I DREZER I e 2BEENREL GBI NEEX EARZBRD SHEELIN ESH
[FRIDIEN DT 8 H REMET CIE T — 5 DFTEIF TR of .
BARAZZEELBRANLUNDOEZDRBRZLR T DIt BRAREEBRALNDEEICHEILIEY T T
—TERR7ZE T ol

KAGIRBZBAICAE (A0mgE CORERE) 250 XFENZHEUIRREZRRLCVET,

1 :RGI-CRO7 (Radiographic global impression of change ; X#REHRFT R D 2MEE)
BSEHERTR RS EI6 % (CIREZ LI ISR, T B8R & OTHIRRBIER D BAEXIRIR 72 3B DIRTI I RUEIRE A LB Uz IEHRER E . LS N XEREHRAT
BOIN—=R 54 VTRESNCD DD ZEHSSNIED N—2 51 Vi DEREISIR R UZ DMOHBREBRICSHUCIFER TICBDM U SHATHR
E(F, FERD7REHiERE (—3~+3) ZAVN TLHRIFERD RN -S4 VNS DR ZFHI Uc. SFRRICH T 2EEEREDRGI-CR 7 (E. 3B 0D
BOFHIR AT EUZ,

—3=EEDE (BHTKEEL  HPPICBIFT B DFIRIERD—EDEIL)
—2=hiIZE DRI (KE<E(L  HPPICBIT B < DRRER D PIZE DR L)
—1=DIHIFBIL (DT HITBIL : HPPICBIF B < BRI DD I HIRRIE)
0=Z(LRL (TE)
H1=DIHREEE (D FHITEEE | HPPICHIF B BIRERAER D DO I H L)
+2=DVg1) DEE (KIEICTEES | HPPICH T2 K BIRARAEIR D NVR L DL )
+3=RERBRNIEFTRIOEWVLE ([ TKRIBICIE | HPPICBT 2 < HRIFIERDFTR R NFTEISENIE)

%2 RSS (Rickets-severity scale ; K2REAEEZRIT)
BRIHDEPL S ROMWRELDERE., T ICEBUCHERROEIGICEDE . FEHRURBHICBIIDREU<DRDEEEZTHI T 2/zHIHBE
[CRIRSNIEREY  RSSOBRABE AO7IF10RCTH Y. FEEDRARIT7 N 4R BREHORAZA DT H6mR ThH D, A7 N 10RCHNIFEEDL
B2 ML A7 0m THNEL DR TIIBVNTEBERT  SHliBS R M O Z DT N TOHEREIERICH L TER TICEN N1 2O Uiz EFEHE
ENEHREDXIRERZF L. RSSFHlZESE LI,




%3 IHE
FRROVNBORER/ERMOHERERNICEREL KERRERTH Y9 — (CDC) O REE L OSHE A ACE DV T BBEICZZ a7 # LUt
[F127 . INRDERIFRI VA A—I AN TRIELZ.

x4 1 BSID-lll(Bayley Scales of Infant and Toddler Development, Edition I ; Bayley FL4)/RFHEREZE3HR)

E#1~420AOBRERNRURERENREL THRES U A RICHIFDREEFSEDFTHRIC A< ERSNBE/IECH . 5DDO MIRENS1ED. ER

B F IR Ul S FEFREHEIC K> THER S N2, A8 ClIAEAES). MHIEEN DIREE L\ ofe HPPIC K > TR DR E X T DA Z I o DiRE

ZHDTV FRBS X D7 ZEHUIC FitBE 2 07 (& HBRED FTEDRE CRULEAR D7 Z @B RHEREENR T 2T 9FmZR T (IR,

HXEERE COFARITN 44T HHHE BB RN TORITEERT 2FHIFHE 1318 THEIENS FHEURI7F1308EBD) .

@EXEHDRAEIRE | BIILCEZIY M-I 2 AN SN D%, BN U TRV ZER D, B HENMFZ T 5. AEZZ A D MERLT
Leh O BALTEDBREEUR,

OMIBEFDREIEE  RTUVI&BS A~ NFTOvIZPRORFE CES, Dy SZF THH5 EF2. TOvI CEEZ DB MERFIH T
B HRD_LZEYD ANDEICHDBREL U,

OHEBREBDHRRUN—RS5 1 Vit
=254 VB, 286102261 IERZERY ., 2551 R RIS/ A BB R, HE/ I FEE. 21 fIICIFRER OBHEEEL
TWV o e 1 26D TR E B EE L. 18I0 NN ARIEQBE. 8HINBIF OBEZELTHY. BYIDBHF £ UL

EEDHIFERIFER16.50ATH oI

HAA (n=5) BARALSY (n=23) £5RE (n=28)
5 ) 143.06+123.713 112.85+113.346 118.24+113.466
144.86(17.4,269.9) 64.29(0.1,309.9) 66.86(0.1,309.9)
B/ 4 2/3 10/13 12/16
e 6.80+3.012 5.00+3.461° 5.33+3.402°
7.00(2.0.10.0) 4.00(0.0.10.0) 450(0.0.10.0)
6.1243.266 2.63%1.666° -3.28+2.406°
SROZ237 5.41(-10.1,-2.1) 266(-5.9,0.2) 2.92(-10.1,0.2)
19.1549.182 2.68+1.849 3.84+4.653
FEOZ237 5.87(-23.8.0.0) 2.29(-8.2.,-0.5) 2.41(-23.8.0.0)
. 6.384+0.6487 6.917+2.3527 6.82142.1484
H f
MERPPPIE (uM) 6.510(5.44,7.11) 6.410(3.55,12.38) 6.415(3.55,12.38)
LB (/) 9487.5+7022.61° 4202.5+6990.22¢ 5083.317130.63°
g 10495.0( 1560, 15400) |  694.0(48 , 24600) 798.5( 48, 24600)

FIfELSD. hRfE ( R/ME , RAME)

a:n=22.b:n=27.c:n=4.d:n=20.e:n=24,

f: PPIER{E#F=1.33~5.71uM. g : PLPIERBEEFH=11.76~68.37ng/mL

6. ERUHE

B FARS—E I T7 CEEFERR) LT, 181mg/kgEiB6E., X1 E2mg/ kg B3ER FIE 5T 5. 1335, BEDRE

[CIWUTEERET %,
8. ERRBEFIER (k)

8.1 ALY I LML BSHN BT EN B DI, AR S %G, EHNICIEAILY D MEZREL. MEHIL YD MEDEEIOIEE,
LU kR EHEDERISEET BT & BB MEITHUTHIL Y APE IS VDDHRELZRT DT E. [11.1.188]

8.5 EEERARHRSERUEMEGIRILIFERR T79 —BEREICRHSNZEHE CHIAREDERRBERIETRETH N,

BRREERICB VN TTNSDERIRESIN TSI I TFTDRITEET 2 &,

- SERARHBOBE CH VW CEEERAREASEN BSDONZBZENN BN T BERAEDAE P REIETEEERT 2R

EREEERNICERT 2RE . BRETHITTITE,
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ERPRRRR

ORGI-CR 7 (24;80F : FEFHEIEE . fthD FHHlF = : BIREHEIEE)

ALY Dy I1%524BF TOWHBREICHIT < BRIFERDEEEZLZIRET Ulc . XIRERFTR ZRAULRGI-CRO7
(PRE( R/IME , RAME)) I IBESN2EFT1.67(-1.67,3.00) THY. BRI FHNICHERBUENRHSN
(p<0.0001.BEKLEMMAI5%. FAS.LOCF. Wilcoxon signed-rank test).

ALY Dy IR S2EEICBIFBERN—R 54 N SEFHTERF TORGI-CR 7 (FRIE) KU RO XD DIRBREHZER
UTE(FAS) s AN Y Iw I 5% RGI-CR A7 R URGI-CR A7 +2LU IR 3 S NICHERE R DBINERH SN, HERE
DL BDFRRERDIE D RENT,

RGI-CRAOZ DR—=R54 N SOE(LRUEKEBRED A7 XS

CpdRES i - ) e ) (et
B 1.00 1.83 2.00 217 2.67 2.50
(®RIME , FKXIE) (-1.67,3.00) | (-0.33,3.00) | (1.67,3.00) | (1.00,3.00) | (1.67,3.00) | (1.67,3.00)

BIE-25% | 0(0.0) 0(0.0) 0(0.0) 0(0.0) 0(0.0) 0(0.0)
2EFE| 13.7) 0(0.0) 0(0.0) 0(0.0) 0(0.0) 0(0.0)
ALLEOKRE | 2(7.4) 1(3.8) 0(0.0) 0(0.0) 0(0.0) 0(0.0)
é;'f OMEIRE | 7(25.9) 4(15.4) | 0(0.0) 0(0.0) 0(0.0) 0(0.0)
1E2%E | 9(33.3) 8(30.8) | 1(6.7) 4(33.3) 3(27.3) 1(10.0)
2UE3FE | 5(18.5) 9(34.6) | 11(73.3) 5(41.7) 3(27.3) 6(60.0)
3 3(11.1) 4(15.4) | 3(20.0) 3(25.0) 5(45.5) 3(30.0)

AA7ERF HRELETRL. ( ) NESEREOFITEIRE(CHT2EIE (%) 2R,

ORSS (BI:REHEIER)

RSSZIERE LT HPPICHIF B < BIRIRIER ZSHH LTz RSSIE 1 OERPEDEHH R & — )L T, A7 10[FEE DL K. A7
OlFLBHAMRIBLERT . WTNDERIFICHE VL TH. R—X 54 VITEERRSSDRADERH SN 1RERE D < DIRIFAEIR
DHENRIEBENTZ(FAS, Wilcoxon signed-rank test),

RSSOR—RSA NERUR—ZS514 INSDE(L

AIREESEE N—2AS5A4V 128 2458 488 7238 968 1208
(n=27) (n=26) (n=25) (n=12) (n=11) (n=11) (n=10)
hoiE 4.50 -1.00 -1.00 -4.00 -1.50 -1.50 -1.50
(&/)vE,&XfE) | (0.0,10.0) | (-5.5,3.5) | (-75,4.0) | (95,-05)| (-7.0,1.0) | (-8.0,1.5) | (-8.5,0.0)
piE NA 0.0035 0.0029 0.0005 0.0068 0.0273 0.0078

(FAS. Wilcoxon signed-rank test)
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@Y 7T IL—TJ R BRABBREICH1F BRGI-CRIF7 K URSS
HERBAIED'S 2B B R (CHEAPANS NI Ie ) BAEASFID T — 5 3D EBHRGF24BF TDT -5 %2R I . RGI-CRI7
RURSSDZALIS OV TIA TOBRITEN. BFEARBRERROERALADHIREY (7~ I KRR FEFOBEEET

LTz,

RGI-CRI7 DFEFE(LRUEKRED A I7 XS

ChIR{E 0.67 1.00
(B/IVE, BXME) (0.67,2.00) (0.67,3.00)

3UE-25F 0 0

2 0 0

I EOKH 0 0
é;';’ 015K 3 2

1LLE 25K 1 1

2 3K 1 1

3 0 1

AAT7ERD S AKBREHETT

RSSDNR—RSA NERUR—Z 514 INSDE(L

thR{E 7.00 -0.50 -2.00
(RIME , &X(E) (2.0,10.0) (-2.5,0.5) (-7.5,2.5)
plE NA 0.375 0.375

(FAS, Wilcoxon signed-rank test)

—\
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ERPRRRR

O 4FHAR (Bl EHEIER)

ALV IvIi%5168BEDKaplan-MeierEIC KRS NI 2EFREZ DISWIEFRXEIE84%[ 57 , 95 1TH>
foo F12 52524, 48, 96. 168 DKaplan-MeierAC KRS N2 EFER (at risk#L FETH FITEUIVE) 3. ZN
Z1N96%(24.1.3).91%(16.2.10).84%(10.3.15).84%(1.3.24) T&Holc,

Kaplan-Meier;EIC k224 FREIR

(%)
100 4

90 l_’_“"_j

80
70
60
50 4
40
30
201
10

O 7\ T T T T T T T T
0 24 48 72 96 120 144 168 192

&5 HIME GA)
Patients at Risk
28 27 24 18 16 14 11 11 10 10 10 5 3 1 1 0 0

BIRHF

O IR HEHE (Bl XEHIEHIHEE)

N—=25A VEE(Z285Ich 1 265 (OIS EHIIRS (FEXFTEIR) . 1 FINIHERN G ERORRNTEBES
(CPAP) . 2B BATRHE48) I IFIR BN E B LT . BAARERE 20 (5F)) HMBEI EHIIRE 2 RBL T L T

N—2 54 VE (ISR RIRE 2R EL T IBIDRBE I TOEY TH B,

BARASH ; 36l(&. ZNZNDHERDY A TEETEF (261 ; 2418, 161 ; 36;8) F TRENFEMINRRIZRRL T L.
161, 24:BF TICIFIRAHEBID SBERRL L. 161132488 CEESRMEa BT U,
BARALSNAG] ; 26l HAENSIETF TRENEMINRTZ MU, 16113, 60:BICCPAPAYIUE R fh'. 728
LAREFy b A TR T35 1 20083 TREEM MR Z T UTc. 1PlIE Rz kU,

—H R—=2 54 VEICBRBEEZ T TV26lF. ANV Iy IR 51L& 1853BE NS 7 2BE DREHIEIFRE T
HIRFEEN ZHNEE U ofc, 161368 [CHIRS A REE 5D 1 2BE K CPAPERRY 1y hA TERITIF D 48885
|FEERMIGICR Do

FleNR—2ATA VRHIEEBNRATEERSZZ(F TV E16HlICDNT. ALHERES ZRER DB ZRAELIE
R. 24BEDRFRER T 13FIMMREERN G A THIRES ZERLTLEH ST,
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O Rk (Bl REFHIRE)
BRBEOREE. SRROHFEOSAER O/ HHICES T B ERSHOTIIHEN 5 OTMIEER T BERE LT,
[ZZ237 1) BV TEHELTz. AR Y Yy TR 5SS OETHERRICSE N T A—25 A VKN TRBREDSRROHBED

2237 S BaEnUT.
SEOZZAT
. N—AS5A 248 488 72:8 968 1208
AERH (h=27) (n=26) (n=15) (=12) (n=11) (n=10)
=1 -2.92 -3.08 -2.71 -2.48 -2.01 -2.27
ZAdA7 (-10.1,0.2) (-10.6,0.3) (-13.0,0.1) | (-5.1,0.2) | (-5.6,0.4) | (-6.8,0.3)
ZAA7 (& hRE( B/IME , BB ) TRUC. BITHRIEER 58T E U (FAS) o
XEDZZAI7
- R—254Y 248 488 728 96 12038
AUTERH (n=28) (n=26) (n=15) (n=12) (n=11) (n=10)
7 == -2.41 -2.29 -2.22 -1.47 -1.18 -1.24
ZAA7 (-23.8,0.0) (-17.3,0.0) (-5.9,0.0) (-5.1,-0.4) | (-6.1,-0.1) (-4.5, 0.3)

ZZA7 (& hRE (R/IME , RKME ) TRUTC. BT RIG2IRSEEUIZ (FAS) .

OELFHEEDEI(L
2RBENUEFRAERICHITEIR—RS4 Uh518524, 48 R U96BICHF B MEETPPIL METIPLPOZ(LEE, TN
TOAERRTRHAL TV,

PPIOMIRFRERVN—ZS 1 VD SDE(LE

: R=251Y 248 488 968
AEERH (n=28) (n=26) (n=15) (=11)
I3chRE (L) 6.82+2.15 365+2.12 4.39+1.98 5.96+6.96
R=ZSAIUDED
31142, 2212, 0.2627.
e 3.11%2.69 2.2142.41 0.26+7.00
MFPRENRON—54 UHEDOZE(LEFHIELSDTRUIZ (FAS) .
PLPOMRIERENRUR—RASA VHEDE(LE
: R=254Y 2418 488 9618
AEEH (n=24) (=17) (n=11) (n=9)
MiFh@E (ng/ml) | 50833%71306 | 8921433616 | 396.3+1233.8 162.3+222.0
o ATAIDE0 2185.8+4091.2 | -1644.842787.5 | -3916.626039.6
Z{EE (ng/mL)
MEFPREROR—=Z541 VHSDELEIFTFIHBELESDTRUIZ (FAS) .
BI7 ) — TR | BEAEEIC S BPPIOMEFEER U254 Y5 OBILE
: NS, 2438 488
i (n=5) (n=5) (n=1)
MmSRCRRE (L) 6.3820.64 2.51+1.88 0.62
R=254UDE0
- =+ -
S 3.87+1.77 5.46

MEEPRERON—254A VN SDEIEEFTIELSDTRUIZ (FAS).
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Y7 IV —T#h : BAAKEICH I ZPLPOMBFRERVUN—ZS 1 VDS DELE

~ R—ZS54Y

AR ) 24i8
M#EchiE (ng/mL) 9487.5+7022.6 3720.3+7319.8(n=4)
R—2Z54 Vh5DE(LE (ng/mL) -2575.5+2583.3 (n=3)

MEEPRERIN—Z5A VN SDE(LEFFIIELSDTRUIZ(FAS),

O© [SE 53R ] EENHEEE (BSID-M) ~ DFE (RZFRHSHIEIEE)

BSID-IZ3 (3 21 AEBRER U HIBERREZERAL T, WERE OEBATFE %17 1. MAEREOFIRHELZ ]
P ER—R 54 U DSEFAITIENL. ALYy TR SHBR I HER S 3T LU BEE (RIBMIN SIEMIN O EEE. .
Leh'S, MBS L TH< B ) B BB LI LD RENT,

BSID-MBXEENIFEABZIRA I 7 DR—RS5A VHBDE(LE

~ 2458 4838 9638

AErRH (n=11) (n=7) (n=3)
thR{E 2.33 4.67 8.34
(TR/IME , RXIE) (0.00,7.00) (0.47,10.47) (3.80,9.47)

BSID-IW#EEN F&EI R IT7 DRX—RAS5 A VHSDE(LE

g 248 4838 968

AER (n=11) (n=7) (n=3)
hiE 4.00 8.47 13.67
(RIVME , RAIE) (2.00,7.00) (3.00,16.00) (9.47 ,14.34)

O 7 ARI—E FILT7HHE
28It 2261(78.6%) (SEEAASH ISHF ZMT—  7IL T HAHRHSN. 28It 1 461 (50%) (S5EAN261)
[CPFOAAD RSN,

| Fe i

BIfERRIRSER(378.6%(22/2861) THY . EIREMER IS EREBAIFAITTL2.9% (12/286) ERTAIZE. SFFERIERZD
£17.9%(5/28%l) Torofc. BTl SOEELRRIERIE28.6%(8/28f) [CERHOSN. ZDER(F. FEn 205, BERETFIEK T
IRFI7 HRERES, BRI, EEEERSFHRESIEE. SR K. 51 /D1 IV AREZR. BRIES.
HRFHAER, B2, RZMIRERR GETHIICESI-BIVER)  FBER LR ik GELFIICESIBIWER) . O9 D1/ ILAB
IR BENE 16 TH ol S5 PIEICESTEEWERIFERH STEH o,




FEIE BATITONBAREBROMEZRICER I NE LI,
ZOESH EBADHENZENTLF I A AR EHEER TTDTITBNLE T,

Pl S E A EERR R UL RRE R 2 77 5 — B EEE A HRE LT B RS
(ENB-002-08/ENB-003-08. $ZI4H51ER. S5545°— 5 . RRYMRHT) &

8) & (ENB-002-08/ENB-003-08515%) AGRIFHImE#
9)Whyte MP, et al.: N Engl J Med. 366: 904-913, 2012.
A& ERIFEnobia Pharmatt (201 15 (CAlexion&E &) DZIEESZ T TEELE U,

ALYV IESICEDBRIIEDFHRIEN RS NIc, TSI HPPICHIF B BRIRERICUEN H SN, ZDRER
IFIREERER URIR DEN SRS,

O ERINE

B 8 36 AU T OEEREXIFZLIREHPPEREEZRRELT. ANV Y IYI DR EME . BEURUER) - 12
ZIRETT B,

X &R 36 Ak TOREREIN FFLREHPPORL R IF/INEEE 1141

HERF Y | SHERHE. R, JESR. BEFE (3518 (ENB-002-08) R U'Z DIERHER (ENB-003-08)

V] & ANV Yw T 2mg/kgZz EEEEIRAIIR S U1 BRI DERREREE *. 1mg/kgZzE30 (28 T3mg/kg/8) KT

BEU. 1nAU EDOEBREF. AERL. R LOBRI. BWMEORIUICHINT Bfcsd. 1BDK MRS
HIcWAOMEE TRERE TED DDLU IR THDHENB-003-085ERICBITLIZBE DD
K’SEIF. 24BEHDKEFDKRSELUN,

FEFHEEE : N—R 54 V5248 ETDLDRIFERDZEL (RGI-CRAT7)

BIREHEIRE : 9 N COFHER R CDRGI-CAI7 RSS. lRICE T 25T, IFIRFEEE. B1EFHE. EBNERED RIS
(REXEE). HESD) (BSID-III) . E{LFHEEDZEL (MERFPPIfE., MEREFPLPER L)

B th 5t B SWMEOTEFENL.ENB-002-08F RN SESN RS 24BRRTODT — I ZHVNTEEL. HE(CIHU
TENB-003-085 BN 5835 NchE T —9 (RIE301ABD I4#0—7 v F—9) EMEULTERET BT
EZEBRICRE LI STEUCETNRER GBI REX G AHERN SDBEE S [FRIFRR. ALY Ty T
DRGZERIFTc2BEZFASEUlc. ZEMDEMICRAL T FASER—DEFZRREUT,

Eil_

KAGRSNIRELN DR STTE FERAIRS) ZSTRBRERRLCVE T, Ko ARAEZBAICAE (A0mgE TOREHE) 250, XIgZN=ZHEUc
BRZEXRRLTNET,

6. HiEARUHAZ

BE.FARI—Y P T7(BEFERI) LT, 1E1mg/kgEiB6E. X 102mg/kgBB3ER TS5 5. 56 BB DRE

[CHUTEERET 3.

8. EELERNEE (kL)

8.1 {EHILY™ LMEN S5DNBT EN G Bt AEUR 5K, EBNICIBENIL YD AEEREL. M5EAIL YD AMEDZEEPELE,
LON KR SHEDERICIRT BT &, B8 BBCHUTHILYI AP IS YDORREERT BTE, [11.1. 188

8.5 EEERARBASERVRFMMERILE. ERZ 779 —DEBRSICROSNBEHETH AR EORREHRETHETH I
BEEREEERICH N T NS DBERHBESNTND 0 LU TDORISEET BT L.
SERBOEECHV CEEERARIESEN H5DNBHZNN G 30T, EENEDAE PRI T EEERT 5

EREZEHNICRET 2R E BRETHITTIT L,
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ERPRRL R

OHEREBDHRRUNR—RS51 Vit

N—=2 54 VB, 66ICIEZET. 1 0BIICHEIEITR. MRBERUY/ S HE/ B FEROBEN 51z, I TR
BEEUEHEEBL THY. SN IR E . 3N A TIFRE, 16N CPAPESEE L. 1 BINEN= 1—UIC L8R
GRS T 12, 1S VN ARAEDRIE. 6Bl BIF DBHEN STz,

#EREER(=11)

St/ 4/7
F9{E+SD thRfE (&/IME , &XIE)

HEin* (&) 58.79159.227 29.57(2.9,158.1)
RSS(n=10) 8.25+£1.736 8.25(5.5,10.0)
BROZZ37°(n=11) -4.14£2.220 -3.72(-9.2,-0.7)
FEDZZI7°(n=11) -3.40£1.542 -3.84(-5.4,-0.5)
ZIWAUKRR T 79 —EfE (U/L) (n=9) 26.8£12.47 21(9,46)
M3RPPPIES (uM) (n=8) 5.590+2.2648 5.170(2.91,10.48)
PLPf&®(ng/mL) (n=9) 380.0£256.65 421.0(100,880)
AIW2D L(E(mmol/L) (h=11)¢ 2.571+£0.2514 2.550(2.20,3.10)

a BEEAN YDy IR SHDED TH D,

b BRNMUFEDZZAI7F CDC20008 K F+—MIE DI ER36HBFE CORBRECIF EEB361BFX TENREVCHEF v—M2AL £%3618
EHBRDWRE(CF. 2m~ 20 ENREVIEHET v— 2B WL,

C:PPIOIERHHE=1.33~5.71uM.d : PLPOIEE#FE=11.76~68.37ng/mL.e : H)LD MEDEEFHE L. BBRIREMRRICIIRFOTU .
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ORGI-CR 7 (24:80F : T EFHEIRE . fth D EFHhilF = : B XEFHIEE)
24;BEFRDORGI-CR 7 hRE ( &/IME , &RAIE ) ($2.00(0.00, 2.33) THU R—RASAVEERTHERICHEL
(p<0.0039. HEK#EMIfAI5%. LOCF. Wilcoxon signed-rank test) .

RGI-CZAO7 (3. 1851 2B% N SHEL. ZDEFFHRINN CTH oIz, 1 5488IC. O 8FIDRGI-CROAFH 2L EETRY.,
1443BDIR T8HIPOHIDRGI-CROAT K2 L THERF SN TH Y HERE DL BIRFER D RIFRBEFHRINI,

RGI-CZO7 OE(ERUHEBRED A7 X5

AR T I A B I N B S B = S B
& 0.17 1.17 2.00 2.00 2.67 2.00 2.50
(B/ME , ZXIE) (0.00,1.00) | (-1.00,2.00) | (0.00,2.33) | (1.00,3.00) | (1.33,3.00) | (1.67,3.00) | (1.67,3.00)

=3B E-25K% 0 0 0 0 0 0 0
2L E-15K% 0 0 0 0 0 0 0
2oy TBLEORE | O 0 0 0 0 0 0
X4 | OBl E1ERE 9 3 1 0 0 0 0
1L 2K 1 5 2 2 1 2 2
2L E3KiE 0 1 7 6 5 6 3
PEE 0 0 0 : 3 : 3

ORSS (BIREHEIER)

R—2 54 VDRSSO HIE ( FR/IME , RAIE ) 38.25(5.5,10.0) THY HEREHBEE DL DRFEREZZELTNDT
ENTREI NI,

1Bl DIEERE DRSSHEBLEIDREIHF T10TH Y I S4BTEIENIFEALERHSNT  24BTEBDOGIRIENIFEALSR
HENBM oz, U U TR ERICHIFDRSSDRN—Z 54 DO DELDARES (PRIB) IFZAN Y Iy IR SHIE
ZBUTENLTHE Y, HEBRE D DRFER DRI EEN RSN e 18 524BEICBV T REHFNICERRL
DIRFAEIRDEENTRH SN (p=0.0156.FAS. Wilcoxon signed-rank test) .

RSSDOR—=RSA NERUR—ZS1UNSDE(L

,\\_1 N N S Eﬁ

e e (:3150) (ﬁif) (?gg) (ﬁfg) (?j) 2::;? SIEE”
(n=10) (n=10)

SRS 8.25 1.00 400 6.00 6.50 7.00 6.25 5.25
(BB, BAME) | (55.100) | (-40,35) | (-80,00) | (-95,00) |(-100,00) | (-95,00) | (-95,00) |(-10.0,30)
piE° 0.2031 | 0.0156 | 0.0078 | 0.0078 | 0.0078 | 0.0156 | 0.0117

Thatcher reading methodICEDWVWC. < RBFEEADT7ZEH,

N—=R 54 /MElFSEREDYOHE SEX FZNLRIDRIH DEEEE T .

a ! R#&EHEIE. ENB-002-085 8 M U'ENB-003-08FHERICH WV T NR—=X S+ VEDEHDFHE (3730 5. B4 DHERE DIRIFRE CORILHEN) SERT
%, 1EBICABRNOBEEUIZIzh BT —I MBS NBD S I BB IC DV T AD VAU TLEW,

b : pf&ld. Wilcoxon signed-rank testlcED<,
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ERPRRL R

20

OIFIREHE (Bl XEHEIRE)
SWREDN—2 54, 2418, 4SBT OIFIHEEDREEN—2 54 VEDBIMELBICFED I AN Ty T

5# R—=254 Y KUFREREDE(E D SN D116l 76 TH Tz,

IR FEEEZ(E
BREES “%_ﬁ;((zg;/ R=254Y 2438 4858

1 7.5 CPAP EFAT i

) . T D IF IR SEVERY SETERY
ET REOHEHIRS | REOSERHES

. o SETRERY SETERY SETRERY
BHRS BRRS BB
SETRERY . .

4 18 RS,
BEh-a1—LZRAVE |BE2hZa—-LUZERLVE -

2 ke T REOHOBERE | =0

. 05 SENEERY SEVERY .

: RRS RS

. 1 T 1 DI TR BRN=1—LERAVE | g
ET B

8 30 =M5 =hE =NE
TR EEN—1-LEANE |

9 6 BT e EnR

0 ) T 1 DI TRISEE @EN—1—LERANE | EEN=1—LEALE
T TN BT
T DI @EN—1—LERVE |

1 4 ET T EAT

HBREERU TS TRE

Whyte MP, et al.: N Engl J Med. 366: 904-913, 2012 S38 Table3&keaZ5 A

AsERFEnobia Pharmatt (201 14E(CAlexion&E &) DEZERIF TERBLFE L.




O Rk (Bl REFHIRE)
ANV VYT DS HASEIE, SR, 48, BEOZZ 7 BENU. Z2 D7 3 E#H/MBIICEE S B ERSTHOFY
ENSORBIRERT It AHRIC K DZZ 7 DELRD_LRE BEREHANTHEACORBEERULEEI 5N,

BR.AENRUEBEOZAIZDRN—ASAVHSOE(LE
2.5+
—— 5Kk - BHEH A& 2.02

N
I

—_
2]
I

—
I

o
|

=
Ul
I

(@R ISR O Ui A UIN— SN LUNN
o
2]

'
—

T
R=RSA~ 24 48 72 120

BRSHRGE)
n= 11 10 9 9 9

O [SE 5] EENFEEE (FRACEED. tMHHEED) (BSID-I) ~DFE (B REHEIEE)
SWREDN—251 V. 248, 4SBERTOEREHOREEN—Z 51 VEORIE L BICHE LD N—2 51 VIC
HABABBOREN B SN,

HEAEENDIEE

BREES ’E‘E;‘(zg)’ N=254Y 2438 488
: 7.5 MEMICHEOB=EER EhiEDS ShEITSE
2 6 FEOISES EED NAINA
3 35 MBI CEEOAXEER 5 | (IEMICHADASEER% FROCES
4 18 MBI CERDE® 2ER 5 . -
5 36 5 SHENTS 5<
6 0.5 MBI CEOA*EZ2 5 | (IEMICHEDASEEL% t
7 1 MEMICHEOB=EER 0 NI
8 30 5 SHEISE %5
9 6 MBI CEEDR® EER 5 0 Sxa%
10 2 MBI CERDE® 2ER 5 EHEDS %
1 4 MEMICERDR® %R 5 0 SXBDD

HREERUTT  TRT

Whyte MP, et al..: N Engl J Med. 366: 904-913, 2012 S39 Table4&kWeiZ5 |
A ER(FEnobia Pharmatt (201 14E(CAlexion&EEH) DR (F TRBLE L.
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ERPRRRR

22

O [SEBHR]ESEEE FHXEES). fHEED) (BSID-II) ~NDFE (BIREFHIRE) (DIE)
N=2 54 VB (X HDEHER) DIEAEB AT — )L OFEMHIBLZ I7 (3. 11FIHIFIN 1 Ty, —RERRE LR
TERREEELEN RSNz, 9P DN TBSID-ITIHEL/AER, IFIRBIN AL > Dy T DS THRISHIAEAEE)
DEEESZ 7 HENIL. FT AR A E BB Ul CEPRE Nz,

MABEIBIT D RT —ILICDVTIE, 11 BIRIFITA— RS VB (RIS EIPEE) ST F5iE% 1SDLLE FE>TL)
feht EEORE A R T DEFEIE L B T BN 01 ALY Vv I DRSS T, 9BILFIICS UV TERMIELZ 7

(FHRBFHVCIENO L. T IS E B R AR Z G LT T LD RSN,

BSID-MIZESHFEBZRA DT DRX—RS514 IS DE(LE

: 2438 4858 9638
FIERFER (n=4) (n=4) (n=4)
, 2.735 8.470 17.470
FEAEEN (5) (0.00.4.80) (5.34,10.47) (9.34,19.47)
4.57 10.570 25.335
S (F) (3.00.6.34) (8.34,15.00) (1834 26.47)

thIRE (R/IME, RAfE) TRUIC,

OEEFHNEEDZE(L (BIXFHEHIER)
ARUY Uy IH5%24. 48, 96BICB T, PPIRUPLPOMBRBEFN—2 54 VICHARTE F UL,

PPIOMIRFRERUIN—ZS A VHSDE{LE

. N & 0 248 48:8 96:8
HETHA (n=8) (n=7) (n=7) (n=7)
MERGRE (UM) 5.59+2.26 2.01%£1.39 2.57%+0.96 2.78+1.44
R—=S514Hh5D
- + - + - +
(LR (uM) 3.30£3.48 2.96%+3.04 2.61%x1.61
MFPRERON—54 U HEDOE(LEFTHIHELSDTRUIZ (FAS) .
PLPOMBHRENUON—RAS A4 VHSDE(LE
. N—R3M4Y 24;8 48:8 968
HBIERFER (n=9) (n=8) (n=7) (n=6)
MERHRE (ng/mL) 380.0+256.7 207.8+460.5 97.5+£131.1 93.2+84.9
SV &k 07))1=10)
- =+ - + _ +
(L& (ng/mL) 181.8£571.1 282.0+£313.6 356.1+£270.3

MEEPRERIN—25A VN SDE(LEFFIIELSDTRUIZ (FAS),

ONF7 ARI—E

106lh6fITH 7 Ak —€

OREE

BIYERIZ116Ich1061(CER

Z IV T 7k

FILIFREDRIETH Y DS E5ABIEHITAN IR TH ol

HS5N. 3G LICFHIBUBIERIFIRIL A, SRUBIE3H. FEAIBI THo>lc. BELREIFRIE 26

[CIRDSN, ZDER . BT 1 Bl FEBHSIE 1§ FEHI FITH 1, 5P BRI 15 BRSNS
SERIS) TSN, BHERIC K BT FIFED SN 1,




FEIE BATTONBAREBROMEZBICER I NE U,
ZDIeh. —BEABNDOAENZENTVLF TN AREEHEER TT D TTBNALET,

HEAZLRERUNRRERA T 79 —CEBREEXRE UTERRER
(ENB-006-09/ENB-008-10. SEIHBEIER. 55545 — 5 . RSHRAR) 1°

10) #AE#} (ENB-006-09/ENB-008-105158) A ERBF s & 43}

ALY DY DRSICKN, 5~12RDHEREICHENTEGIIEDNENU K DRIFERDFHEHIEIR I EBH SN
Flo RRUHITORHIIEEN RO SN,

@SR
=] B NEOHPPEEERREL T, MY Dy I DREM. B, RYBER VRSP ERET 5.
st R LREHPP (TR D60 FRE) RIS IREHPP (TR D560 AU 1 83E53E) DSHLLE

1 2B T D/ EE1 36, BXfEiiREE 166

HBRFYC Y SiEsRtE. EEEE. FER. ASHER. HiTEIVUM T, I EREER (ENB-006-09) R U Z DiERHER
(ENB-008-10)

V] & HREBZEANY Yy T 2mg/kgRIF3mg/kgDiE3E (G5temg/kg/BXIF9mg/kg/iE) *, 24;BE DT
BSICERIEBICEIVG I ERAR TR 2WERE ICANU Y YwT3mg/kg/BZE3~InAREIIRS U,
JBERENEETEIE DLAET#. 6mg/kg/B CERBEEEMD IR T 2mg/kgDBE3MN (&1 mg/kgDiE6D) %=
BSUI. AEDZEL. T2 LOBI. BMEORUNICKINT Bichc. HERMTED DDLU,

BE BFEHREHIHPPT —IN—ANS BEZ{ LS NIcBIF R REBEZRIRUI,

EEHBIER : R—2 541 UH52488FFE TOL BIRFAEIRDZAL (RGI-CRO7)

BIREHEIEE : RGI-CRI7RURSS, BFILEDEE (BEREBER) . MROE(LZRFIUI,

FRERERMEFHEBIES | 517867 (6MWT") | S {AHEEE (BOT-272) EE N UEENE ()\2 2 RETHh
BE ; CHAQ™? \REnImAEIEL ; PODCI*) DE(LIR EZREI LT,

% W St B BWHEOEERFG. ENB-006-09:5 (24:8) K U'ENB-008-10:8D T — 9 R E U300 BED T —5
TR Z R U ST TSR ERIF 2 DDASFICEIERICEIVMITESNT ANV Y Iy IS5 %
I FBE (RRBEMP ORI (SEIAREL ROl BEZ20) RUBHFWIREE (WME(CINUT) ZFAS
EUT. ZEMDOBEMICRALTIE ANV Y Iy I DR S ZZ T2 BB EWNREU,

XEGASZBAICAE Omg/kg/B) 230, MFZNEHEUBRERRLTVE T,

1 6MWT (Six-Minute Walk Test; 6 B41T182)
67 EDSTEERE (M) ZAIE U, SOICHRI BN USRI B URE R COEESTIRZ 100%E Ulc & EDMER LR (69 RIS TIRE% FAIE) Zksd iz,
%2 :BOT-2(Bruininks-Oseretsky Test of Motor Proficiency, Second Edition; EEIPUREAREEE 2hR)
IR IERTNAZE L S NS EEAEIRE Th . AR Cld. EDEREPEIEMDRE XTI,
O EZRERVBIEMOBREIRD | VvMLSY. A FOEE. B HIZ 05RO, B SO R ORIk O RS
ERBEICHBVT BT RI7 . READ7RUFHEMR D7 ZRUIC. RELR D7 3 ERIGEF&S RS R UICERE DIEEZ R T . BOT-2RE
{EZXA7DRERDFHRI7 (SD)E15(5) TH D,
%3 CHAQ(Child Health Assessment Questionnaire; /J\Z 2R EE R 22)
CHAQEZERO7I1F8 DD TMIRE (BE A BE. BE A . BE ST, FHRIFUEY JEED) (CHNU23I0EEN 555, STERIC DTHEEENE
AR ITONONEENDTREKEFELAER I 3F TOERMTHEZIT .
R (RNIREIEE) 207 (30~100((RE 7 F O REICE D) THY. A7 HBVEFERREIAET NI EERT . ARR Tld. SBEDR /FEEN
CHAQIZEEA LTz,
%4 PODCI(Pediatric Outcomes Data Collection Instrument; /\2ERIFFHEIER)
EERU AR BEIM N ONEEY IR . AR — Y/ AR B/ AR EDREN DY £ EEREFSREDEEDFE HEDFHEN SR
2. 1L RO7IF0~100R T\ mENEWVIFEBEEENE,

6. BiENURZ
EE.FAKI—Y FILT7 (BEFEER)ELT, 18 1mg/kgEiE6E, X3 1E2mg/kem B3R FR5T 3. BH. BEDIRE
[CHUTEERET 3.




ERPRRRR

QEREDERMUN—ZS5 1 V4

ARVY I TEF 3BT RTICHITEERUAEDRHRAN HSN. 11 HICHITELE. 10615 RER (XHD) | 861ICH)
THET. 6BIICHIERZERZ BMEICSZEZ E 1T (FE DB, BR/HE TR, FEENNAR. iR TRIKEE (BT 21E) . B3

EfiE. BRR D SR SN, 188 B EREF 166D 55 76IFFLIREUHPP. 9flIE/NEEIHPP T &H o1,

ERfExIEREE ANV TYvT6mg/kgit ANy T9mg/ kgt
(n=16) (n=6) (n=7)
6.0+1.78 8.4+2.21 9.142.33
£ i (1) 55(4.11) 8.1(6.12) 10.0(6,12)
B/ L 11/5 5/1 6/1
2/REIHPP//NBEIHPP 7/9 3/3 2/5
HPPESERS DB (H) 6.0(0,40) 85(1,22) 12.0(1.,17)
- 2.67+1.966 2.86+0.556
2.25(05.6.0) 3.00(2.0.35)
. 4.573+0.6658 5.390+1.0805
A a
MReRPPIHE" (uM) NA 4.585(3.74.5.48) 5.450(4.13.6.96)
LB (/L) 322.84+177.686 217.45+163.835 211.83£98.364
g 327.54(85.0,726.0) | 184.50(76.2,527.0) 245.00(84.3.333.0)
] 28.3412.46 45.0£14.99 47.3£12.89
ALPHE(U/L) 24.0(15,62) 43.5(29,68) 49.0(27.65)
&A™ LB 2.495+0.0997 2.513+0.1025 2.479+0.0921
(mmol/L) 2.513(2.35,2.78) 2.510(2.37,2.67) 2.450(2.40 , 2.64)
o 2.020%0.1655 2.067%0.2101 2.047£0.1572
UAE® (mmol/L) 2.050(1.78.2.29) 2.015(1.78.2.36) 2.030(1.81,2.32)

FAIMELSD. PRIE ( &R/ME , &RAME) NA=AFAT

a  ZEREHEIF0.75~5.7 1 uMKiE ( R/IVE , BRAE [FF#RCKDERD) . b SER#HEE5.74~61.15ng/mL.

C: SRR#E#RIF51~385U/L(F/IME , &XIE [FFEIC KV ERBD) . d : SEREEIF2.1~2.57mmol/L.
e BREHHEE1.03~1.97mmol/L

6. HERUHE

[CIUT EERET 3.
8. ERREBAITER (ki)

B PRI —  PILT7 (EETERI) LT, 1E1mg/kgEiB6ME. X 1E2mg/kgZB3ER TS5 5. 56 BEDRE

8.1 BAILY D LMIENHSHONBIENH B KB S&(E. FHNICIENIL YD AMEZRAEL. MBEAIL YD LMEDZEEP
B, LON KRS EHEDERISERIT B L BB MECIRUTAIL YD APEIZ VDDA ZERT B E. [11.1.188]
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ORGI-CR 7 (24:80F : T EFHEIRE . fth D EFHhilF = : B XEFHIEE)

AR D185 24BICH T B1EERE D BIRIFERDEEEZ L ZRET Ulc. XIREHRFTRZ AV CRGI-CZ O7 (RRIE
(B/IME , BAME)) FAFI2IR 58 (6mg/kg/BREEIMg/kg/BEEEHE UICEY) T132.00(0.0, 2.3) TH Y. EEERIER
8T0.00(-1.3,2.0) THOle. KA SHE . EENBEICHUTHRIZNICHERBREEEDUENRDSN
(p=0.0007. BEK#EMIAIS%. LOCF. Wilcoxon rank sum test).

B8, ENB-006-0958 82 K U'Z DIERHER T DENB-008-10HERIC BT DR—R S5 4 U SEFHTEFCH(F BRGI-CR O
PR SERTRUIC . ARRR S K DERE DL DRIRER DB ED RS NI,

N—RS5A4 N SEFHEEFCH T BAERIRGI-CRI7

ENB-006-09515% ENB-008-1051{5&%
2458 488 96;8
ENB-006-09C ENB-006-09C
) | G W ftrsnr: WIS Nr
mE |ews |UR | om BF 25 B mE 2ps B
NERE | B B B R | B 6mg/ gmg/ FEREE | B 6mg/ 9mg/
(n=16) | (n=13) n=6) | (n=7) (n=16) | ("=13) |kg/i@ kg |(=16) | (0=13) |kg/@ |kg/@
B B B B
(n=6) | (n=7) (n=6) | (n=7)
Tiﬁﬁ 0.00 200 200 200 0.33 167 167 1.67 0.00 200 167 267
— ’ (-13,20) | (00,23) | (1.0,23) (0.00,23)| (-1.3,20) | (0.0,23) |(13,200)] (0.0,23) | (-1.0,20) | (0.0,23) |(1.0,200) | (00,23)
RAIE)
3B E
%= 0 0 0 0 0 0 0 0 0 0 0 0
2B F
AkE 1 0 0 0 1 0 0 0 0 0 0 0
-1k
é ok 5 0 0 0 3 0 0 0 7 0 0 0
7 |0k
%\ 1558 5 1 0 1 7 1 0 1 4 1 0 1
1 E
2% 4 3 2 1 4 7 4 3 3 3 3 0
28k
3% 1 9 4 5 1 5 2 3 1 9 3 6
3 0 0 0 0 0 0 0 0 0 0 0 0

n; TR ERZ R T . LOCFICT T —9 DfFfT & 1T 212 ENB-006-09ERIC BT D218 583, 6mg/kg/MBEE R UOmg/kg/BE DHEZR T,
FHERCH S ANSNHERERE. ENB-006-0958 88 Tl 13641 (6mg/kg/BE% ; 641, Omg/kg/BEf ; 7l) T&H B, ENB-006-095KE 5T 1 6l(E1 241 (6mg/
kg/iBEt : 661, 9mg/kg/ B : 61) Ta5+). ENB-006-005825 7 Billd 21 26IA'ENB-008-1 05 BRIHETL, 3mg/kg/ BTSNt SAREE TED
HETICREL, 6mg kg B TR STz,




ERPRRRR

ORSS (BIREHEIEER)

2ESEICBITBRSSOR—ASA UHSZAIERFETOE(LEDOPIYEIS, BB CHRINICEELEBRULTIRT
DAIEE S CHRETRZNICERREN #S5N Tz (FAS. Wilcoxon rank sum test) .

RSSDR—ZS5AUNBDE(LE

ENB-006-09515& ENB-008-105i{5%
2458 488 96;&
EITExiiREY | IR58f | 6mg/kg/BE | Omg/kg/BE | BIfEXIRRE IS8 | MENRE | DRSS
(n=16) | (n=12) (n=6) (n=6) (n=16) (n=12) | (n=16) | (n=12)
thR{E 0.00 -1.50 -1.25 -1.75 -0.50 -1.25 0.00 -2.00
(=/IME, &=KfE) | (-1.0,1.5) | (-35,-05)|(-3.3,-0.5) | (-25,-1.0) | (-1.0,1.5) | (-3.0,0.0) | (-1.5,1.5) | (-3.5,0.5)
pfiE® (vsEXfFXIERES) 0.0008 0.0070 0.0025
(FAS, a: Wilcoxon rank sum test)
(3% : ENB-006-095HE& CEIWFF SN TV =ZEEDENB-008-10HERICHFBDR—AS A VDS DE(LE)
ENB-006-095H5& CEIVFIFSNTUL/-8F
4858 96:8
6mg/kg/ B8t 9mg/kg/BE 6mg/kg/BEE 9mg/kg/BEE
(n=6) (n=6) (n=6) (n=6)
-1.25 -1.75 -1.5 -2
(-2.5,0.0) (-3.0,-0.5) (-3.0,0.5) (-3.5,-1.5)

O EMILIEEDIZE (BBEEER) (BIXEHEIER)

ANV YOG 24181 5% DEEBRBERICI ST IFAMILDIERTH DA AT F A ROIBEBICHT2A AT F AR
DEZRF U, KRR 5% BRI LOTHENSRH SN,

RS TOR—RASAVICBIFTEDA AT 7 A Rig (FIELSD) [F13.386+3.2525umTH . 1% 524B(ICHIF 2 2ES
BOR—2AS1UHSDFHIZ(LEIF-3.858+4.2784umTdH o1z (p=0.0097) (R—R 54 VS DE{LEDFIHEN0
hEDZHIEULt-test)

6mg/kg/BEECBITBR—R 54 VRVES524BDA A5 41 ROWEIE. ZNZN11.7£3.37umKkV7.98+2.72um.,
Omg/kg/ABEFTIE14.8+2.58umKk 1M 0.616.02umTaHH R— 254 Vh 5D LEBF6mg/kg/MBEET-3.75+2.90um.
9Img/kg/iBE¥ C-3.97+5.64umTH ol

REHTOR—RATA VICHIFDBHREICKH T DEEILT AT A REBDEISE13.753+7.2277%. 1% 524BDX—2Z
SA DS DGR EF-4.22517.5582% Cdr o1z (p=0.0789) (R—RA 541 U Q5 DZE(LEDTHIEL ONEH ZHIE
Lizt-test)

6mg/kg/BEEHCHBIFDR—ASA4 U RUHRS5241BEDIEIFZNZEN.98+4.01 K 16.57+£2.79%. 9mg/kg/BE ClEZ
NZN17.0£8.04%119.62+9.28% TH W, N—2 54 UHSDE(LBIZ6mg/kg/ BB T-3.42+3.36%, Img/kg/iBEE
T-5.03+£10.6%C&H oo

6. BERUAE
BE.FAKI—¥ P T7CEGEFERR)ELT, 181 mg/kgE@6ME., XE1 E2mg/kgEB3OK TIRE T 5. 158, BEDIRE
[CRHUT. EERET 2.




ZATZH A ROIE (um) (2R5E)
18
16

14 1 13.386

9.283

Ovk (5) B BOTAMNYINY

R—=2AZA 248
(n=13) (n=12)

Z AT T A ROERE/BDERE (%) (£1R5E)

25+

20 ~

15 A 13.753

8.092

OV H (R) TFH TSI\ THBFO ZAMYINN

R—=TA( 2438
(n=13) (n=12)
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ERPRRRR

28

O Rk (Bl REFHIRR)
AN YDy T EESDRBEDERRVKENZZI7 DPREFBIIUI, T5IC ZZITDR—25( VH5DE(E
DFSNERV PRI E TEH Tz, Z2 D7 GEH/MBISES S B ERD O TIIHEN SOTEIEERT T2t AR
£BZAI7 DEDE(LE. BERELNTHEATOREETUIEEI5NS,

SEDZZ7
ENB-006-09:58 ENB-008-10%88

N—Z54Y 248 488 96:8

RE B (n=13) (=12) (n=12) (n=12)

o -1.26 -1.11 -1.03 -0.78
SRS (6.6.00) | (69.0.1) | (-69.-02) (6.5.0.0)

55 \ 1,30 128 122 119

zzap | Ome/ke/BE | 06y | (69.-05) | (69.-02) (6.5.0)

‘ 126 1.04 091 072

9me/ke/ B (-3.8.0) (-3.8,-0.1) (-3.5,-0.3) (-3.2,-0.1)

BREOZAI7IFPRIE (B/VE , BAME ) TRU. 6mg/kg/ BB EN=6. 9mg/kg/ABEHFR—2 51 VB§N=7. 24BLIHEN=6 (FAS).

738 ENB-008-10558 (48:8. 96:8) [CH(FBH6mg/kg/BEF R U'9mg/kg/BEEE. ENB-006-095 B CEIUAIFSN T WV B ZR T,

AENZZRI7
ENB-006-095{5 ENB-008-1055
B8 e N ) e i
=S ( -8-.12',2;.3 )« -7-.(7)',711 8) ( -7-.%??.9 ) ( -6-.2.?3.1 )
xay | 6mE/kg/mE (6210) | (77.00) | (78-02) (65 06)
omghe/BE | (070 | (Lg1s) | (35.19) (20.21)

HEDZZI7 [FPRIE(BIME A ) TRUIZ. 6mg/kg/iBEIEN=6. 9mg/kg/BELIEA—2 51 VHn=7, 24BLIEN=6 (FAS).
72, ENB-008-105t8 (4818, 96i8) (23 B6mg/kg/ BB R UOmg/kg/iBEEE. ENB-006-095 B I FEN TV BETRT .

6. HiERUHE

EE. FAKI—Y FILT7 (BEEFEER) LT, 18 1mg/kgEiE6E, X3 1E2mg/kemB3E- FR57 3. 5. BEDIRE
[CHUT EERET 3.




OL{LFHNEEDEI(L
N=254 YD5§524, 48RV IEBICH I BMEEPPPIlE SMERhPLPREDELEE. FESATHATHAL T,

AR S#EDMTRPPiEMIRPPLPOE(LE

ENB-006-09z 5% ENB-008-10:5%
R=RAS5AY 24;8 48;8 96;8
(n=13) (n=12) (n=12) (n=12)
SRS -1.88+0.73 -2.19+0.71 -0.533+0.88
[M3RhPPi (uM) 6mg/kg/EEt 4.573+0.6658 -1.80+0.51 -2.09+0.72 -0.50%+1.03
9mg/kg/BE* 5.390£1.0805 -1.97£0.94 -2.28%+0.74 -0.57+0.80
eS8 -164+121 -187x134 -152+123
= -190x169 -171x156
MAEckPLP (ng/mL) | OME/ke/BEE | 217.45+163.835 -174£155 n=11) (n=11)
. -183+94.7 -135+90.3
9mg/kg/EEE 211.83+98.364 -156%+91.6 (h=5) (n=5)

AR EDOZLB(F TIELSD TRUIC, BTN VIR AT RMBRERIE. 6mg/kg/BEHEN=6. 9mg/kg/BELFN— RS54 VBEN=7. 248
LIEEN=6 (FAS),
758, ENB-008-1055 (4838, 96i8) [ (3 B6mg/kg/SBE R VOMg/kg /BB, ENB-006-09: B CEIHISN T B R T

O [SEER] RAHEEE (BOT-22 17) NDFE (BIREHHEIER)

BOT-2034#%h'521 D EHFRAEHED I DICALSNBRBTH B, ¥ v LSy THIE LOBESE, FIHIZ DB
KSR R OTHIEIO 2 S OEEIC &3 EDREROBIEM FAREI UEH - MHBIICHHUIBOT-22 17 [TIREL
AERERUI A= 251 YDA P DRIEN3.0THY, —REEREDIC LB ERTIIE 5 URERE (SD)5) £UH
2SDLLEDIEBERULT DS, MRBEDEAMIEDE FIRS NI, AN Y Dy I DR 51 208U, HBEDDR
fBIFERTHIEN'S 1 SDIUMICEE UL

BOT-2 FETEE - BHEMER D7 OREFNZEIL

15.00
B —MEREM DIZEEFHESD: 1515 12.00 (;(?1%%)
(0] 11.50 (7.0,19.0) ko
T 4.0,19.0) *
. sk
2 9.00 9.00
é( 10.00 (50,17.0) (40,21.0)
o ' 8.00 8.00 sk sk
@g170 0,150
th
n
5.00
E (4.0,180)
B sk
go 500+
it
=
X
&
0.00 -
0 12 24 48 72 96 120 144 168 192
BSHAE G8)
n= 13 11 11 11 11 11 10 7 8 10

BOT-2 : Bruininks-Oseretsky@Eh#igEREFE 2hR. SD : 4R E.

FED BT S TIChIVE( R/IME A ) 2. ZD NIEAMERT .

*p<0.05.**p<0.01, Wilcoxon signed-rank testiC&kdR—X 541 VH5DZALEDPRENOICEHFLLDHIE
JEEC | —MRRRERICH(TDIEETIIR T (E15.SDIF5,

EED  AERIF. 2R 58 (6mg/kg/ABEENUOME/kg/BEEDHE) IS T DIERER U (FAS)

168 BN UM 92BN T —2 (FEHilFT—9 TéHolz.




ERPRRL R

@:51THES (BMWT) (BIIXEFHEIEE)

ALYy TREIC S BERNBEHAREREL U TOR S TRER(T I BRER U, AN Y Vv D511 288
WS HEREDSHTIER DIERERD . Z D, FHFIRSTIEROEREROI (TH. ——) . /2. WREOH(TIHERESE
B HRIR U, BRI EUBEREAT — 5 OREROS(TIERICN T 5EEEUTHIBURL (FB. ) AN VYIRS
% SITIBRIEN— 254 Y ELBRUTHHIISERU. 1 20802, (28R 084%L L O/ TIBREHEF Uz,

6 BT N U R R P RIS TIERECX I 2IERE DHITIER DEIS

(m) (%)

—A— ERESTIRRE O T BB (n=13) | ;50 00 =
kkok ks o o X b g
- e —
745.0 Rk gk * T s §/1_; 5
695.0 1 -80.00 B
2 ik
3 645.0 -
his] B3|
B 505 O! oy REES *%%60.00 ¥
T 3
.T.F.
5450 - 18
iéJ - 4000 X
S 4950 —o— 57258 (n=13) %
M 445.07 L2000 ¥
395.0 i:_ij
345.0 4 -0.00 E
ol M
0 12 24 36 48 60 72 84 96 108 120 132 144 156 168 180 192
%5 HIR GA)
n=13 11 11 11 11 10 N 11 10 7 8 10
6MWT : 65 BIS1THRE. SEM : THBEDAZES,
SEED MBI FIOERSETR Y.
1451, N O BERNS B UREE IR TOZESTIE 7 100%E Ufc EEDIER R A SR IR (E AR ESI TR D84% 2RI o
*0<0.05. *p<0.001., **p<0.0001 (EAHEEIC LD R—R T4 VHSDE(LBTN0ER R BN EHDPIE.)
SEED  ARSRIE. 24858 (6mg/ kg ABERUOMg/ kg ABEDHE) (ST B15RERUIE (FAS) .
6. BiERUHE
BE.7ARI—C 7ILT7(EEFHRIREZ) VT, 18 1mg/kgxiBE6ME., Xid1E2mg/kgZB3EK TR5T %, Bd. BEDIRE
ICRUT. BERET %,
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O [SZ1FEH]| £FDE (CHAQEEZEZ 7 ) NDFE (BIXFHEIER)

NREFAEENE (CHAQ) [CEDE RBREDBEX - SXE. BE. BT INURUSTHREICHT 2HEEE. NS
UERTODSNBENDFRLEEET T 3E TORATRULAIT THREI Ul AN YV IRE(C LY. CHAQREE
27 HERNIC T, Fo. ANV VY IR EILEBR—R 51 U h SOEILBPRIEF . BRNICERDSH 38/
ZLE (MCID) ELTHESN/Z-0.1320% L@z,

CHAQEZEE A7
C 1.200
A 1.000 *p<0.05
Q 1000 002250 001
I P
=5
B
% 0800 -
|
7
th 0.600 -
R 0.375
I (0,000, 1.875)
= 0400 - * 0.250
,']E\ (0000,05000  0.188
& (0,000, 2.000)
= 0.200 1 - 0.063 0.063
5? (0000,0875 0,000  0.000  0.000 (0000.1.000 00O
B *%* (0,000,1.750) (0.000,2.000) (0.000, 1.500) (0000,0875)  0.000
B 000 *% *% * N | %% (0.000,0000)
0 12 24 48 72 96 120 144 168 192 216
%5 HARE GB)
n=13 12 I 12 12 12 I 8 8 I 2

Wilcoxon signed-rank testlCkd. N—2 54 U 5DZ(LEBFREN 0ERFDNEN DPIE.
AR BT STICPRE (RIME , BAMB) 2. TD FEAISERY .
EED  AMERIF . 2B 58 (6mg/kg/ABEENUIME/kg/BEEDHE) [T T 2IERER U (FAS)

O [(EZ1FH] £EDE (CHAQERZ I7) ~NDORE (B REHEIRE)
NREFREEENE (CHAQ) [CE D% B EORAE. SRO0N SEENEFETY 100F TOMETRULERBR D
P TRE U AN Y Dy T REIC S, CHAQEB R I 7 [BA—R 51 Y h SIEEETRUI.

CHAQZERAI7 DR—RASA /NERURN—ZS51 VD 5DE(L

: N—25AY 248 488 968
AIEE (h=13) (h=11) (=12) (h=12)
@ 20.00 112,00 -19.00 119.00
(RIME, BAE) | (0.0,720) (-72.0.26.0) (-72.0.3.0) (72.0.14.0)
ol 0.0818° 0.0119° 0.0187°

N—25A VMEFGEBREDIORSBXIFZNUR DRI DELEERT D,
a RECE DEERRDTIENONESH ZFHNBpE,
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ERPRRRR

O [SEGR] £EOH (PODCINBE R UTIEN . ZAK—/EHAHEEREZ J7) NDFE (B RFFHER)
PODCII., 815 - BRICEED 5 25D EO—RERRE EENERUBEE) ZR5T T 510ICALSNBIEETS 5.
AR TIEPODCIOBE R VT B, RH— Y/ SAEEICH T DREZ D7 2RV T HRE D—RERREERIL
2o iBHE(E R D7 DFEIF. 0~100THY . OFBH TR/, 1003 TR B RIFBERERLT NS, 2371
— RIS RZEELLTHY FHREXT7IF50THY. . SDN10TH D,
PODCIDBEIRUIBIEICS I BHERBDN— 25 VEOPRIBF37. 0THY  BETIEL 1EEREUTTH
fett RN Yy o5, 248 TPODCIOBE R UTIEIM RIS EAEEE LB T,

PODCID8&EN K U ol &hf
60.0 53.0 53.0
b4 52.0 52.0 5225 52.0 5225 52.0 52.0
)| 50.0 @753 o5y 5 25y @5SI g5y @55) @55y (252
& 6. >l.:»3) * * % &3 *
[6) 50.0 A
o
'i% 37.0
B 40 @2
a1
7
30.0
th
b
B
= 20.0
Tk
&
B 10.0
X
B
0.0 -
0 12 24 48 72 96 120 144 168 192 216
%5 EAR GA)
n= 13 12 12 12 12 12 1 8 8 1 2

*p<0.05, **p<0.01

PODCI : /\NRERIRT — S INEE,

— R RREMICSIFDFETHRI7 [F50 FEREE 10 (HBREDHICKIDHRET —9).
Wilcoxon signed-rank testickad . X=X 541 VHSDE(LETREN0ERIEDNEH DpIE,
D BT SOICHhRE (R/IME  RAE ) Z. ZDO MR ZRT .

FED  AER(E, 25 R (6mg/kg/MBEE R U9mg/kg/BEIDHE) ([CH T BiERZERUE (FAS)

OH7 ARI—E FILT7HHE
12BISER (SBEB) NP ARSI —€ 7L I FREBIETH 1z, PRIFUAIE. Img/ke/BEED 2BI T 1

o=zt

BIYEFASIRERIZ92.3% (12/1361) Tarh), 6mg/kg/BEET6/661 (100%) (21184, 9mg/kg/BBEET6/761(85.7%) I
11158 S 1, EREIERIEESTERATAIBE 1 16, SIS AIBIOP T ool EEBEHERRVUIR SHIHCE>T-BIfEA(R
BHSNIRH Tz,




FEIE BATITONBAREBROMEZRICER I NE LI,
ZOESH EBADHENZENTLF I A AR EHEER TTDTITBNLE T,

AAEARLRE, NRRRUBARERZ 779 — BESEEHRE LT
BEBRERER (ENB-009-10. SEI4B3RER. 1851 5 — 5 . chRSREAR)

11)#PUEHE (ENB-009- 10550 AERE K
ALY I I DIRSICKN . TNSALPRE THAPPIRUPLPREDETAERH SN,
Fle ARV YDy I DFRSITKRY BHITRENICREN RO SN,

@5 E

=] 8 SHAEAD 13U E65RUT DR NRRR UM ARHPPEE ZNREL T AFOBEMERURE M
ZIRETT Do

x4 & AR NERRUABHPPO 135 65U T DEE 196

HERT Y« EIERL. ZiERIEE. ERER. JEER. BFER. AERTERR

V] & ERBEEZN Y YYT0.3mg/kgD 1H1E(G512.1mg/kg/iE) *,. 0.5mg/kgD 1B 1El (&513.5mg/kg/5@E) *
DETESXIFKIESDIBICERIERICEIVM Tz, TER SR Z 24 BRI E L. & TH&. 20D IFS R
BESEREANBITU. 8 5248~488F. £F1M ALY Yw70.5mg/kgZ 1818 (&5t3.5mg/kg/iE)
KT RS U 18548 BLIREF 1mg/kgZBemR 5 LT,

FEHEIEE : MBFPPPIRERUPLPREDN—RS1 VH5R524BETOE(LE

BIREHEIER : MEERPPPIRRUPLPOR—R 54 IS DZE(LE. $H1THES (BMWT)

fE th 5 BE:R524BEFTOEMEOEE@ENZERICKRE Ulc, FFIERBEHR SH—ICENTIE, 48BRL EDIRS
ERIEBET — I THEERTZ Ulc, BB LTI RER . BIERICEIV M I e 2BREZFASE LT,
Z2MDOEFICEALTIZ. ANV Y VYT DS ZZ T2 BB ENRELGBIFRREX (LR SEEE LI h
ESNFREDIRN oIz BH . REMFEN TIE, 77— DI THIRN DT,

RGRRBICHIRUVEE (2.1mg/kg/iB. 3.5mg/kg/B) B2 0. VEZNEHE UL BRERTLTLET,

6. HiENUHE

BE.ZANY—€ FPILT7(ELFHERER)ELT. 18 Tmg/kgZzB60l. X(F1E2mg/kgZB3ER M5 2. 3d. BEHDIKRE

[CIHUT EERET %,

8. ERREFIER (k)

8.1 BNV LAMENHSHONBTEN GBI ARRIESEIE EHNICINEAIL YD AMEZAE L. BNV YD ABEDOZEEPE
B LON RESHEDERICERTZT L BB MEBICRUTALY I LAPEIZVDORMFAZEERT BT [11.1.188]

15.Z DfthDiER (%)

15.1 ERFRERAICEI<IER

15.1.1 BABIDIERR 779 —BECH T 2FF DB ER PREEFHIIE NTUIRL, ERRERAIMR .,




ERPRRRR

OEREDER

UNR—51 V45

186lFBE D FIFRS NDIEEDBRDERNRUBITDEEEEGL. 166 EEDBRBDIEHICEREEEL T, 1561
[SHT/ETRHDOSTARE. 106)(CBBIR. OFIITXH. 8FIIC TR BHN UBEHEEHERHSN. 1 1FIFRAF—ILEN(FF I
VEOVR, 6flIC T L—MRURVICKDBIREEREEL TV,

P ALV Tw20.3mg/kg AL 2T 20.5mg/kg
(n=6) (2.1mg/kg/3A) B (3.5mg/kg/3E) B
(n=7) (n=6)
i () 30.2+20.58 4372136 48.5116.47
21.0(13.58) 45.0(14,66) 55.0(15.57)
B/ 472 176 2/4
FLURAY/)|REY/ B A B/ 7R 1/5/0/0 1/3/2/1 2/4/0/0
21.3£18.05 139.54200.12 20.2416.15
HPPSEIEES D Rk (F) 18.0(2,48) 18.5(2.432) 24.0(0,36)
] 28.0£10.70 19.4+3.36 20.8+6.94
ALPIE*(U/L) 23.5(18.45) 18.0(18.27) 18.0(18, 35)
. 6.895+2.7868 5.516%1.5093 4.975+1.8455
b
PPIfiE® (uM) 6.200(4.17.12.10) 5.100(4.06,8.20) 5.095(2.15.7.40)
LB (/) 359.33+295.184 323.50+254.057 602.68+660.123
g 237.00(106.0,906.0) | 171.00(34.5,673.0) | 318.50(28.8,1590.0)

FAIMELSD. hR{E ( &/IME , RAIE)

a FEBINROHERIDALPEDIEREE | BEDBE | 10mI 15K (95~385U/L) . 15m 18 (50~250U/L) . 185l E50meAmE (31~
129UL) . 50 _E60mAE (35~131U/L) . 60m_E70mR (35~125U/L) . ZHDHZE. 10m £ 1 5mRiE (51~300U/L) « 15m 1 8mRiE
(31~110U/L) 18m A E50miAm (31~106U/L) . 501 _E7 0 (35~123U/L)

b F#s AT IU—RIDPPIHEDIEREE : 13~185%(<0.75~4.78uM) ., 18543 (1.00~5.8214M)

C: FHisHT TU—RBIDPLPEDIEHEHE : 5~185%(5.74~61.15ng/mL) . 18/%#8(2.81~26.70ng/mL)

OE(LFHNEE DE(L (24:88F : ERFFHIRE  fthDFF{HEF = - Bl REFHEIEE)
SFRBR AR 58 (0.3mg/kg/ BB E0.5me/ke/ BB EHS UIE) DRS248(CH (I 5 MIFFPPIEE L MIT
PPLPREDN—RSA VW SDELEZERUIC AFRIRSICKVVWTNOBREBHFHI U, T5IC. 48,96 BICHNTH. B

BREDRAZBHT,

MEEHPPI (UM) DR— RS54 VU hSDELE

JIERFER R—R5/14Y 24;8 48;8* 96;8*
- - a)
P 0.18( ?r.]8=46 ,)1.07) B B
-2.19(-4.40,0.32) B B
£fl (n=13)
0.5mg/kg/5@6[D 1.0mg/kg/iE6M
FRlRSE 0.3me/kg/ige | 55165150930 -2.03+1.445 g -1.49+1.37 *g" -2.06+3.250
: (n=7) (n=7) = (n=7) = (n=7)
2 2
4.975+1.84559 |  2.19+133% |®B| _1.28+1.54Y |B| -2.69+2.08"
0.5meg/ke/B&¥ | 7 ) (n=6) (n=6) (n=6)

a) 1 PRIE(FR/IME , ZAME ). b) : FIELSD
*4838, 96JBICHIF20.3mg/kg/HEF R U0.5mg/kg/BEHEN—R 54 VEHIEIHIFON TV ZR T,




MEFPPLP (ng/mL) DR—RS5A VHhSDE{LE

AIERSEA N—25AY 2458 488* 96;8*
11.0(-374.0,346.0)? _ _
SRR (n=6)
-254.5(-1467.0,-17.2)? _ _
=0l (n=13)
0.5mg/kg/iE6ME 1.0mg/kg/:EB6E
FRIRSE 0.3me/ke/Hag | 323.50£254.057° | -255.0£196.2° E -235.3+191.6 *_3} -301.3+252.6
>Merke (n=7) (n=7) E (=60 |E| (=7
2 2
602.681660.123" | -564.3+624.0° | % |-.593.4+605.2° | & | -584.6+654.9"
0.5mg/kg/B18% (n=6) (n=6) (n=5) (n=6)

a) : CPIE (B/IVE , BAME) . b) : FHELSD
#4838, 96BICH1350.3mg/kg/ BB V0.5mg/kg/ BBF N — 2 54 VBICEIUAIFSNTWEBERT .,

@1THES (6BMWT) (BIREFEIER)
N=251 VI 24BR D65 RS TIEROE(LEEH 5 & WRE TS TR NE BT DICHUT ARRSHT
(FH(TRERED RS IG oo BBt 2R B REIF B H o1 (p=0.1303. FAS. IEf#7EWilcoxon rank sum test),

N—R54 V/N524BF TD6EHITHERMDE(LE (M)

HIEBFEA 248
X$E8E¥ (n=6) -6.5(-46,113)
26 (n=13) 35.0(-2,182)
ARg S8 0.3mg/kg/B& (n=7) 35.0(1,182)
0.5mg/kg/B& (n=6) 31.5(-2,121)

Pl ( &/l , RAME )

o=z

BIEFIRIREI. HIRBE TIE16.7% (1/66) . ALY Vv IiR 5B Tl446.2% (6/1361) Tost). 0.3mg/kg/BED 4/ 7|
(57.1%)12 1304, 0.5mg/kg/ BIBED 2/6f1 (33.3%) 121 24 RHS N Tz, 26 _EICFIRUBIHERIE. 0.3mg/kg/ BT
(& SESTEB IR, SEATERATATHE. SE ST ERALMAB. FESTERT Z SHEERR . SESTERATAEAR. SR &, 0.5mg/kg/ BB Tla. E
BRI G ol EELBIERANUORSPIEICESZEBIfERIFER S NEh o1z,

6. BERUAE

BE.FZ2ARI—Y P T7(BETERI) LT, 1E1mg/kgmB6ME. X3 1E2mg/kgZB3ER TS5 5. 56 BEDRE
ST EERET 3.

15.Z DfthoD;ER (k¥R

15.1 EEEREERICE D < 155

15.1.1 BABRDIERR 779 — LTS 2 AR DA RORSHEFRIISNTVE ERHERD M,
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ERPRRRR

B EEORERYERUAREERR D79 —CEEED
EABBIC OV TOL NIRRT T« TEREEER (ENB-011-10, 8547 —9) 1219

12)#tAE R (ENB-011-105858) &GRS EHE &AL

13)Whyte MP, et al.: J Clin Endocrinol Metab. 101; 334-342, 2016.
14)Whyte MP, et al.: J Pediatr. 209; 116-124.e4, 2019.
AtBRIFAlexion Pharmaceuticals#t D3ziE%#ZIF TEELE Uz,

@SR BIE

8 # : BEDEEREN UHREHPPEE DBEARBDRFHZHESNICT B,
x4 R EEDEERREN U REIHPPEE 486

HERT Y« Y SR BEHELVAOZXRT T4 TIENABRRHER

b;] & EEDRERENUAREHPPEE DBEARKBIC DLW TRET Uz,

FEFHEEE : 2EFHR- (HEDSTET I TOHIE)
& Bt B BWEOEEENAS FIATRBRINTOT—IZAV. T—I DIEBRFRICEVT. EENFETLT
WD ofeiZ &3 R T 51U LU RERADIZSIFHEEE S NIcREOEBIFR TOREH 5U LU

OHREDERRUN—RS5 1 VI

HPPZEE 4861146l FER THPPDIERDHESR S N, 2861 (75.7%) ICHRIESE. 4061 (83.3%) [C< B fRERIEERZERZ
FIRFEE DEHENERH SN, 1061ICEY VB RMEIF VNADEEERE NT LV . IIRFEH72.2% (26/3661) [C5R8H
SN, EMEDXIRERMRELT. BOEENRDSN. BRMAMEN89.2%(33/376l) . BHImDEFILEN'67.9%
(19/284l) . BEHRDIEN66.7% (20/3081) . R EZHN'48.3% (14/2961) IR ETEH>1c. 23.3% (7/3061) (C BT DEXE.
—EBRIEITRTDEDRBIHSNTc, BEDEEREICHTHZDMODEXRGEEREKREL T, BAIIEBENS1.6%
(16/316l) REBESFHRSAEN'61.3% (19/316l) IRED HSN T EENFEZEDEIEN'88.9% (24/276)) [CHSN T,

=49EE (n=48)
HHEE RS DTERSIELY GB) 3%'(9;“026;1 )
)
Bt/ 26/22
HPPESERS DS () 13_3'(255105%9)
FRENESEE L EE 64.4% (29/45)

> 28R A IR 65.5%(19/29)

> B 31.0%(9/29)

> CPAP (SEMSEBEL) 3.4%(1/29)

FEMELSD. hRfE (&/IME , &RAME )
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O EFHIR (X ZEHEIRE)

EETFREERIHBLURICRRICETU. 3HBRBRTOEFEE70% KRG TH ol BER120BFTIC. EFRG
A2%FKiBIIE T UTe HENSTETF TOBEMDHRIE (95%EFEXE) (&. 270.5H (155.0H, 428.08) THofc.

Kaplan-Meier/&IC & 22 EFRRR
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