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120.1 - 140 700 35 105 175 245
140.1 - 160 800 40 120 200 280
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FEIE RO NFE T, EE K AR SRR A TH S SR ANVE . TR SRR IS HE A 5k
B P BN R4 R 1 SR XU

REVRIT WP VR 5 F L8 240 I IR SR e MUUL A B B IR SR K

ST 5T B

IV A B SR B 2R B TG 7, LAY sl b iU M. il 540G TR
P I B AT LU, PR T RTRE B ol o R3S B R BUHAE R0 /)N BRURH 5K i
Bk (IV) 45 F 0T o, w77 940 mg/kg (4352 5 8 — e A FIE RS AUC
EHI0.415 10,515 ), BURET Bt WEIG-Ia AT A B A R . (R4 B T O 2 7L,
B — R/ B Rk 4R 740 mg/kgFil bl o (TR 2 A — IR IEFE N R EFR S AUC
EH0.415), 4R FEOM IR ST .
WP Lot

A 4 45

WA RFSCERE W], BTHEH R o 7] RE2s DAARAR IR E L LT 70 il o BT BEFL ik
e, 1 H AR BER S, T LA IR LR B LA 22 P AR I RN o T 0%
TR B o X EEFLRIRE) L AEA RNk & o MK T FIREE RS o XLtk

+
=]

AN
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(RSN {5 .o 52 RN 5 58 BRSO )R T A0 2 A WA B BEFE XS  E08 o 1
IR R TR o SR 2 RS R X LB B LA TS B

WS P8 R TR LR VA IR A ST LA @ 22455 24 /NI Py o 7
Tl FRIFEIIE, USRS LY ST L R
EEN

B o 4 2 T B RO A A R R TR P00 FEROM . PR AT B
R 55 BRI
UL FZ5]

B A D DU ) LR 26 1 5 A AN A 2 L

A SO PRI Al T TR B Q7S (e B AT 190.2 B T 3 8
JURIBE LR S S AR R (B0 DRIAR )

fE—THNIE T QOB R CIEB LD i DU JURLIBE FOBEHL. RUF . SHRIRE
FHEICA, ST T B Al S AR R, S (R 2DIL6 8 BN F IR (5
U (TS50 DI

MR U E RS SR AP L R URLB R T R (5 AT
o GRS o SN, JURHEFLESM AR DA P MBI, 00
RARLBIEFILHIR S (S0 CERFH] )
ELTEED

BOTBEHL. AUET . SRR HNALIU65 S DL LI R L (n=4) , A
SRR SR LRI TR AR TR (B DRIRKRT ) -

(AP EEM]
I R AT R P B0 Bl o 245 0 A0 ELATE P F 7 AR S
(ZYidE]

I RATE 78 Hh s F 77 ik 40 mg/kg AR . THER IR BT S 45 250, 5
MRER A TAR (B0 IR &Y Do

i
[

WRR YL, TRV, SB . BT RSO 25, 1Y
JEELRURSEHE . LI A 75 U TR B BEURAESER, 952 7 B4 T
ST
k%]

14 /4L2077



B G2 T s PR e

A ZIMST A ARG A T BTRE Y o 76 57 BIREEZIAITH 02 HRRE 3 %
B LB DG S8 1) 22 A ME R R

e 1 2 —TERE. 290, FFBUERARIRE, 76 18 12 LALE DU B h o
J&. AHFFLE 2003 4% 2005 FFIHEAT. BL 1 1 BB S dHATBENL 2, 45T 20
mg/kg 5 40 mg/kg FTFEHBE o 697, & 2 JA—IRK, 1GITRESN BN 52~106 J& . bt
FANNIE T 1 U8y 7 B CL R IRE R, G e DU 0GR I R AR AE, I H.
FERENTF I AN TR EIE LR 14 Bl EH BoR eS8 R MNYR (CRIM) Bk, 4
i &35 7R CRIM [P

T O0f BT o YEYT AR 18 WS IS AE T B RE ZAR A Ml SRR ) 8 L] 5 4
WEAR AT 5 7 B AR AL, HARH 52067 R 28 ) LR D DL 635 7 s BA B PR B T 8 AT L
B, VEAL T BHE TG o YA A Rk . FE DT SRR R, G el By e R A, R E
161 BIFE 1982 42 2002 A HIA L 6 A A N2 W2 LR bE U JF HAR#E =116 YT
. 218 HRERT, 7E 18 BIHSZBTHE TG o VT IEHE T, H 15 N (83%) f7E
AARFERAES LR, 3 ATERANMEIES T HE, 061 f1)7 x| EHhi—A
5 (2%). 20 mg/kg 5 40 mg/kg 740 1 B 45 REE Z 57 .

T HA S5 SR R AR RIS Z IR AR B A VG, PGSR A Alberta 22 )LiZ3) &3
(AIMS), ZEFREVHEELiEshae I TR, FTROPHEE 18 HRMEILZaIKE
AR . REA 13 BIEE BoRiazhae J3gsm, H SR MIER 2L, K&
FIEHRE WG, 25 12 A H KBTS o 8975, BYIRanisslEe g i)
9 FlEE T, A 2 NIEsIRe eIk SHa T I R AR IR

WA OBV T ARCEEER TR AR, A OEFRER (LVMD ML EH 12
MR TERINA LA 12 A BRI EEHER 15 flEET, 554 LVMI
FLE, 25 12 NMHP LVMI R CPERFTE 118 g/m?, JEE]: 45~193 g/m®). Aid, LVMI
N RRIEE SRR S R bR TR 775 Mk

WEF 2 e — W EBR. 2ol JERENL. FRRCEIRARIREE, ZHFFRNIE T 21 F8 X
BRIy 3 A A 3 5 B LAY DU R . 18 il B3 o CRIM BHE, 3 il 3
7R CRIM B, Fifg g #3552 7 20 my/ke FIREFEE o 497, MMk, Hhs
EITES 104 H . 1221 BlEE R, H S5 ANIEE KR53 TR A MBS SR
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FEL RFR bR A RN AR AT B L. 7R 52 BRI, 21 Bl E R
16 NAFIE . 16 4] B35 16 B R N B B NI S SR &0l 52 a7 )R, 4 A
FETD, 2 NRERAEEASCRE, 10 AAFRERAME SR R 2@ A\
SOCERM S B, OS2 B, A 1 ABETD, 4 AR TR ER N A SR

WHAL 3 S — WP SRR EG, TEIE I A LI A I H 2 8 DU Y 18 5] 2
JLRPE DU i TR . BT A CRIM P, 78 6 AW Z AT T TR RS o
CH TSR N 0.2~5.8 ). 16 GIEE A HTIIER] 18 ke, & (100%) 4=
AT HAS TR B N8 S SR .
BLEL P T S iy 32 55

CFE 1 B ARREE . 1 TS E RGN R B2 B B AT (ERT) JAIT I
B R P A B AT 1 IR X AETT A6 e e iy 52 75 5 (ITD VR I Ce 32 3 i i 1 il
o YATT IR R IR RIS PPl T B8 B2 1T AR 8 o VR I L

[ Ji 14 BA 41 A2 #E Duke HC iR HE 21 1) CRIM B 1% 1OPD 3%, Horb 19 3%
FEFF UG ITL RTINS K252 ERT ¥R97. 1EIX 21 BlE#E T, 16 BB A0S B0 LR,
MIFFUE BRT 1697 2 i ZATAG B R AL 18] R 44.6 A H (GEH: 5.7-105.47);5 5 Bl HSET
WP g MR JE, I X e R F AR TT 4R ERTHITL ¥y IN ¥ oR$E320d ERT 697, -
SRR H52 1TI Bt ERT WIGTARIT I B8 SR BRI #5200 [F) 77 =ih
STRVBFEALL, AAEARSEERBS . THRBEERY], BE ITHIG YT AT BE A FiRs 5L
TS E R o PUATIHIL, XATRE4ERE ERT MR, 3% CRIM 114 IOPD
BEMIEAE .
e 7 284 P, D5 I PRk

FE—TNIE T 90 1] 10~70 2 W 74 P DU 55 (R BEATL L XU 22 B 7 BRI e
ST BTHE I o 122 ARG RO REAT T VP4l . TERTHE B o W07 4, SRR R AR
N 16 %, EREFNAITH, RERMEEFRRAN 10 5. g SHEAHR G2 ERST
o PL2:1 MUELBINT BEBENL 4, 45T 20 mg/kg BTHEFE o (n=60) B BFIEIT
(n=30), FME— A&, FFE697 78 H (18 AN ). LI AR, IR o 41
G 34 1Bk 26 Bt (n=60), ZEFAEHE 11 FIFEHEM 19 FlctE (n=30).
FEILLRIS, A B e L) (—LRE FEPATHBIREE), EERSHIRER AL
I AN R BAR N IE TSR B AR R A SRR, AR DI iE & (FVC) ITRINME A 43
N 30%~79%. BIFFEHERR T 6 3Bl N ANBEAT 40 AKERANBEREAT & 24 i it FHATL A Tl g
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ol e

7E 90 fl iz b, 3 81 N SE GRS . 9 9 FR 45 LI 7, P BeT B Al o 2 S 4,
R 4 1. 3 BIEHE TR RFLEmE AT, ARG o 412 B, RFIA
1 %

FERENTE AT, A B3 (0 P8 A807 FVC TRINME 5 70 EL 2N 55%. 78 JEJa, Bl
g o AT AL 1T FVC BUE B4 LTt s 8 56.2%, AT 4B 11718
FVC TRIIME & 7 Le s 3 52.8%, REHVES HBTHEEEE o FIVEIT RN 3.4% (95%E
fEIXTH: [1.3%~5.5%]; p=0.004). FIFETEE o V097 4L EE B FVC TIE B 43 bhis 25

€ (I 1.

1: 4 Fve (FRMASEL) BartE fZe it

== Alglucosidase alfa

60 ®-%-8 Placebo
59
: 58
—~ 57
= 56 ¥ - ® “_’_‘\.__—-—-——-"
5 —
/.\R )
NI 55
r— N B PSSR -,
= 54 il %
P~ &~
ot hR) e aesavssveerlie,
O R e - -
E 52 e et
42?{ 51
:@ 50
K- 49
48
47
46
0 12 26 8 52 64 78

HAipin (B
3 IRBELEIEREL ANCOVA &/ —F F1{Fe

FENHWT TS, FrE BE T 6 2B AT (6MWT) 45 R K410 330 K. 78
JE G, VES R BT o V9T B T 6MWT BEES N 1 25 2K, 2 HNAIT A
35 6MWT BEESJR/D 1 3 0K, RIS FHRTHEE R o AT RNy 28 K (95% E1FIX
Al [-1K% 52 K]; p=0.06) (ZWK2) .
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2: ) 6 54hs 1T 556 BB B 935 it

- = Alzlucosidase alfa
390 =-»® placebo

i 360
iﬁ 350
j,;;:i 2z M
l;;; E 330
oo 320
/“‘5 :E,J 310
= 300
R 290

280
270

0 12 26 38 52 64 78

HRIHM (B «
i IRIBELKEIFEER ANCOVA & ZFF{E

(23]
I PR 24 B2
YE F AL
PE UL (BRI ZFMERG s =, BEIECA 0 1T AL, GSDII, #Ew 4L 2 —FhT
VEBEREE o 2P RS (GAAD SRR BN ™ 5k = BT 350 38045 PR A e o
BTHEE NG o TR NAMNEYE GAA WIRIE. WHFUKIL, POREERG o BT GAA 7+ L
(I 7K A B 47 255 A1 5 200 P R T 1) 8 T -6- B T 52 Pk 45 5 5 J0E N 40 - 33 30V Bl Ak o
FEVE BEAR N R A R R T T T i S 1, FE R SR 0 il R A B

BEMTA
BAL R REBEAT AL R
A B

NERER KIS 4 T RS E R o FIE IS 40mgkg, FER—X (I AUC K
64.6mgemin/mL, AN 2 FIGZ— RIS REER 0.4 15, KAXEF M
AEFEAT R o

SRR/ SRR G i i S 25 T ROHEE RS o, BT E N 40mg/kg (LK AUC 43 51N
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64.6mgemin/mL 1 85mgemin/mL, ;AN NHEEIEE 2 JAL 24— IR RS R B ER 0.4
R0 0.5 f5), RIXTAEE SRIGAT 1520
BomtE: RIEAT BRI .
[ 437131

1E 13 01 1 A2 7 HUE e VU S v BT G o (294880 ) 54307 TS, 31X
Be B2 T 20mglkg (29 4 /N B 40 mglkg (29 6.5 /NP BTREEEE o i6
J7, B2 1R FERA N LA SRR YIEAT i PRI, o BT B Al o0 ML B AEA T
TN, 7€ 20 % 40 mglkg FIEJGH AN, 4525 ES5HERBURGIRR. 1 4 /)
I kTR 20 molkg BTREFREE o 5 12 /NS PRI ZREN 114 AE (n=5) , 5K
P19 AUC 14 811 megeh/mL, Z85F RE[CVIN 17%, Cmax A 162 mcg/mL, ZF57EFR
HON 19%, ERRZEDY 25 mL/hikg, 225 RECHY 16%, FIEHy 2.3 /NF, R RN
17%.

FESAM—TINIE T 14 51 6 A% 3 2 12 LAY PR VU B IR EG % B
RS o 2R S 238AT TV, XS H B2 T 20 mo/kg BTHEHEE o V6IT, 5 2
Ji—, BT 4 /AN RN TSRS 1 AR E T TR LA R UL 5 A
5% 20 mg/kg PR o VAT I 204030 115 S 5L A MU .

1E 21 Pl 2 BRI o W07 3 A 56 12 JA 254R3h 1 b v B 2icdis 1 o
119 N4 T BB R o Uik, 7255 12 F IPTIR > 12,800 (11 5 Bl g, iERR
KM L FZEE 12 FFn T 50% (JEH: 5%~90%) . 7EHAh 14 B125 12 & 14t
AT 2 < 12,800 B, 55 1 RANEE 12 AW AE bR BUE AL
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[E55]
2~8°C 117
[E3]
1 /& 10 /&
PR (BB, WA RZE (REL T RO
[(FX0H]1
36~
[T Hr ]
3E 25 bR ifE: 1S20230036
[t 5]
2yt ST [ 2455 SJ20150049
[ LA A
%  #: Sanofi B.V.
k. Paasheuvelweg 25,1105 BP Amsterdam, The Netherlands
[A7=4 ]
APE]T AT 44 FR: Genzyme Ireland Limited
Huhk: IDA Industrial Park, Old Kilmeaden Road, Waterford, Ireland
[HEHNEKAREAN]
ARk FEEAE CPED REARA A
Hihik: b T R PE X g %1125 72
MR A% : 100022
Hiif: 800 820 8884 Y 400 820 8884

Pk www.sanofi.cn
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