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HSAT R #5252 B PEITIVA o7 1) FE RS 50 75 48 2 8 bW R 38 (VR 7 e B SR 4
KRR BIFIRITIAR T Re e CR IR RS 5 o 7T Re 2 7 ZEARE AR 3 A N5 SR
ITU; AT %

F T R PP LA BEAT AR R D8 DG S5 3 A A W SRR e 1) A o
UG 58 F 52 e AR TRV TT 7 e it — AP 1 I AR B R R I XUy, AR
Bth . PMEE, Horp— e g ML 1 SOOI A S A= i O PR T R
[ Zd R AL E L HZ ]

]

DA B &5

Sk B B o S ORI 24 b T S R A R R AR S R A R, R
RIS BTE B o AH DG I EE K AR R PE  JR= BAAIE S R LA R 45 R IR R o 4F
ORIIA] 2 75 4k A8 P Z 25 3R 97 e UUE AT o Z 3 HEAT AL PP A S B 2 I
PRIIE 75 A BT RS I o BEATV0TT, 5 MR ORI IA) AN LA BT 1 o P2 D
TRARLIRTT W] e o P BRI M B RN

FE/NRANF R AETETT TR, 200 T 38 BR BUHIAIR L= 42 0.4 87 0.5 £5 T
NARREZS 303 FE - TR) 28 T TR RUAUC) R B BB 28, KRR DUETIERE-
fatF R B TEERIIESE . 7E 0.4 5 T AEEES AUC HIBHA R FR BN, WS H IR FL
HIE] /N BR A R AR T 2R G 0

TEIE BERE N, B K A SR B AR R A F 75 S AU AN VE o BT SR
A BRBE P B A AN R 25 R R SRR .

REIRIT IR DU 5 e 20 40 (WP R G AL PR SRR BB A O

2wt S EE

FITA HE B 78 B AR B TG T, DA Sk D U N i SN 4
TR T R BEAT LU, VRO T RTRE B B o IVE o E 88 B TR BUPIAE RN
NERFIR Rk (IV) 45 TR Bfo, % mif &840 mg/kg (ol i —ik
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HEFE N B AR A AUCIH M 0465 F10.565 ), BT B Aigtef IR AT R B WA S
e BB AL, BERE— RN BRIk 4T 140 mg/kgfThEH o GZF)E
S — IR N EAR S AUCIE N0.405), 45 3 S 80 FLEA R 5 AT 2
il
WP Lot

DA 1 &5

WA KFBZSCERE ], FTPEEBE o 7] REo ABRIRHIIR 2 S0k . BT &bk
FUor W EECD, T HAYA R, T R 2 LA 2 A PR
RUNLo HTCIR TR IE o X BEFALIRIF L) L A AN R AR S o i JE o0 T R bl
TG o 0 FLVT 7 WA T SE IR RS B o 2[R B =8 8 BE LR o0 22 ) LR B MM 1) 225 Ak
PSSR BT RS R B o B R 5 SR S BT RE L o B2 IO At o o B8 FL IR TR 22
JURAEATTEEAS R

R 2PL 390 22 1 P 2% LR AE DB P I8 o VT TI0) DL S BTRE I o 4524 )5 24 /DIF A
TR L BRI, DUR T RRIR/D AR BE LR IR 2 ) LR N 1R 2 %
=

BA] Bl o 6T A B IS PRI R AR B, DRI TEVE PPN JL RS o I PR
RIASCHE A S s AT AT 82 [ B R I
[JLERZ]

A R At o E PR DL LR B v 1 22 A PR RN A RS

A =TT ) R PEAG T B B o/ E S TR RS2 I IR YT 0.2 H i 23
) LR DU B b i e e R S (B0 DIRRREEY D .

FE—TNIE T 90BIme R A (FE22)LED P UL JLARHERH IIBENL. WE . 2
FGTHRBFF TR, PPN T BORE Aot 22 A PEADA A, Hop 2165 5L LA R )
EE N 177371 59 DR

PRI N, CELHE R ™ B U N Fl 2k O s 7 LRHE A R AR
(S0 BHEZE . [ERHEIY ) o sAh, JURFE 7S04 R LT A0 B ik
WER, WAOEKEAOIEMERER GRS (0 BEEFE] O .
[ZERZA]

XIEEHL XE . R B L6525 L FEEHEA L (n=4)
ANREE A B 5B B ZRIRRTT R 2 A e 7 (S KRR D .
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[ ZYHEAER ]

1 AR AT VA 5 P BT Bl o 1) 245 W0 R ELAE PR AP S BRAR ST 7
[ZiYidE]

s PRAE 70 i A FH (I R i 40 mg/kg AREE . o T HEZE A R B TR R 44 24
B, FAIRERAE IAR (0L IARKRIL] ).
H
IR B, NIRRT R R, BRI S TR RS o 20T
O W SIL G 3 4 | AR B 2l L S I N BN SR N R ik N A
S RIS T 3E MR IR TT .
7370059 |
BB B DU e RS

A =TT I ARARIE PG T BRI o 75 57 BIRESZIEBITN 0.2 H#
3 % L LAY DU B v i) 22 A VR R

B 1 R —TERRE. 290, TR RS, 76 18 1% LA DU &
HHITRE . ARBEFAE 2003 2 2005 FFAHEAT. BL1 o 1 GG 858 3R 47 BEAL
g4, %457 20 mg/kg BY 40 mg/kg FTFET B o 7697, & 2 B—IR, 1097 FrELmt (]
N 52~106 Ji o ZHFFUANNIL 18 UGmEF Ry 7 AR LT B8, AP UK
RO AR R RARAE, I HLAEHE AR R T EE A R . 14 B o
PN NFT (CRIMD FHE, 4 4] 8% B8 CRIM B .

S BT L o YETZHAE 18 H RS U T B B N MBS R R T
191 55 R A 077 59 7 SRR FEARABL HLoR 3652 1R 7 1 228 ) LR g, D £35S BA A1 [
FETZZR BT LU, VPl T BTHEEFG o Y67 0GRtk . 7ED7 SERAF T8I [E
PRI7idsR A, WE T 61 BIFE 1982 FFE 2 2002 FFEH A 6 DN HBHZHT N )L
P DU HoAR B2 VR T I BB B 18 H I, 76 18 BB 2Bl Bl o 1677
fEE, A 15 N (83%) A1 HARERANIEIE AR, 3 ARERAMEES
SCHRE, T 61 7 St R R Y — AAFTE (2%). 20 mg/kg 5 40 mg/kg 7 &4
[ PRy £ 25 SR Ve 22 5 o

T H A S R AR BRI ZN DI Re AE B A S, PR A Alberta 22 )iz
ER (AIMS), ZEREGE)IZIEE M TR, " RAPHEEE 18 i
BOLIEERK B AE . REA 13 HIEE BoRigshfe i, H5 Rk e

Jul
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BELAHEL, KB B s sl K B MR 5 480 12 AN H BB o 097 )5
RAIERIZHNRE IR 9 BIEE T, A 2 NIEalRe IERESaaIT I K AR
1.

I O BN T A RCEE RS, 720 = R ETRE (LVMD M2
FE 124 H AR E R A R LRSS 12 4 H S O sh BB 0 15 ) s 3
S LVMI AL, 55 12 MK LVMIL R CEYEDE 118 g/m?, JiH: 45~193
gim?) . Ak, LVMI FREIEE SIGKS Rifabn. TR A7 3G HE G

WHF 2 2 —TEBR. Zrut. dEBEHL. TRBEIR RIS, S RAE T 21
B UEEARRE N 3 IR A 3 BB LA DU B . 18 i o) CRIM
BAPE, 3 %55 Box CRIM [ATE, P BB #4527 20 mg/kg FTREE RS o V69T
R — A —IR, FFENEITREE 104 Ji. 1E 21 BlEEY, F 5 NEE KEER 2
5 TR AR

FELLE R PR R TR T S R AR A R L. TE 52 JE A TR, 21 1]
BHE 16 NAFTE - 16 1535 7518 A WA B2 R ANV SR 208 52 4
Wi, 4 NSETD, 2 AR ERAMRE AR, 10 AT ERAMEIE . £
FELI B AR NVEIE SR 5 B, 55 52 A, A 1 ANJETS, 4 Ah9RTE
LEFINES SRR

BEFE 3 R — TR s b iR, TEIR DR AR ) LR A I H 2 e DU 18
191 8 ) LAY P DL S vh o g o BT B #02 CRIML PRI, 76 6 AR 2 miH32 7 5
PEFEE o (B UHIEER N 0.2~5.8 Hik). 16 BlEEESHIAE 18 HEE, &
& (100%) A¥BA7iE HA T ZAR AP A SR
BLBL P DU e e i 52 85

C7E 1 BRI 1 U XTEFFGRE YT B R RS 7% (ERD) ¥R
I7 I B W R B A S B A 1 TS AR TP IR S i 5215 5 (ITD Va7 I 4%
23k BB B o YR TT 1 AR TR RS T PPl T AR 2 ITL AR B 8 o Y87
I L o

[ Ji 14 BA %) B 22 7F Duke AR50 H 21 5] CRIM B$4E 1OPD &%, Hr 19
i B AETFAR ITLIRYT I K452 0d ERT 1697 . EIX 21 Bl h, 16 BB EfEIG
EWFLER, MITHE ERT 697 E&REVEG P ARy 44.6 SF (EH: 5.7-
105.47); 5 Bl F AT IPIRGEm AP HE R, P X L8 BF 72T 4R ERTHTI i8
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ST AR ERT 1097 . R W R B 852 ITL S ERT WIRVGIT I H4F
BH SRR BRI 520 [F) 7 RIBTT B E ML, AAEARNERES . T
i), TR VE T IR T7 o BE I 5 F50 055 SR D S b £ 1 o STk B, 1]
REZEFE ERT [WIRPRIRAS, ot CRIM BT IOPD 3 1AL A7 1
e 2 T . L9 T PR X

FE—TRNIE T 90§ 10~70 2 I A B e DU B8 BOBENL. XUE . 2RI T
WEFCH, WTBTRE B o )22 A VERIE O EAT T VRl . TERTHE LI o W74, B
FRIEFHERN 16 5, ERBEFNAITH, RFERNEFERN 105, IThE
HEA YRR TR L2 01 B B BN, 45T 20 mg/kg BiTHE
HH o (n=60) BLZHEANGT (n=30), &E—E—k, FEHI7 78 & (18 /4
H)o TEZHFRNEEF, BIREL R o L85G 34 151 26 Blt: (n=60), %
BEFILALAE 11 6 BAER 19 Gl LctE (n=30). fEIELR, P BERREEs) (—
So R T EUDAT R B D, 7R BRI SRR R AR AL R 7 BRI A S R R
AR NEIB S, AL ISR (FVC) MITIME 2 N 30%~79%. #fF
FLHERR T 6 23BN ASREAAT 40 K ERAS BEIEAT & >4 (%) Jifi 58 A0 UL PR Dy e s 0 7 S

1590 Bl g rf, 3L 81 NSEpiikit. 9 Bl = s, HApRIEH g o
M50, ZEGHH 45 3 HEE BT A RFAME LS, P RTiEEng o 4
24, R 1

TEHENTFURS , BT A B3 I AL FVC TRINME 5 4 EL 208 55%.78 Jl )&
BETBE G o VAT LR T FVC TRINME B 4 e T @i 31 56.2%, ZRIFNARIT 4
BH NPT FVC FINME 20 LL TR 2 52.8%, R MIVEST FHBTREFEE o B0VAIT 2K
A 3.4% (95%BAZXIA]: [1.3%~5.5%]: p=0.004). FTFEFEE o VT4l HEH 1
FVC HE E o bk Elfae (S0E D,
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1: 584y Fve (AL ) Barte f3E it

Alglucosidase alfa

i =-B8 Dliccho
)
. S8
~ 57
23 " R ‘
£ 361 o _____‘\\.___————-'
MO 55
= G FOATS |
= — B
= 34 e
b 33 N o
8 ‘i R "
E S -
"gﬁ 51
= 0
X
F+ £
48
47
40

HFind R «
i IBREAEIRERN ANCOVA &/ T F91E

FENAWTERS, B BH N 6 8Bk (6MWT) Z5 5 K458 330
Ko 78 FJE, VESHBTHEE R o AT B RS 6MWT BEESIGN 1 25 K, %
BRAYT BFH I FY) OMWT BE Bk T 3 0K, R WITES FHFTHEE RS o 1VRIT 3L
NN 28 K (95%EAFIXH: [-1 K% 52 K]; p=0.06) (=LK 2) .
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2: 13 6 53 ppar 1700k 5 06 BB Bt iE] AR 1

— Alslucosidase alfa

3494 =-B8 Dlgceho
380
370
i 364
- —%
iﬁ 350
E L 340
= 3
= 330
T w 33 cosllnan
Lo -
ﬁ % 3M
(1 | =
ald
1] e
—1@ ElL
B
29
2840
270
] 12 26 38 52 vl 78

iR (Rl -
i mEESEIRERN ANCOVA &/ —F T {E-

[ZEFE]
I PR 2 B
YERIHLH

PeUp (RRPEZZ sP il sk =, BB B00 1L 2L, GSDIL, B 11 AY) & —
P TR AR o8 2P (GAA) AR B ™ H R = T 350 384 M iR
AR RS o

BUREENE o PTYENANETE GAA BISRIR. BEFCRIL, BT E o 18T GAA
Iy ERIBOK AL B V)3 A1 S A0 i R v A H R I -6- B IR S AR 45 5 S HE NG I O i
E VARG AT, FEVABEIR N R AR AR AR I S B E A, ZERE O i R ARG
TEES

HHEAR

BAEREE: RHEAT L E R

AR

/N R G S 45 T BTRE I o 7S S IA 40mg/kg, FER—IX (L3R AUC N
64.6mgemin/mL, A AHEFFHIEE 2 LG — XN RS RBEER 0.4 ), RIWXA
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B IR TEAT AR o

SRR/ BRI G i KR S 46 T BRI o, B 75 40mg/kg (IfL2E AUC 43
7N 64.6mgemin/mL 1 85mgemin/mL, 739 NAEFEHIEE 2 Ji 25 25— RN AR s
FFEN 0.4 540 0.5 15D, RIWKAEF IMIGHHIFZT .

BomtE: RETEIMEUERLE .

[ 45317151

TE 1360 1 AU Z 7 H s e U 3 bt BB B o 10 254R3) )1 230047 T
Fi, XL E R T 20 mg/kg (49 4 /NEHIED 5L 40 mg/kg (29 6.5 /N HED
BTRE L o 0T, B2 B 1 IR TESRFN LA B R A BEAT S MR U B, XeF 5]
FHE o MR EIAT TIE. 7 20 & 40 mg/ke FIEEEN, £9RERSHE
KI5 o ARYE 4 /NI FB FARTE 20 m/kg FTRELFEE o J5 12 /N SREE Y
2B S IEE (n=5) , HE K AUC 54 811 megeh/mL, Z85F ZE[CV]
N 17%; Cmax [HA 162 meg/mL, “Z7RECH 19%, EKFN 25 mLivkg, 2557
RHON 16%, FZEHIN 2.3 /NE, AR EABCN 17%.

TESIM—TNIE T 14 0 6 A% 3 2 L% LA VU 3 I ARG v
XS BT o 2530 )07 T VR, XSRS T 20 mg/kg FTREH g
o VAIT, BE2 IR, BRRENE 4 . RN SHS 1 AR E 7 AREE
JURLPE DU B 352 20 mg/kg FIHEE T o Y697 I (2530 ) % 25 B A AR
B

1E 21 BIFESZB G o 697 90 HAA S 12 8254030 /) 2 A i 2 20t 10
BFET, G 19 KPR T BB RG o Biik. 7E28 12 A BT > 12,800 (15
Bl E T, WEEREFEMNEE 1 2 12 FFN T 50% Gall: 5%~90%) . 1E
oAt 14 BIZE 12 AMPUARE< 12,800 [EH T, 551 AME 12 AN FER
HHAEAHA
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(5]
2~8°C f#17
(B3]
/& 10 /&
PR (BB , WA REE GREAL T BB
[A30H]
361 H
[ AT Hr#E]
2y b MR JS20250021
[##sC 5]
2yttt ST E251HETSI20150049
[ EH#FAFAA]L
%  #: Sanofi B.V.
EMHEHE: Paasheuvelweg 25,1105 BP Amsterdam, The Netherlands
[A47=4k]
ApE R3S 4 FR: Genzyme Ireland Limited
k. IDA Industrial Park, Old Kilmeaden Road, Waterford, Ireland
[HEHNTMEAN]
SRR R RIEE A R A
ke BT XIE 2 51228 51906
#7750 800(400)-820-8884
HE%w: 200040

M HE: www.sanofi.cn
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