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VRS FHSERBEF NG o BLEA
VR AP G BRI 10 I 45 I BRI B 2 T i 5 {3 A

B EEBEEE. Wi%EXREESREE NSO I EREX K

o GIREAZM™ELHRNAENNBRURKE

EXRBEER o ATHNEETELRETBERE, SRELZTETHR
BI. 3CKEEHES o A25HIE], RMFEFHREIEYNMNETZHER, SR OHERE
. MREEEBHEN (NELXTEIHRE), MMAMERXXEEES o, 7
FIGEHMBYIRTT . I TREEEBHRNNEE, ATEERXNIKEER o i
THRELE (&R CEEEHD.
o HMiMEXKR (IAR)

ERAXKEEER o SATTNEEPELRETIHESLEEE IAR. NRE
S EH IAR, MEEMEMFIEREER o NAH, HARESNEAYETT. K
EEEEE IAR FEFABGIEREE o WRFEMRE . EXXEETES o AR
i, BESNENERNEEFREFEEKX IAR K. MRS E CIEM
FERINGEFTRESZR, XFTREFEHERZLE IAR SIENEBHLE (801 UE
EFEmD.
o SRBEMIMLIHTHRETIEN K

EZLEBRAREIZNES, HARNTRASGERNEE, URAH
OBER/SFERThRE SR E R ERBIAGNERNEES, ENEHEREEELD
BEF/SPRR Thge ™ SRR RS, EIRIEEES o HiTAIE), RS drisdE
HNSE (80 GEEEED.
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AR ESHCRIEE T o
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MiEPFE:  Zhusheyong Aifutangganmei a

[t ]

g R B NIR o0 AR IO H FE b -6-BEIR- H 52 Bl 6 SRpk

s T OB HEE RS o (Alglucosidase Alfa) (CasooHes20N119701208S32, 25 [
TR+ CRZ6-84) BB (Ca2H7sN3040P2)

T T EKRAN 124 kDa

Wkl HEERE. HEMR. HER. SHERAZRA SN 80

QLN |

AN AR B O T YR s K. B, MONEW. ORIk,
(& MAE]

ST IR (R o @A EHGAAIBZIE) B KRR AT
[H4% ]

100 mg/Jifi
[FERE]

TS P SR i oS R VR T D2 DU BRI A 38 A AU 50 B 22 UL PR
T 2256 4 & 1 = AR B BHEE
HEEFE

BFE T UG | IR AR/ BN B TR BT, AT B I B

V5 R B o A 7 2220 mg/kg (HRED, BEPIE—R, BIKEES 2.
WL)LRIPE L (TOPD) B3 77 1A 2 .

X152 20 mg/kg (RED, BFME— UIGIT IO E S RRIROR/ Bz 2l D) RE ik = 035
BN AR IOPD B3, EBRCH Ve @ (Fan, 55EEEEU RN . ik ™ B U
MBS 22 A ISR, NS IEIE N2 40 mg/kg (ERE), REMHE—IK.

ST AN 52 5 99 40 mg/kg L HEF R o (R (B, EREREURN., ER T E
U RGOS 2 D, F R EE RGN 20 mgkg. (S0 [EEFDHD.
FeBR NFBE

CHEEH

65 % UL L #H o B A=

HEThREA 4



R VPG SO BE o 2R AT DhREA 2 8 i s PEAT R, B0 BT X ix 2 i

HHERF R E ML 2507 &

hE i N
BEERAEEE LT RERE . MR RPN o 78 B8 B B ThREA
S BE PRV, MERA IR EEREER ENS AT % (B I ER

D,

JLEEANEE (6 ANH KT EHE)

SORBEFBE o £ 6 D H L ELTLE P 2 e EAE AR E . T8 6 > KL
IR

LU

BEIHE S I SCRRE A o AEE— IR IR, 228 i AR s ik 45 24

L ISEARLAR 56 10 I I VT 2 2 e T

FEILLL 1 mg/kg//INF AR AR G4, W ARBCA RO <O, (JAR)D 44
o FEAEANHE I 3 0 B AR 3R

fik, MIEE 30 Bz B m—x, ZH% 1

VNN RIS
R 1-FREETR
e BMOEZR (mg/kg//INit) KL REEERT 8] (/BT
BE1 |BE2 (BRI BER4  BES
W R B PE DU (LOPD) 1 3 5 7 NA 4%5
WL g (4P |1 3 7 NA 7
(I0PD) 5B |1 3 6 8 10 5

X TARE M 1.25-5 kg [ LOPD 4, HRHIE N 4.8 mg/kg//I .
b5 F R H D 1.25-5 kg (19 IOPD &3, e KEIRUEZE A 9.6 mg/kg//Nit .

AN SRR AR TR ™ S RS N R A N B RO O S B, N ST RS LB
SR SERWEEBE o 4 E T A0 R R YT « AN R R AR AR 8 b B RO B B B
BEAE G SONE, AT A A R R /BT IR M iR (S0 LR

D

B F IR, ARV T RERFSEAAAE s DL, TIRERIMR ZEADSERS 30 70k, H
B S BRI T3 T ERGE AL 2 R AR TR) N 2 A5 45 it A SRRV R, B P
IO AN S R ) — 2 B AR R R i, K78 30 70 Bl IR R AU R G i 50%.,
FFEE 15 230 0bh e WIRSREARAR SRR, WPRESiAceE S 8 0 22 S MR B (3R, 2%
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JEMEEIR DI R, H TR B K

HBNmRERS

TS S RBE TG o ISV FORRE 1% B 22 22 T Ik N 31T
ERELRET, EHTRHBOR.

SR

=

1.

B

o

R AR 2B 1R AR EE AN A7 70 20 mey/kg BY 40 mg/kg, A AE 7 B A I IIMEL

HHAREKke) x R (mgke) = HEFE(mg).

BAEAFE (Llmg i) BRLL100 mg/lfil = HEGEIRE. wFmE e N L,
I e o O = S 8

. BEKE (16 kg) x FE (20 mg/ke) = HEFIE (320 mg). 320 mg LA
100 mg//Mi = 3.2 AN/ BRI, F EZEIE RN 4

s BERE(6kg) x FIE (40 mgke) = HBHEFE (640 mg).

640 mg LA 100 mg//Mill = 6.4 /Ml B, FESERIECY 7 .

M EAE T B B 7R (24000, BB 29 30 0 d, EHIKE R ER.

B A 2R IR IEN 10.0 ml 7R F AR GRS SRS o B2
FAFHIREE A 100 mg/10 ml (10 mg/mD) o 38 G yd 5 F KSRy AT s g g v ik »
B 1P AR . WIEE RIS N VE S K, MG BEME R SR T 240 E.
R MR BIR A 259 B . HebE BR SN 2459

7 RISt AR R P R A0 R T € A T A o T SRS A oW 5% AN 3 W SR A 8
RIEW R AR A, EHH

5% & BE I A O IR IO AT RS, R RN 0.5 mg/ml & 4
mg/ml. ARE 5 A S HE T I S e = R 2.

MEEAS /N A 2208 i e BT VA R SR R D

W SR TSRS BN ON 3] 5% 381 260 W T S T o L3 S v 8 IV B A B
N3 G, 2 S HE NS

BB SR RS, IREMRE, B IRRERRS.

NI G E Bk 25 s i R e BN, AU FHELR IR A1 454 0.2 um
IEPE AT S SR o IO . BRSERS . LA St AT R ST
Pk P&
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10. VES SR BEF NG o FRISE AT HAR G i s T TR) — K 6

R 2- 1B ELE 20 mg/kg A 40 me/kg IR TN A X RMEHEE o ST KEER

BEBENRE (kg) |20 mg/kg FEHVER (ml) |40 mg/kg KIS HNER (mD)
12525 50 50
51210 50 100
10.1 £ 20 100 200
20.1 % 30 150 300
30.1 £ 35 200 400
35.1 & 50 250 500
50.1 & 60 300 600
60.1 £ 100 500 1000
100.1 £ 120 600 1200
120.1 £ 140 700 1400
140.1 £ 160 800 1600
160.1 £ 180 900 1800
180.1 % 200 1000 2000
RIS AT
ST RIS S 255 . W IGVESL R, AT OIS E T-2-8°C& R, ¥ TT
CLIRAT B 22 24/ N o
PRV VR ) i AT

LS RIAE P RRE 24 o ANTCVESERIME ], 22 ORAT . FREJS AL 2-8°C 614,
WA PERAAE ) A AR e PELE 0.5 mg/ml A1 4 mg/ml Z (A A]RFSiix % 24 /)
i, SRIGFEEIR (B 25°C) SFAF T ATRREER £ 9 /NI, S IAS o vE F T4k .

AAEFH B 250 N 5

[(FR&RM]
2 PRI R AE

YEARIE, R IORPEERE o 077 B Tl (™ A RN FER (1.4%[1) &
B MRS PPIRINAE. WA, Bl BRAR . MRS, R METhE. A
A LA AW (% 0.7%HEE ). i, 43.5%MEE KA
B, 1.4% 0 88 R AR R ™ AL BUR N, 26.1% 00 B KA B . R IR
WrFe, A 2.9% 32 ORBEH N o I EFE K AFIEIRTT: &4 0.7%K B B LR 3
WS RBEFEE o RN HAFM IR WA JAANIE L Sk ., &l
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WL HR A M ZLIRE

B IR 2 R B (ADR) (>5%) /285 (9.4% ) 9% (8% kI (7.2%)+
FHRE (6.5%). JEZ (6.5%). &l (5.8%) FIFEH (5.1%).

K E 4 Tl RAFFE (EFC14028/COMET. ACT14132/Mini-COMET. TDR12857/NEO
A LTS13769/NEO-EXT) (L 2 e tE 4 B3k 138 B2 2 W RHEL G o 167
B LI IS NAT 20 Bl ) LB ) LRI IRHE TS b, B2 SORME TS o VA
J7 B FH R 1) ADR %1 T3 3.
ENYAVYIES

FNRABEDPROANRKN (EEAD 3 PILEETIRE), BIELHNEI: +5
W (=10%), HHA%~10%, & 1%), EI0.1%~1%, & 0.1%), FI0.01%~
0.1%, % 0.01%), T7FW(<0.01%).

T8 NEERD, 2 B 8BRS AN RS AR 8 WA R RS FEREAMIR
A, AR BT

R 3 ERETSUIC BT P RS CRPEE RS o J0ITRI BB RAERNA R RN (N=138)

RAH/E R ES BHIERE
G AR BB 3 L LI 58
GBI R RS
L R ™ B RN
HRIA RGP L I
L ke
L e Bl
3 I IR
i I I e
MR 25 B 0 H L HR 78 1L
T I ZE I FE I
I HIR B 28
3 L iR(EEpN
O JIE A% B P 3 I sl
3 I VLIS
I8 5k BB S HL e I
I LIEAN
3 I (SRS
B ES N P& N PR L %
L IR ] e
3 I I 2 fie
3 I NG
3 I I 7 38
3 L M ) 35
i 22 G HL Bl
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RGBEITR ik HIERIE
i L [ibE
i L MK i
L JE B Ak
L i
18 I, J
A8 I, 1 B ek AR
8 I, 10 i S
i W M ]
18 I, HUAR
BBk J je R g L SR
i L 425
G SRR
L AR
L FHAN
1 I, KR eV
8 I, 2
8 I, B kAR
e NN = Y R R S i L WEEZE
G ik
8 I, I AR
4 By S i 253025 A i L Wz
G FE g
L AN E
Cig/ 2]
i L TR
G R AL IR
5 I, TH1 97
18 I, AR
1 W LS
5 I, LM S VA SEE ]
5 I, TR R %
18 I, HTBERAL R B
1 W G A SR
5 I, Je B 7K
5 I, LS
1 I, R
1 W =7
BRI E Cig/ I & =
i L I 5 N B
5 I, SR
5 I, ORTEE
18 I, I & S
1 W N NS R
8 I, TR AWK

7E ELBCHH 98 EFC14028/COMET H, 100 1 16-78 % 2 [H]ff] LOPD H# CR&MEH
RIGIT) #3327 20 mg/kg L RBEEEF o (n=51) B¢ 20 mg/kg IFTHEEEE o (n=49)
VBIT o 2% W INEE T’ o Y67 R AT 6.1% 3 2 FT L o YEIT I B ARG T E
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ANRZPL. HEFRPIE 8.2% 32 I E G o WHYT 1B BRI R B K ASE 16T
SCRWEL Y o A B KT ILIEYT . BRI ADR (>5%) A&k &L, &
REE AN R RN

RN (AR R ™ T B

PRI Z A 70 A, 60/138 (43.5%) il B K AL U B, 45 6/138 (4.3%)
o £ 3 ik o L BRI RN 2/138 (1.4%) 1] B3 4 35 T8 ™ B U OB . SR SR AU
N2 IgE S5 1 o T R ™ B RS SRR ELAE IR 3 S S U L 4 B AL | Ik
e, Wl FERL. TEMK. RS RIC. SR ME. TEMEHEFEL
AR FE AR . o P RS S (SR B AR IR I 3 vy . PRI B AN
WK REL (TAR)

FE—TUC R 2o frdr, EIRIRIT L2 42/138 (30.4%) il 2R bEH
o WEITHIEE R 1 AR, 3/138 (2.2%) BIEERE 1 HE IAR, AERALFHIE A E |
AT . I 1 B T AR EAESEAR . . RS, B, = SR, R
EFEPE . B, ERZRIM. RV BFE. . ABEMERE . LAdE. SR,
Xt AT Skt 29T, JEEBAK. A BAIERRG. AR, TRAKE. FEM
FRET. KZHIAR (W™ EREE LVl R P .

TE LA 98 EFC14028/COMET H, SEFEH g o 41 (16/49 [32.7%]) AHEL, 3K
PEEFEE o 2P 20 1 IR TAR (13/51[25.5%]) 1 LOPD HE D WRPELRE o 41
(¥ B3 RS EE TAR, BIREFRS o 4100 2 BB s 7 HE 1AR CGh®. WdidH.
IR PRI IRIAE . PV RIS . SCRBETE I o 2 W i 55 BVR YT IR Y IR A R 3
T G2 BIEE) RE (7.8%) FZME (5.9%), FIHEFEE o 200 (8.2%). &
JE (8.2%) FIFIL (6.1%). X RFEFEE o 417 B (13.7%) HBEFPTHEEHE o 49 10
111[20.4%] & & IR ZHIAR N

12 RPELFRE o ST ROPE DU R, PR o B IPZSPUE (ADA)
RAEFNK 4. MEHEAHAI R 8.3 .

TEVIE RN B3, 75 ADA BHIERT ADA BAM: B3 I 222 & 4 TAR. 1gG ADA
i B, TAR R BSOS ) R AR A EWR B8, B85 ADA T EZ RSN, TAR
RAZRBERINES, BA 5 ADA VEE R E>12,800 B EH 1 IAR KA (61.5%),
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2T, B+ ADA WHFE 1,600-6,400 1 H# 1) IAR KA A 17.2%, EAIK ADA
% 100-800 f1EF 1) TAR KAEHRN 7.1%, ADA BTHEEZ K IAR RAEFN 33.3%. 1F
B2 W B ARIEIT (BRTD) FIANEEH, 5 ADA HEEE ML, 1897+ 72k ADA 1)
B TAR AR BUS S (R A 3 T e 1 IR SR A 1 s va o7 i s R AR TR
PR N . ADA FHIEFBIHERA 1) LRHE R TAR MR AR A KA R ™
WU LEEE (SR ERFEHD.
FEIGPRAE 7T EFC14028/COMET H, 2 fil 5 Rk45 7 L KRBT EE o MM RRaLhiik
& (HSAT), {HIX 57K, ADA X RNITFREY, KZfmEsmty
FTHE B o 58 X MIPUIR. 56 49 BN, 3 1 (5.9%) HBFARN 2 RBEH B o
SHEDUR . ADA K2 WYY AR AR, 32 BT i B A PO SR B PKORI PD AR
BRI (0 DR ED.



& 4 - LOPD 1 10PD BHEFAFHVETT H HHIL ADA B RAER

HESHAEREE o S AR o
¥l ;’ﬁﬁ* B LTI 56 E LTS
oV 3 N o ADA® FTREEERE o ADA
YN DN JLE JLE DN JLE#
wEm | A | wwE | ewE | GeE | SR
20 mg/kg 20 mg/kg | 20 mg/kg | 40 mg/kg | 20 mg/kg g4 O%n o/ke
(N=61) (N=55) | (N=6) | (N=10) (N=48) (N=6)
N (%) N (%) | N (%) | N (%) N (%) N (%)
FEZ I AAAE ADA 2(3.3) 40 (72.7) | 1(16.7) 1 (10) 2(4.2) 3 (50)
HITH R4 ADA 58 (95.1) 27 (49.1) | 1(16.7) 5 (50) 46 (95.8) 3 (50)
FRIPLE (NAD)
P NAb KAy 13 (21.1) 2 (3.6) ND¢ ND°®
ANt % 11 410 1) 4 (6.6) 8 (14.5) 4 (8.3) 2(33.3)
AN i AT 1 10 (16.4) 8 (14.5) 19 (39.6) 0

¢ BAEBLE B

O BRI YT 1 B AL R S AT SO R S TR TR o VRIT, ONRER 0.9-9.9 4F, LB

90.5-11.7 4.

JLE NG

JLEE NFEIR KB SR S A R OB (19 9] 1-12 % 1OPD JLERHEE CEEFERE
6.8 %) A 1416 % LOPD JLEHEE) 5K A HIA RSB

(%3]

T
[ERFH]

BRI R ™ B B NAE A K SUR N
FEVRBEF R o 1677 1085 Ol T BUN, SRR ™ BN (S0

[ARXMD.

SR RE o I, RIRER S i

FE Xt M K B AN D RE ™ B A2 45 R
R SRR A B R R S N B R 7 B I B N, N2 ST B P SO I o, JFITAGIE

NSRS ESE )

(ERCWIIE RN E

Sl

I ZGMNRTT o N7 FEAE T R ™ B I e I B B R R U N B4 24 ORBE I o 1Y)
JRUBSE AR 2 o — 48 R R AR T3 7 B X 77 A P e g A AR TH O AR i A
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SR o TR A T P RS S ) R, T R SR ME G o HEAT U EE . R e
E 1L N, SRS IMETE, JFRIUE U E I E . — BB R A 2, W]
BN DAk B 2

U SRR A B P B RIS RE, R A O R BT 1 LR
WYUK RBL (TAR)

PEakss, TEWRRBETCH, SCRBEERE o SRR R/ SRS TL /N A A4 — B [a]
B2x KA TAR, FE HAEMBGE R BRI Eal fe R4 TAR (B IR KM D,

TESCRWETE G o HVRNT, S 2R ERRIEON 10 B8 P REAATE B K TAR XU . B3
FIg, U193 563 o JUE AL W T B T RS2 457, 3K AT REAE L BE 25 5 A TAR 51 RS ) o 88 R A0E
R4 TG IR AR/ BN B 5T K TS B TAR . KT, RS2 TRA YT IS F &
FANTT e I TAR.

MR RAEER AR, NFESLEME (R o W42, RIS LM Z4mia
ST NFEEIEREE AR JEEHIG AL RET o PR MRE . —S SR T
FE AR, AP AU R AR IF PR AR TAR . — HUB ST 32 Fani, o] 39 77 &
LA BIHEHER & TR TUAYT I, WnSR A TR FE B R TAR, [ i I 2 B i
1 IR T Be R (W LA R B D.

TEVNA B (95%) M2 iayT RS (49%) e 7iay7 b il gisn
& (ADA) (ZH (AR KM D.

TAR IR N AT BT T ADA 7= AT R A o K22 4 TAR FHIB 85U N At 3 P 5
R, B AR R R SR T IR YT . TEIRIRBF AT, ADA A AN S IG R A 2K
W (W IARKRBD.

A Lo T Ty B 3R 35 ) XU

G RERBFE RS ZHER . EE TR KGR EE . LS IR AR
B Ty e 52 40 HL 75 B PRARAAR N 52 1) S8 T A B SRR TS o ROEE o JX L6 SR 7R
IR P B8 AF-E O U AN /SR T RE ™ B A I KRG . 7E SR MR EG o H0e], RiRE
I B (LI 2 1) B SRR AN M U i, — 1 £ 5 T B T R AR A T SR K R
8] o
Lk E BN 42 57 BRI () o R W AR5

XA ORI KT IOPD (35, (EREAT 4 5 BRI, FEAT O iR & Bk AT Ho A A
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SR NIPVAL A

Xt AL EIE KR TOPD (858, i ] 4 S R 55 3 B0 IR BRI 80T, B 20T
SRR O (OREEEL SOl @MOshid ) Mk,

[ ZE R AE T HE]
AR/

W ok FAE 2 TP A A SRR o R0 RT IS o P AR A9 2 XURSE R R I - T
A5 QT SOREH I o FEUE ORIV RIS Y2 15 22 A (4518 o D020 BRAA )98 £ 3R i 1
IR CEAERTIR LRI AR I, 7 SN AEGERIYIE] A OB o
L EN

R T AT O o (& EULCRIEFEE o X7 IR BRI
JLESZ AT S . TovEAS R IO o ££ BFFLIRIFIIAME 2 15 2 A 45
Wo AR BV R R 2B 1 T AR AR CEL A BEALMR IR O£ T B RS ) I, A A
BEFLIRTRIIAME I SOREH B o (S0 [Z58HHED.

Bt

B RTOIBEF R oot NS 8 RE 755 1) e PR KR
[JLEAZ]

VORPEHEE o 4£ 6 N H RUUT LB F 12 s EAE 2k MR B E . T8 6 > H &L
R AT
(EEEES)

MRS o FOI PRI 52 13T 14 61 65 25 74 4 MIE A 3 6] 75 % R b L 28
B BAEBB OB SRR S BRI (20 URRRKT D
(24 AR )

AR AT 2R AR IR AT . B T KM Mo — P A AL 1R, R4
i 6 25 PASO A B 2540 AR T 0 T AR A
(2t & ]

M RO T R 2 SO 15 BRI R, LGP R B2
KR40 molkg (PRI RO, I LY T MR 1A RIS (0 PR AE AR
BXRARRRMIES (B0 [EERH] A URRRMD.

[z
BB



TEPR DU S vp, b B (R0 Rt P Ao CURE DU BE (Hexd), SRS Bl IR WRHE A4k 4o
PRI Hex4 FOAS I Y 308 1 00 5 2 SR/ i & R VUM (Gled) MOIRERETRAE . IR
WHFirh, A SCRBEEEE o W0T7 AT BEARIE DU B E IR Gled WREE (RURRIILEFEAT Fr ik
1k, FF4R 5 A mmol Gled/mol ULEF).

WF5C 1 (EFC14028/COMET) 1, #E#4 N 16-78 Z MG LOPD ¥, 12 YR
P o 20 mg/kg FPTHEE R o 20 mg/kg B —IRIGIT 49 5, IR Hex4 WRFEHIEE
LA E 2t (SD) 43 5108-53.90% (24.03) F1-10.8% (32.33) (WL [EAKR
5D DB

W7t 2 (ACT14132/Mini-COMET) 1, iy 1-12 % AR o V877 53R
R 2R BUIG RIT RUR LRI TOPD i, 7E352 ZORME TS o 40 mg/kg & — IR
776 NG, K Hexd IREERHELAAHI I H 70t (SD) 7391 79-40.97% (16.72)
-37.48% (17.16). X BEAEZRTRE T EE o 1677 J5 RPN IR IR K B 45 T KRBT o
20 mg/kg VGIT )G, IR Hexd IRFERILL A I T H 73 L 0.34% (42.09) (W, [
AL D
R3S
Wi % B PE D1 (LOPD) 3%

1E 75 B 16-78 % 5% 5-20 mg/kg L RMEE G o B — RS 259697 1 LOPD %%
B AR ZGARE) S 2 DT AN T SERKE S o I Z5AREN )RR
B)LAPE VU (IOPD) 3%

1516 B 1-12 B 852 L RMEF R o 677 1K TOPD &3 Hont H 254080 J1 3 et AT 1
Pl A adE 6 BilH:52 20 mg/kg Y67 B A 10 F148:5Z 40 mg/kg WITHEE . BT
HEEBNEREHE.

T

LOPD 3 TE# 5219 9 Ji] — I ke SCBE G o 20 mg/kg CRri 4 /BED) 5,
P35 Cmax F1°F2) AUC2w 439518 273 pg/mL (24%) F1 1220 pg-h/mL (29%).

1OPD 38 FE R A5 W Ji] — Ui ikt S0 R BB H B8 o 20 mg/kg (B 4 /NP R 40
mg/kg Ciidd 7 /N 2525)5, P35 Cumax Y840 71108 175-189 pg/mL Al 205-403 pg/ml;
P15 AUCow JE I 25114 805-923 pg-h/mL F1 1720-2630 pg-h/mL.
paRiitl
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7E LOPD E&EH, BEHAZREN ) A TN 1) LR B o o= (o A A Al
TfE N 34 L.

76 10PD 3 h, 3252 L B E I o 20 mg/kg 1 40 mg/kg BERG & —IR4B 259697 )a
TSI IR T A A ARG D 3.5-5.4 Lo
bELCS

7E LOPD H&, BEAAZREN ) AR 1) SR HE T BG o HIZRIETE bk 2 (G
4 0.87 Llhe RHBEHMG o 20 mg/kg M —IRGZRITIE, “THIMEHEEREEHN
1.55 /it

76 1OPD &, Y RMEEEE o 20 mg/kg A 40 mg/kg B —IRG 253697 )5, F
B H 5 BRI A 0.53-0.70 L/h, PR8I0 22 34 BR 2 T VS BN 0.60-1.19 /N,
5 L |25 A

7t LOPD &35 #1 IOPD &3, SORMEHEE o 28 2= 75 WfE 5-20 mg/kg 1 20-40
mg/kg Y A SR 2 LB, B —IRG )RR &R
G IR

FEWFFE 1 (EFC14028/COMET) 1, 96.1% (49 51/51 B 5% X RHEFFEE o 1697 K
BELEIEIT IR BT PUA (ADA). AWML E] ADA 0 PK KW B,
Rk N\

LOPD B &H WHAAZ BN 1 R, R FERAIERIN SR IEE R o 2R
VAL RTE S AL

>

\o

HTThREA 2 N e
I ARAEFF I REA 2 B AT R BE B o RIZ5ABl T2 51
B DA A

W AT D REA X0 S RBEE G o 254830 /52 ma 1) 1R 20T 95

INNFEAR LB 120 i 75 1432 SR PE TG o 20 mg/kg 45 2457697 ) LOPD &
A 6 PIREE RS RS RN E/NEkIET % 60-89 mL/min), HT#
AR 1 ER, RGBS DR 20 3RNE TG o 585 2SR
[ZjEH]
R

2 VU (PRI B0 11 8, FR 22 2 il ke Z R AR S AU I 2D — b

H14T0/3L197T



B AR VRO, AR R B IRVE o- WA FEE S (GAA) SRZ 51k, FERMA
P B SR A VR IR N B

SORKEFBE o PTHRALANEE R 2 PE RS (GAAD . SORBEE G o b1 TH & bE-0-1%
M (M6P) Jr3 5ANRIE M6P ZAKE R 4 &, MR )G WA I IS 20 Bk T 3t 47
HARE W, TN GAA BiEtE. SORPEF B o IR 2 5 1 B i 1

HHEPIA
WAL REIE:  HOARBEAT AL B VERT T
B

WEERE /N BRIk 25 T 3R ME B a, B R — IR, FIEIAS0 mg/kg CRITAL 25
2) T, RIXAEE A RFm.

YRR/ R AR-IE AT SR Ee P, THRIR B 6 R 2 5 1S RER KA T L IHEF B0, 0. 10,
208050 mg/kg/ R, BERZZ—IX, fEdRmTES0 mg/kg/ R (AH2%TLOPD & & HE# H &
20 mg/kgFF I — IR A 2R N AR S AUCR B BIN1765) F, 5t REAR H B % X
B2, RGN . %505 N AT B RS & e AR AN IR B s . A BRUAGA
BRI IE 2 3R B oS 22 5 1 B E NGOG 3E , 12245 RAE R IR IR-IE AT 35 14 2
T 5 50 9% [ SLAH G B B o BEAARR WA R OBV 5FIE (NOAEL) 9k 5150 mg/kg/
K CHANAUCHI17ME), WEiE-fatF & B B EFINOAEL A ## ki 420 mg/kg/ K CHAAUC
[1)4.81%)

RIRHG-REHF B RIS T, TIFUREEOR BB 19 RF K T LRI EH I 0. 30, 607N
100 mg/kg/ R, BRGH—IR, FEiE X TLOPD & # HEFF & 20 mg/kgBF P i —
RGN A NFRSAUCEFE ERIIRS) T ARIMMBH A R XM,

L P A IR T, /N R T IR EE 6 K 28 77 5 B 20 R ik 4h T 3 R BEH F o,
BANR, B ESO mgkg N, X FARKS AN R0,

BomtE: AT EYB0E TR .

7370059 |
F£ LOPD 3 T ImRBF R

WH5E 1, EFC14028/COMET, & —WiFEdl. ZE. 2o, WEITR, HEICRRE
T o FIBTHEE S o 7£ 100 1] 16-78 % IIH]¥G LOPD &3 A MUEA 2 a1 . AR
BLZEH e R (FVO). Ml AR AIES, Bl 11 L BIBENL 4, & 2
— K 20 mg/kg SCRNEFEE o BUBTHETEE o FFEE 12 /N (49 JED. Wt LA HEx A &

PR

8
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FIHATRKIL 5 T RAERE VLSS, A BT N o 48 OB o V59T .
I 1 B R MR 12 M (BB 49 J&) MELLAL FVC Tl %284 .

TESE 49 JH, X HeS2 SORBETTBE o FIBTIE RS o W07 108 T FVC %R/ —aR5%L

(LS) HMEAL (SE) 43510 2.89% (0.88) 10.46% (0.93). I FHEEE o AR B H

B o TN FVC % [B B A GRS LS 3{E2Z RN 2.43% (95%CI: -0.13, 4.99),

L T W XRARSRRE-1.1, AR T Giit ARS8 (p=0.0074). %W FE AR AR

B G REME (p=0.0626), REEL SR TER A 2 EVEREEIH L N AT
FEL RIS RENR S,

£ 5 B FVC Bl % WL R 49 A LS B{EDL

XRBEEE o FIHEE S o
(n=51) (n=49)

B AL A FE E T %
TR TT 34 FHME (SD) 62.55 (14.39) 61.56 (12.40)
13 M H 281 LS $41H (SE) 421k 3.05 (0.78) 0.65 (0.81)
%25 HRZ6 1 LS #4915 (SE) 421k 3.21 (0.80) 0.57 (0.84)
#31H H 261 LS #4915 (SE) 421k 2.21 (1.00) 0.55 (1.05)
# 49 i SEHIE (SD) 65.49 (17.42) 61.16 (13.49)
HIELL R 49 Mt
AL (MMRM) HEZ M LS #)1H (SE) 22fk 2.89% (0.88) 0.46% (0.93)
FAE 25 49 AR LS ¥1H (95% CD 2.43%(-0.13,4.99)
AL T2 R (MMRM) [P H ° 0.0074

P 1H ° 0.0626

MMRM: & &R A,
@ 7F MMRM R 3ERE 1, A 54 FVC TN % Ve A E SR AR B M) AR (IR
AT U5 VRIT AR 2 18] B A2 BLAE AR A [ e R
b BRI HE-1.1%
W AT IA B RO
WFAE 1 ROR R IR A SR MR B8 12 DN (5 49 J8) 6 435 (6 547,

6MWT) W BATIE B AR L. FE5S 49 JE G52 3 RPEE T o APTHETEES o Va7 1R
H 6MWT [1) H L4 LS ¥MEAZ(SE) 7178 32.21 m (9.93) F12.19m (10.40). Lk
TG o fHEL, LS WEZER 30.01 m (95%CI: 1.33,58.69) FBH 7 W IHETrEE o (EIR
o 6OMWT 25 BRAVE LR 6. 12 70 HAR R B S N B KIRCARUE (MIP). s KIFFS R

(MEP). FHrll 774X (HHD) &4 REEshDEENR (QMFT) &i43#1 SF-12 (fg Ak

H16T/3L197T



AR R A, AFE B ARFUEPHEROIRDL) . X2 25 RPE WK 6.

N 16-78 B WG LOPD B3, 232 RMEE RS o 20 mg/kg FIFTHEEEE o 20
mg/kg B JE—RIGTT, TE4 49 JH, JR Hexd BIELALHIFEI 40 (SD) 4331 -
53.90% (24.03) F1-10.8% (32.33).

R 6 HAMREL RNFELRS 49 K LS WEZRA

29 RRBEEE o FTHEEEE o LS BEER
LS ¥{EZM (SE) | LS AR (SE) (95% CI)
6 AT IR (EMWT)IE B CK) 2P 32.21 (9.93) 2.19 (10.40)  |30.01 (1.33,58.69)
B KW EMIP) (FRill%) © 8.70 (2.09) 4.29 (2.19) 4.40 (-1.63,10.44)
AP E (%) © 10.89 (2.84) 8.38 (2.96) 2.51 (-5.70,10.73)
‘ ‘ ‘ 106.97
FFF /14 (HHD) &4y 260.69 (46.07) 153.72 (48.54)
(-26.56,240.5)
Pudizgh el (QMFT) &5 3.98 (0.63) 1.89 (0.69) 2.08 (0.22,3.95)
PCSY$F73: 2.37(0.99 1.60 (1.07 0.77 (-2.13,3.67
HRHEHI XA 2 (SF-12) HI7s 2.370099) (1.07) ( )
MCS® ¥4 2.88(1.22) 0.76 (1.32) 2.12 (-1.46,5.69)

S6MWT BH 25 1) MMRM BB IE T 28 FVC Tl %54k 6MWT (LICKABALFBAT IR D). SEi% (B
FEONEAL, FEFELRID ). MERI. W TA. UIRLRTA ST DTS AR N [ 2 BN .

b EAE 13, 25 F1 37 JH, avalglucosidase alfa 4 5FEZEAHELE) LS ¥ (SED 224kl 18.02 (8.79).

27.26 (9.98) #128.43 (9.06), alglucosidase alfa Z14} 5y 15.11 (9.16). 9.58 (10.41) F115.49 (9.48).,
© H G BUBIE T NS 4 6] B G B AE BRI ZE MIP I MEP {E RIS (EANRITAL 2 D

d AR PR R

¢ R BEIR L

7£ EFC14028/COMET W5tH, 2% 97 A 24 BlEF . 5 121 A 17 HlEHEE
145 JA 11 61 838 1A RO BRI o b4, 9 BIBENLIEZBTBEE G o a7 1B ETE S
49 JH Ja ¥ R RMEE T o VYT, dREIRIT IR 2 . EKIE 97 RSRMEH R o 4524
J1a], 24 ik BHZI 8] SO 1K) FVC% TUNME AT = T 252k . £ EFC14028/COMET #f
For, AR5 49 J BTHEE I o F 8oy SORMEE S o B3 I0EE 97 JH A RO REE SR,
FVCY%TRMMEA 6MWT HUE A B . ER—THE 5, 78 10 5] 28BN A 5 &
o, SR HTE) OMWT BB 7E KA 145 IR RBEFEE o A2 FE b dh & T3
%o

£ LOPD &35 it R i) — W stk . AEXT AR 5, FVC Tl %A 6MWT 7R 3
RIEETE o 20 mg/kg T JH —IRGAIRIT Kk 6 4, HITRTLAZERE.
£ I0PD & FrBEAT B RBF 5T

W5t 2 (ACT14132/Mini-COMET) J&—JRZAFTHEH IS o VY7 F I H im PR 2R 5l
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RIT RO JLE IOPD 3 (1-12 %) AT 2B, I 1. JPBhegs. BB,
il URWEHEE o EEBIYFIRKII . Z RIS T 22 flEE . A 1
6 BIRDUNIGREZRIES, B2 20mgkg THE—IRGH, HIT 25 F; BAl2f
5 BIRINIGRTEIR M B3, 852 40mg/kg BFI R — R4 2, 1097 25 BABI3 A 11
BRI ANGIRST RO 83, Horh 5 BB E 52 40mg/kg W RIEHEE o BFMH—K
32y, 09T 25 A, 5i4b 6 Bl E B U AURTAGE A B (JEHEITE 20mg/kg BEPIE — IR
40mg/kg BFH— IR 18D HIFTHEE B o 4524, ¥69T 25 .

WEFE200 322 B W2 DAl SR B ol 24 1) 22 A PR RITR S2 1, 3 H b 2 PPAG 3R
Bl G alf A R o e o, R BEAT A P BT B B o3 97 I PR SR 3B BN PR 28O A 1
b, HKIEEhTh BB =88 (GMFM-88). PREIEZNThEEMIA (QMFT). FE N1J
JLEFRIR VL ER (Pompe-PEDD. /0y JiiE (LVMD ZiF5r. MR A7 Z I & 1) PPk
SE L SR A AR AS RIAR R B . R A —IR20 mg/kg L ZiAH L, BRI —
K40 mg/kgs iR YT ROR BE W] 2 o BFW A — X2 L RMEH o 20 mg/kg (BAFI1) R
I B 64 7 oA 245 I 2P IR EER , I e S 55 R AI SR 6 1 il 52 1 R A
— IR 2 20 mg/kgth N F40 mg/kg7 . BEM JE —IR$%5240 mg/kg T A E & 7R
FIARRFRZA &, WA RKAER P RIRIREIR.

FEJLEIOPDEE Y, X ABTHEH Moify7 Ry ImR IR (FAF2) Blk AT 2R
f (BAFI3), FwN1- 125 WIOPDEE, 45T LRI EH o 40 mg/kg R A —IRIGIT6
AN H G FRHex45E 3 4R A AL I35 1 43 EE (SD) 43 1 -40.97%(16.72) F1-37.48%(17.16).
X BEAT 22 o] B Bl o 9T I PR 2R 1) R B 25 T SR B o 20 mg/kgifyT e, JRHex4%L
B AT 35 E 73 HE0.34% (42.09).

G5 IAE 549 A IS 1051 ZE 38 | 25773 J] IR %oF 8451 A6 38 AN 55 97 Jil bof of 3491 £ 2 VP A 17 3k
P B a7 1T 8. 75 BEAE A BT pE H Aol PR EE IR IOPD &S, FEESHL (B
FEEsh e LA O E R ARG AL B D 7 RO 4ERF KR 24E
JLEE N

196111-12 % 56 i #2252 33 PR P B ol )7 ITOPD JL 2 BB 34 H A O % %2 B il
57 (S0 UHERAEL IARRMY A DLEMZAD, Fifl9-16% FILOPDJLE B &2
T X RHEE BB TT -
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T 2~8°CIRAEAIZ
(B3]
1/ &
[(FX0H1
481 J
[ $ATHRHE]
2y MRE: JS20230032
[t S 1
2yt ST [E 25 #E5SJ20230015
[ EHHFATFEA]
% F: Genzyme Corporation
VEMHtE: 50 Binney Street, Cambridge, MA 02142, United States of America
(A= ]
AFE]T LA 4 FR: Genzyme Ireland Limited
Hutik: IDA Industrial Park, Old Kilmeaden Road, Waterford, Ireland
(a1
4 B FEFE AERD HIZEEIRAF
FENE ML JER T AR R AR R X S 7 5
[HEANBKRA]
KRR AR CPED REEHARA A
btk A6 AR X g E #1125 7 2
MR A% : 100022
PG : 800 820 8884 X 400 820 8884

P E: www.sanofi.cn
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