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ZERETERESERN, MAERMESEZBNNSIRFERE (BERBAE
FORIEIF &) MRS EAMIET. MRREEFEERMN (FIHE
KICERBRED, ELIERAR, FAEEINARIET, SEERT ER
. BRBEFAEERN (BFERTESHRN) KBEDGR, &8
FEHIX BARMERGER A ML ERE (SR [FEEFEHD.
BB BRI

TR Y BEERZASGTEHREEN TR, RIAEAR. BRGE
TECA RIRFCHE R R AR BRIk, 7EAS S Ayd 9 18] DA R S L A0 V) B ) B
BRAERREFMEAMRE &S LR RN . &7 EEHRERN 2R
HIRIERGER, FF8 &0 B 7E M BLX BAMEARER I ML HTRE (2R [ERE
D,
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bt fi S v IR 0

A O I BRIFFIR R G2 Th e 32 42 X 22 ) L 24 P DU /8 3 T Re 7 A2 R R il = 3L
PRV 22 T A8 A A BR P IR R 4R F AR B R AR PR B H BRI 2 A XU, R L 7R A
SriEdl (20 [EEFEHD.

[Zm4HK]
AP S TR o
T AR ST AES Myozyme®
JEW 4 Hk:  Alglucosidase Alfa for Injection
PAEPEE:  Zhusheyong Atangganmei o
(R4 ]
WEPERLSY: B NRIRYE o-H &1 0 T N
H 2 N RIRME o 2 WEEF B2 1 P 40 DNA HRFE A [ 6 BRI S i rp A 7=
i
53 F3: CaaooHes18N 119701299532
JrTH: 99377
WikE: HERmE, RiLAES 80, L/KEBERREA M, —IKEBER 4.
[#R]
Aoy E BB HOR T ORI B K. S5, BOYATRES A BRI
VR T R LA
(& RNE ]
TS BRI o 2 — M B ARE 5 e e KRG, T T DU (FRYE o
H B FEHBE[GAAISRZAE) B3 HIIRIT .
(34 ]
50 mg/ff;
[HZEHE]

EAIE
VTR W HE 752 277 2920 molkgfh i, MR, BIKERTEL
%.




5 FH i B
TSRS P BB o AN L S AR AT BT B 70 o 0 S0 P B Bl f 4 —

Pl o RAEFH I i D% ST
MR B AR A E R R, T HNAZAE KA AN N SEAmiE . MizfE

FHERE, A 7 AT iR kit . i uGR M A E % A EE 1 mg/kgrh,
A SR e B T DA S22 2, B3040 B 3G N2 mo/kglh, B2 B i KHE
T mg/kglho FERFAHEINGRVE R AR PR AN, SRR AR EE R . iR R
FHPIRAFR T, VEST FH BTHE T B o DL B K HaE 1 227 mg/kg/h2h 2, B 2HE 5E -
U R AR AR R 2 e R RS R, AT B A AR RS R o AN SRR AR U
B CRLRR R B BN, NS R I ERTREE B ki s, R4S T SRR
7o STFEASRIREESR, SHEL Hrid iR S R e 2 e
(17, FonamLih, S e s R e B T R R .

IR A

R 1 HEENRBLL BN ETEER

BERE BBEE B1® F2¥ F3® F a4k
(kg) (mL) 1mg/kg/h 3 mg/kg/h 5mg/kg/h 7mg/kg/h
(mL/h) (mL/h) (mL/h) (mL/h)
20.1-30 150 8 23 38 53
30.1-35 200 10 30 50 70
35.1-50 250 13 38 63 88
50.1-60 300 15 45 75 105
60.1 - 100 500 25 75 125 175
100.1 -120 600 30 90 150 210
120.1 - 140 700 35 105 175 245
140.1 - 160 800 40 120 200 280
160.1 - 180 900 45 135 225 315
180.1 - 200 1000 50 150 250 350
Wi WRNAY
TS FH BT WE EF B o VA A . MR AN 25 24 A% bl B 2 Bl N kAT

FERC i WAL E AR o FERCHIIERE A, SR b4 A A% i £
a. AR B IR RN R 20ma/kg,  YE T ELA AR KA
BEIRE (kg) >F&E (mg/kg) = BEFE (mg)

BEFE (mg) BREASOMQI = 5 Z8E MR FIAL. ARSI, AR

SR,
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AR
filhn. HFEAKE (68kg) >5&E (20mg/kg) =F#FHF&E (1,360 mg)
1,360 mglF& LASOmg/Jifl = 27.2)ff; KBk, 7B MEREUE 285k
WA SRS DY B H BT T A2, A K A B R CR 30408, SR FEHEAT VA A«

b. F110.3 ml 5K iR 25 N 50 mgiE: 5 BrpE o, I LAE 2212055
INTEST FK o BERZGPD IR (9 B2 95 mg/mlle i At m] DLEEIE ik A B 20.0
ml (Z5F50 mg) o WEGIES KR AL Bt Sy h e, By b AR Wi
BESEAS R INNTE S FI7K, AR BRI S SR T4 B RARE IR EA
Yilh. EEIEE . e sREh 2

C. VALRAFTASH 1T ST P WO 7 T ool YL ' LR AT

d. 7B VA AR R SRR A7 O RN AR AT R AT o G SRR 7 U 5% B AN I B
RO BN RO AR AR, TEIME R . WIS, VA ARIRT Be B /R AL 15— Luf
PEE BN (— MBI/ T-104y) , B E O 2o -E A4 . A THEES,
AT RE S LIPS I . ELIE WX SRR ) 6 5 BT R P i o, AERT VRV H
L, I HEEI R . B 7 OOk BRI A Lo JE RS T LR Le ki Y, I B4l
J5E BRIAE I R

e. WRfE, BUWGLRIRRE, 1581 0.9% F AL AT VAU 55 FH BT i 5 g ot
ITHRE, HEFFBRZIRE N0.5 mg/mlZ4 mg/ml. FT B AR E i E KRS ES
WL

f. R S BRI . B S S P e AT

9. BH TG FH RS B oot SR ST M BURE T, HEHERAS N SR, RE
D R T BSG o

h. KIS BB FE B o VA RTS8 B N S SN . AN E
FEN BV I RIAR I 2SR o B SRR P P AR Tk

i BRI AR RS, IRA MR, B2 IRRE RS

jo EHO2BCK KA (1 456 P9 B O DR AR ATV 5 FH DR 1 i s 24

K. Y5 B TR B o R AN A S (A — A kA

SRR SN RV E .t RANRESLEIAE A, TRLE IR E T2°C~
8°C (B6F~46F) KM, WP AR E IRAE 24/ o AN VUK B I HUE
TN BV IERRE 0 5 P o B B ol VRSB G (R AT , AN EEA R SRR .
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TE SN BB Bl o AN AT AT S 79 o BRI S FH DA o f A — R PR
ARAE Y7 i B E 5
[FAR&RM]

I R B 22 56
DRI 45 TG PR 36 R AR AN R 1R 2% P TR EAT 1Y i DAAE — b 25 i PR il B

MR BN AN RSB R A2 AN RE S 7 — Pl 2454 1) i P i o 0 458 38 ) b A 3 AT
ELIRELE, JF H AR i PR S B b R A A2
TAE A R MR ORI BA P A AL B A R
RN, CEdEE A BN (S0 DEEFID.

FENG AR H, PR EE o 1677 i LA RN, (>5%) BN (3
R B BURND B R THREIZL R S SRRE L SRE. 2T
ol BZWK. MAEATEERRAR, OBl MRS AN Sk LA
s WEh. KA AR, EIUS/AETE . BE. AL RBL Kk R AL
I o
B RIS F TG TR Ik K it 4

F£39 01 1 Hie 2 3 %1928 LA DI 8 TR 1 2 T ol JF i
PR 1 A0 2 (W DEKIRED. 28 —FiEE (54%) NHEME. B&5F
B — Jl 4552 K 20 B 40 mg/kg BUREH RS o 1697, 1RITIION 1~106 J (P 61
FiDo

FEPTREFRE o 7T, ™ A RSN A e i B A S oo i

FENGRARES H, d5 8 WL 75 BT T AN RS R U S, 2 42 52 B i 7 i
o BT R E R R AN 20739 (51%), XU MNAFERE . RN, FHE.
T80 A R R i 1Yo 2 (N 3 QR S B N ey B N1 D 11 D5 S =TI
(. €N, MRnk. R4 WEhFIEEN. XU i N T AT AE R A TR TR SR
TERZ DU . ISR/ B R 0 2K B B 25 W BRI T (1 — e b, o i
IR B B

R 2 0 PRI PRI BTRE o JRIT > 5% (2 BIEk 2 Bl 1
F) ORAEMFTAARRRBEHT T R4,
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R 2: HElmRRR 1A 2 FRTREEER o HTHZED 5% RLEBE KA R RN

E P
(N=39) n (%)

AR R 20 (51D
Fes (RUIRLLBEMERZ . BOR 2 FBE 2D 7 (18)
R 6 (15)
T 5 (13)
T 05 21 5 (13)
e I /0 T e 4 (10D
I AN B A 3(8)
N WK 3(8)
IR S 3 (8)
Lt E 3 (8)
EAR? 2 (5
X it 2 (5)
FEHL 2 (5)
TH 2 (5)
R 2 (5)
&) 2 (5)
= 2 (5

£ 18 BIARESZ 7 B LA E DU 38 PR T 1 OF . Bl
RS, 3 BEANEZ TS BT ER o 697 (S0 DERIRE D, XEede
I AN R At AR 8 LAY Pl D5 SR 3 12 32 Ve S FH BT B S o ¥R
I7 I RIS RSS2 ARL o

FE—WUELEBEAT BT BOBETERT 7T, VRO 1S HIBTRE A o 72 99
Bl U B (I 5160, Lotk 48 B Wi sk, i RNGE T AR 12 A
W R UL b, BREZRTEZ T 160 L HURA P (5 FIBTRE L R o 1697, Ja
SKECA 4000 L R A 77 13 56 FH BTRE EF G o VR 9T - JRE AR N 1~18 %, HiiA
T FREERT (A 437 K (R 13~466 K. 1ECUH 4000 L FURBLA: 72 33 5 FH BT i
Tl o VGIT I, AR 2t R .

PAR 2R IE T A A B O BE SCE (CCDSvO) DR KRB ] TR HIP

3

BCH LRI 29 BRSNS < OB (TARD o« FEPIISUAIY 52 Ji %8 LAY
P2 VU PRIT T, 20 50%3% 32 FTHEEE o V697 IR R A R BBoR R ) b K22
BOUS NN S A R o I AR FEAG R A2 THdal b 181 DA S8 38 5 B S Ae <
S NALTE RS« B SRRIE R W OBl | I SRR R R X
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PRI SR £ERE . METHE . R4 miE. ZE. B H. RE. TIK, 5E5%.
R AR SRR LB TR RV, SRR 2 EIE N
PORTEBE . Wl HERIZKAN . BRanFIeEng . 1 i DA b 25 40 5 1 o R A v e 9
TR A TR, OshiliE, R4 E.

B 228 B T Ik A i

X W A TR O DU S (AN RSV A B T — TR AL BUE 22 JE 7o) R
F190 B 10~70 & 1) EE TNk 45 B, Lok 45 611D 152 20 mg/kg 5T FH Bl B
B o BUZENAIT R EEGE . ERTREER o ITH, RERMEZETEN 16
%, IEREANGITH, RFRMEFTRR 10 GRI 4. Fra Bk s 8
BT L2 0 1 BELEI B RN, 45 TR BT S o 2
FNATT, B — IR, FrER9T 78 A (18 M) WAL ANHE, T BT
P o 20045 34 B 5 M0 26 B &tk (n=60), ZRIFIZHAHE 11 65 BHEA 19
Bl (n=30). 5 HFTHEEEE o 109724 2 518535 oA MOR IS B R 1k
R

SRS, PRI AEAS RRSIRI ™ B AN [ I £ 3 B A 2 . IR 3 1
B LA BN AR O S L o S I 7 2H R AR SR RUAE D% S SE ) R LA s
e TR (28% vs 23% ) o IX 8 i N ) 1 B AR K 2 AR AR T B,
A EATHIR.

TS BTRE T G o R 2R 1™ B RS A R I U R, R I
PR P G LE SR AR JR /A& . — B Wolff-Parkinson-White £ & {iF 5
SR A O B P A RN

T BB B o R TT 4B WA RS (23%: 2 BIELL 8D =i
BUR R CEARER ™ ES BN K Bl FHRE. k® BAE. K
. 2. R/ R, IETF & BOEHEL. B Rk, IE75. &
FE L R I 4 5K

TEXT BRI PRIR IS 522G T ALE E ML, TEVE S BTREE I o Va7 41
> 3% 5 A R A IR R IR CE SCNTETE S F BTREEF o Frvd 45 R 5 2~48 /)
IR AE AN RSN B35 20T o LRSS FBTRE I o YR 7 2088 v R AR i AR
KRB NAFEIE = WUBAIE L B3 N R A AR IR R BB U B AT RedE, JF
J8 1% 7] £ R A 2 ) BE 5 5



R 30 ERBENL XS« LB R TR, VRS B o Ve T AR AR
HAEDIK 3%IF Hm Tk 4 ZRGIG T AR WA R RN HEAT 14

R 3: EFIHEEEE o WGITHZED 3%KIBE R B B IUR B R A B R AR T ZBRT

HA BB

RN FHHES o ZRH)

N =60 N =30

N (%) N (%)
Zit 5 (8.3) 0 (0
SRRE 5 (8.3) 0 (0
TR I U N, 4 (6.7 0 (0
AN & 4 (6.7) 1 (3.3)
WL & 4 (6.7) 1 (3.3)
JVLJF 3 (5.0) 1 (3.3)
THI S 21/ AR 3 (5.00 0 (0
I 5 3 (5.0) 0 (0
WX it 3 (5.0 0 (0
A0 & 7K 2 (3.3) 0 (0
R 2 (3.3) 0 (0
EZ 2 (3.3) 0 (0
MR e £ 5 K 2 (3.3) 0 (0
oy JF 1

A BT EE AR, PR ot AR S R

UL (CADAD S0 A AR ZRAEAR KRR BE b AT 2 v P 28 A0 P8 R
Mo DEVEIZE 5 S BOCEN T RHE ¥ ADA KAE 25 HARRTE T CRLAERT B
G o S AFTHEEREE o 72 S TE) A ADA RAE ST BRI
B LB P JUR A 2 R P2 UUp 58 o B e e T itk

TE W U ARG ARREE: GRE& 1 A1 2D 1, 39 61l 1 Hld A 3.5 BB LR
% (IOPD) HF4GNE—JHH52— 7Kk 20 5 40 mg/kg FTREERG o AT, JAIT I
9 1-106 Ji CGFE: 61 JD (Z WA D. /£5056 1 A0 2 17, 34/38 1] (89%)
PR AT B R W PURTRE G o BUik CFROA ADAD K45 55 M B 1

TN DE R RRLS GRIE 4) Hr, 90 % 10-70 5 1 & 2
9% (LOPD) H&HHkE— A% —Ik 20 mg/kg FIHEEEE o BRZ2R7) (2:1 Ot
) ks 2, 1097 88 78 JH (2 Wlim R D . 22305 4 1, 59/59 11 (100%)
BEAT] FH IR A SR IT I BB #7228 ADA . IR 88 BB 3 18 28 SN G2 2440
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(CRIM) FHttE. KZHEFHIERZ A AT =" N 4E ADA (&R
BLET R 4 J8)D B AR 78 JA, TEFESZ AR Wb IR T 11 59 9 B2 Rl Hy 18 4511 (31%)
FETEFNH A0 ML PN (AR o TEZH B NI HT A B M (0 (3 b, 1gG TR
T A BB A B R s AE 59 B RTVRO A TR, AR I
i) S BH M B B A

RIS 1. 2 1 4 1 ADA EFH )L IOPD 8 LOPD &3 fE 44 7MALs
PR R 1 R/ B R N A 00 5 R S P o (ERE PR AN R I R R S A3
2. CRIM BIHEARAS CGRIAARIINE] A IR GAA) R AR SBT3 7= A FF
S ADA AR 3R . AId, 7E/0 % CRIM FH 4 8635 bt B0 e 2
JE ADA, XUEHFIEHE NN GAA AEHK.

ERZTE IR SN TN DAk 0) - A

TR VRI2H, 2112 A fia T HAESS 128 254830 71% (PKO FIFLAR
ol rT FHHMIOPD R T 1941 (90%) 7742 ADA. fEIX19% &7+, 5HI5E12)4
IS A4 B = 12,800 Fr) £ 2 BR8] 22 55 12 )8 I)E B 22 P 38 38 hn50% (3 [l 5%-
90%), T 14451 25 12 J& B B A4 i 52 << 12,800 14 £ 38 75 55 1 R FNER 128 (P 138 B %
EPRTE % I

FERE 4 1, 532 5] (16%) #ZANIGST B RA A 1F PK FEAR LOPD
BA A MRS HIR I S5 RN . 55 52 AR, 5 1R AR IMAL SR
PG B HI ) P fAR AT, MR AT 4 B 83 IE RN 0 Y
1.2 %8 1.8 fif. iX 5 BlEFE R 4 6 BB R ¥ PK R EIERRZHE 1gG 1
AR =liIE DIl
LA HuAxt 22 A AT 3R

DS A BT BRTREEEE o Rtk IgE Uikl £FAYER) LOPD &4
KA T HER P ESBURS. (SZW, LEZEFTD.

— LU RESAPAE SR ADA AT IR YT B YT AR . Ak, 7E CRIM ]
VEM B LEE T, BATIMHIEER ADA RSB I I RV T TR R % (&
W FEZEHEHD.

TEPERE AR IRIT R T, KRR L ADA X TAR R4 B A IRARZ X
(RIS
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FEVE S FIBTEE B8 o (9 LT 5 2530 0E], EBI LR AN RN . PRI L
22 R B RAR I, IR AR/ E , i DU 5 JE i ] SR Al T i s
SPLIR R AERRER B e IX 88 [ N 5 2 2 e Z TRV R DR SRS 2R o ARV S I BT
B o 1 BT RSS, A M EA RNAR S, S5 AR U N (S 1 RS
CEREHEI] ) o £RREAAAENE RO UL K22 ) LR PE DU B b, el 1Rl R
S 2 AR OMmEE (S HREES . LESFEm] ) .

FEFZ G FPTREE G o JVEIT I— 28 B, CeNEBNE KA R R,
BRI B AR RTINS 2R, AR i, J&I LRSS O
Z B EE, ZAEVES HIRTREE NG o MvESOR G KR, JF Hal W R 8oR . KRy
B AT DR AR & EFT T i S BB P o VBT, N/ BRAE ST 8 24 AN/ B
JRSR [ B 23 FRIR T TS 5N BT AR TES HBTRE o 6077, JF A M DI
i PR M AR R3S I BT B o 697

FEAR SR TT IR S I M E AR DG BN, B di il AL 5T SRRIE . B
. . BT, PPIRIEME. ARIME. Oshid . OshidiE. W, O, Sk
DIESY &

B I RS PR T R N AN, DU BB N e 2 2 FlEE R
T, A RSB N IR T PRI . PR A OB SR PRI
PRIAE RN Bk DB Bl MK akANE . TR, Wy, AR
e WP WUERZERNZERE 5 . AN — B FFOIR 55 BRI BE TCHER Bl i

A HBTREEEE o 1) BT R et 2, C2MmE 74 S A R R 4
PEAT 3N, BLFEAR T REIE B /INER B R (0 B R AV 2R Sk, DA S5t PEAT
IFENE B A (W, LEEFEID.
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[ERFEWN]

BN (BERER™ELBRMN)

FEAR B EYII8) LU A i Ja 3 /NI A, A7 S R s S R B R N, CRLAR IR K
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O EFEE L WP AR PRI . RAE PPIRCETE . RERASE. Oahid gz, 03l
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R SCREEZE L MR SRR IR UK (S B R K . HE
TR B AN BRI« SRR o HA A Bl B N B F5 B B ANGE PR L Y L IR
S At MAEMMBEERRAR. K. RFE. BB 2T B, kE, Lk
TR AR LL ORI B R G E . RS . BiEh. sk
gz SRR B, BOCEELAE . e — L B2 IgE SRR
A2 AR, 25 A AL 24 < AR FAGRAN/ R Jot S [ B AT TR T o A i

S AE 28 R S (A3 ™ EE S BB B ) R T [ R 2 Tl N R B R 25 24
il B AR TR T B RIS VR YT RRSEIN ) 2 5 R AR T R e B R N, AR
PRMEIE =GR A M AN S RF it CRLARRENS A L R 7R e 26 ) ST M8 T4
AEIRTT

o PR E MU N (B s ™ R U N, 7 RIS RIS T 4R
& AYNRTT, AR ERRER.

o AR E B b B U N, 5 RS 15 R A i B M R T R

FIEAE R AU N, (R R ™ B U M) 5 BT T A IR T R XS
AR i o 8 R MR THERE IR MR, (A BR i e R #7452 (2 LA
RRLD o kB o b A U N CRLR R ™ B U B REIR, 2R
B HOUZ SRR, @O RIS -
HVBUAE R RN

BEOP B LAY R (I R T i 2 50%35 52 A% St IR T7 1) A S A o) e R 1Y A8
H I RBTTC T 28% 3% 2 A iy T (1 35 R A T 4B R B (TARD. TAR €
SCASBOYI] BTG BN A R A AR TR SR AS R o — 1 S Ny HJEE s o
(ZHAANRKNMD. S, 2B TR (40mgke) HITHIZLEEAER
4 TAR AT LR 2R AEa 3. I TgG PUiRm A2 ) LAY s SR
A TAR IR B o A SRR (B G s 2 ANBR T ) 1 £ 3 R 32 32 A el VR
K TAR R DR BE v o A 2 245 1IN AF- 4025 J8 BB IR AR o I8 D) I
B BT TAR . SEIR S S AT AT B8 Y G e 5 S SO ] o 25 _E T VF Al E R N

TR TAR OUHEE A SR N [, (R HRT 2 i 45 245
RAEHIGTT (W IA RS D XTI AR R ) 8, TR R 2
2T 29Ia YT BUE IR S BRI A BTN TR T R T AT 25 (Gl
O RGLALE 2GR/ BRI / BB R SR E ) Al AT Az R 2 B M . TAR
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AR b i AR (AT B 1) R 2R, OB R ARSI 2 /N YRR, TR
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(I JRIG: DR 8 5 B LT HH BB e o DRI, (RS2 A 4 2 W), 9 B %
DI Hb e X L
AT R

FERPE gl T WIE], CEARIE A SRR RN, ELFE T TR AR
FeME A (S IARRMN]Y D o ERTHEEBFoia T, MR
PG GRS, AFEFTREM =R s T B 3K 8 f W T A BT il o
THUR SRR B3 R i — B A AT I B RIS R 25 SRR, iR R AF ST
-ThGAATLAAR . A L1 £ I E B 9 MG T o, LAY I AR 21 4 it 3 e ok 26
THE . (B2 BB BEaia T HA-rhGAA IgGHT A i B Fr 452 BH 1 i — L8 g U1 i
o, WS RN AR R T HENE B NER B R B R AR G AE . IX e R 1 R 45 R R
HRBELEEMIR . PTG BB A BT . Hik, S rERZ b
VBT I N E AT IR (B EAR ] D o

FERTRE T B odR 7 HATA], N I R85 2 15t BB S R R AN F A 2% 1 4 B 1
G T R RAERTER o W05 I N SRR, N RE A5 1]
MEaya sy, A TIE MIESIRIT . £ I REN T N 5 FH 3T b i i odh
SIS, W20 e B BiG T MR SE AR & . 8 F — B R RETT, AL
FYNI PR B kS 2 B B ol T o FEXT ) LE P DU St 52 5 5 T
HAFEWNIRALK KT XGRS, B ol & L 3217 3167 AT ae
A BT 42 5 B B o) i 52 12
e o P 308 8 X

A U P IR 5T B o FE R/ B VR T R 52 45 FR) R A 2 52 ) 0 EF il o v
INFAEALE o JUE BRRR IR D e 0 5 A P 7™ EE D B A XU o E BT RS 1 R oy A R, 42
I 4 R ST SCRERG AT U 8 i, — L AR T R 7 S KN IR LR, AR
FRE W TR ERAT MRS . AT O IRIE R B 22 ) LY I DU (8 vh, 8%
B iaE, X 0] EE S BT R o bk 2 R AL 2 E 8 (20 L
EHELD .
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FE ST 4 R DLBEAT A O B Bk 3 8 30 1R A 00 O Ao VR A R BT FR) IR
O LRI B UL CRLHR PR VLD B B2 JULTC 0 ] e 5 34 bR R AR 1953 % o DT L
TE S A BRI SO TR AR o FEFEA O MERE I 22 LAY P DU S5 v, A6 STt 42 R
DAREAT Hp O i ke 2 ) L2 82 3 s M O R A0 i 22, AT S B0 0 IE A5
HEAOT, BSOS TR R
PUATE BURUS:
LB IJE ULJs 582 RLAE S T3 R S AT 28 X B e %1 5 (CRIMY) R PP A
I FH — A4 LE D DU S et 32 15 3 07 TR A F 8 I R 50 1 & 5 AT 8 2 AR AL
BI7 . Wik, EITIRBTHEE B o 1697 AT 25 T DAL RIIN 45 1 S0 5 155 S 52 V6 97 AT
REA B T-H2m CRIM BIPE B E X BTRE T S o VR IT I 32 1. CRIM RS B/n 54
P2 JE L DL S B KR AT A I OB K. 5 CRIM BRPERZE ) LELEL, He 52 B b
G o W07 CRIM B2 ) LAY HE DU B2 ) L B LERF S AR AE S 196 HidA A
BRSPS UAR DT R I R ZE IR RS (S0 TR KRBT D .
TEIGIRIEFE R, KR4y 3 LB RE 1 B ol 1gGHL i, JEIRTEIRYT IUTHT3
NN FYERE, S IR 2w g GRG0 , ALECRIMBA M g%
(BRI, 38 S 5 1 R 3 43 AT oA A 0 R0/ 8 35 DR B T AN A7 P PR M GAAEE
(¥ S 35) T g 2> HH BT B ol VA T 9T BAR, B, 18z IhReIe sk WL
RAEAET
BUGHAT LURPIBTREEE o PUIk (FRN ADA) #l:
o TEBTHEEEG o 1 I AT RAEFELR LT ADA FEA.
o XTRAT
o IOPD 4, HWAEIRYT KIS —FEWHEAT ADA Il (Fans 3 4
H—10 .
o LOPD B4, £ T2y 25 1&, @I IR H I o W07 )5
6 > H I ADA, 5 AR I R 75 ZE AT .
o WREHFAALELTHEN (W IARKRM] M [Z4HEFHD:
o RAMEUN, FHEMIM 1gG ADA. IgE ADA FF At/ .
o RAAEBBU LM BN T, &R 19G ADA.
o IEIKMZERRBFEAL, HEERIN 19G ADA FIHNHIPEGIAIE .
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Sk s PRI £ & 2 SCHk 826 T CRIM- [ 1 32 ) LR 535 (IOPD) ) 4 725 A
TSR, BT AR PTRET E a7 10 B SR 2 S TE ATD (i
B PEITD R REA 2T B> H BT BT BE H B o (40 BE RF SR (HSAT) o
KEDBEHSATE S CHBEMENEM MRS RITHEITERA AR,
HSAT F {842 52 57 M 1T 1A 7 ¥ A e 530008 75 47 8 oML 2 B IR T SRS S A
KPR R BIFIRITHA YT Re SO GRS J= . AT RE 2 7 AR J 2 AN N 76 Rk
I TS ST R

F T R PR LA AT AR D8 DR S5 A W TR e 1) A o
DU B3 4 52 e A FRYR 9T RT R 23— D3 n o AR o FE IR R 1 U, A v
L. WE, Horh s LT BRI G LA fi (R R R
[ Zi0 RIEFAIE %]
g

P s 25

K B B o SEURI A 245 b S R A DR R IR AR AR, R
RIS BRI o A DG R H AR B . P B 1A S R ) LA R 45 R R . U
O HATR) & 75 4k S5 FH i 253 97 P DL93 AT ot B S AT AR VP A S BRIl & Mk
PRIPIIE 75 B P BTE T BE o EATIRYT, 70 DUV 4 00 ) AN [R5 P B 7 1 oo DL
TR ZIRIT T Rt T B A A RSO R I =

FE/NRAI K SR A TERE 7T, 2300 T 28 B R BUH IR LU 4 0.4 5% 0.5 £ T
RS I 35 9 FE - 1) i 28 R I BUAUC) B R B AR LA 2, KR DUEATIENE-
NetF KB B IERIEE . 7E 0.4 f5 T AMEFRAS AUC B BEHAFREE S I, W FIIH L
AR /N BR 4 T T 23

FEE SE N, EOR H AR SR AT ™ Rl o7 S B AN T . BT GRS
ARG R B AN R 45 5 18 SRR .

REVEST WP VU 5 HE L 2 IR PR IR I 22 G0 FUL A B R REPR SBALAT O

2PN 5 AR

BT HE AR TE SRR R R B TG T, DA sk D e U B i 5 4
TORUG R AR B BEAT LR, VPO T PR B VE R o (R RS B U A RN
NERANF EElk (IV) 45 TR o, 5 E7TE 40 mgkg (ol —Ik
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HEFE N FIEFRASAUCIH I 0.4F5F10.5F5 ), Bl HlHF Bgotsd IR IR-A AT R B A 0 .
FEZ B BRI FLI,  BERE— RN B FR k4T 140 mg/kgfT i o GZAFIE
FE W JE — U HERE N R 2R S AUCIE 0415, 45 R FBOMFLIA R 5 Q00T 20
i
WP Lot

A 45

WA RFESCERE I, BTREEES o nTAES ARARIIR B S AT oril . T4 B
FLrW I EECD, T HAYR R ZE, 7T UE BRI 2 LA 27 A IR
BN TG T BTE T BE o X BEFURIREE) L AR AN RSEMA AR S o 1 T8 56 Tk
I o 0 7LV 70 WA B SR RS B o 2 [R] I =5 R BEFL MR TR0 228 )L B g BRI 2 Ak
PASBESR O BT EEFBE o BRI R 75 SR S BT MR i oo B 28 S0 i o o) 5 LR 7 22
JLRTATELEAS R

EF 7L S0 Lo P 2% S AE BT I o VT SR LA FTRE E G o 452405 24 /NP
WAL BRI, DU T AR 254 7E REFLIRIR S ) LAk 9 1) B2 7R
=

BRI o T A DS PRI RO AR A PR, R TEVE PR s o IR
B A AT AT S22 1 R R I
[JLEAZ]

A B il o E PR DL LR AR v 1 2 A PR A & L

A =TT ) RS PEAS T BT B o 5T R 52 1 VR YT 90,2 H 8 23
B LR DU b ) e e R 2 (B0 DIRIRREEY ) .

FE—TNI%E 7 90BIME A& Y (RS2 )LD P UL LA R F FIBENL. SUE . 28
FGTHRBIE TR, PPN T BORE B o 22 A MDA A, Hpadh2£116 % 5L R i
B S0 KiAR]T D .

FERUSON, (LG & ™ B U D) Fl Sk o i R 7 ) LR e R AR
(ZWEMREES . EEFEI] ) o shh, JURHER LS4 R AT oG ik
TER, WA OEKFEMOIEERR GRS (S0 R D .
[ZERZ]

XIEENL. WE . 2B RO 65% UL EEEHEAL (n=4) ,
AREME L B SR EE MR RE R B AAAEER (S IUERRE D,
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(AR EAER ]

1 AR AT 1 5 P B g o) 245 W0 R ELAE FH P 98 BRAAR AR 7
(% E]

5 RATE 5 Hh A FH (K75 B i 40 mg/kg MR o e T HERE R B U T R 45 2
W, ERRERAE TAR (B0 AR &MY D,
g

WA R AR, R, B . B PR R 2
B, OHTC AR RO R NI 8 R TS AT A R R BARAEEEAR, R
S RIS T IE MR IRTT .
[ kPR i)
2L P2 T i PR e

A =IO SL I ARSI VAL T BRI o 7 57 BIREZI YT 0.2 A
3 L LAY DU B v i) 22 A VR A

WA 12— TERE Zdu. FFBUEE RS, 7E 18 4128 LAY DU &
HHIFRE . ARBEFAE 2003 £ 2005 FEFEAT LU L : 1 ERBI B HEAT REAL
P4, 457 20 mg/kg BL 40 mg/kg FTHEE B o W67, B2 Bk, 15T RRELIT[A]
N 52~106 B« ZHFFANNGE T8 KRS N 7 AR ECL B, A3 8 DU
AL IERERIGRARAE, F HAEBE NI AT ZUE SRR 14 FE 2 Bon bk
ERXX BT (CRIMD BAE, 4 68 Eox CRIM B .

DO BTRE I o YEYTZHAE 18 HIRET AL B AR N SR R T

191 5 4 AR 3 1 B R FE AL, HL R332 097 1A 20 ) LY g DL 58 73 S BA B 119
FETEAT LR, VPl T BTREE I o Y697 HIA R . ZE7 SEBAA A, e [m ]
BEyricsk e A, WhE 1 61 BIFE 1982 4F & 2002 FEHIA . 6 N HIHZHT 2L
UGS DU HAR B0 T . B 18 HISIT, 76 18 B2 b M EE o V)T
T, A 15 N (83%) fEiF HARERAMETHF, 3 AFRERAMEES
XCHF, T 61 157 X R N — ATEIE (2%). 20 mg/kg 5 40 mg/kg &4
[ Ff) BB 8 SR W 2 5

T AR LS R FE bR B B DI Re AE B A VAL, PR Alberta 22132
HMEXR (AIMS), ZERLSHEE)LEaR I LA, "JLPHEEE 18 HkeHY
BLIBFRKE BAE . REA 13 IEH Boniashhe /g, H25RE 0 IER
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BELAHEL, K3 B 3l K B MR 5 460 12 AN H BT B o ¥97 )5
BAJRNISENRE IR 9 BIEE T, H 2 NIIZBIRe ITERERIA T I K AR
1.

O BN T ARCEE R AR, 2O E R ETRE (LVMD A AEZR
FE 12 H AR AR R LR AN 12 4 F 75 0o 3h B BOIE 0 15 il s o
HELZE LVMI ML, 25 12 N H K LVMI R CPR&IE 118 g/m?, JaME: 45~193
gim®. Ak, LVMI TR SIRIRES RTRFr . ToRFIRMLAE A7 B A A G

e 2 R—HIEER. 0. dERENL. SRR RIRE:, PP RNIET 21
B8 AR 3 ISR 3 R B LA DU . 18 i3 R CRIM
FHYE, 3 ]85 EoR CRIM [, B B a8Ee2 7 20 mg/kg B BEF R o V677,
TR — A —Ik, FFERIT RS 104 . £ 21 BIEE T, H S ANEE R 3%
2T RANHES R

F BRI RIGIT & R A B F L. 7E 52 A, 21 1 &
BHE 16 NAFE . 16 1 EE 121 DR B B2 R APER SR &0d 52 )4
BT, 4 NJETD, 2 NRREEANIMEASCR, 10 AATRERAME AR . £
BELR I He 2 AR NVEIB A SR 5 s, 38 52 J8, A 1 AL, 4 AR
TR NNEE TS H

WAL 3 2 — TP Br O, 7RI 97 A LI 2 10 B A2 T2 DURR 1Y) 18
128 ) LY P DU S P R o AT BB /2 CRIM PR, £ 6 H i Hi#H5Z TRl
PEFFEE o (B UEIEER N 02~5.8 Ak 16 BLEE NI IEE 18 A, &
H (100%) AFBAEE HA FR BRI IE A H .

B)LEL P2 TR S e Ty 52 5

CFE 1 BUEPRIRES . 1 TEFXHEFF ARG YT B R B2 By B 7% (ERT) ¥R
IT R WM A S B B A 1 T FETF IR S i 52 15 5 (ITD VRY7 I
SZAE BT HE B o YR YT IR I RS T VP AL T R R 1T BT ERG o VAT
B ERT

[ Ji 14 BA 51 B 22 /F Duke Aol 50 21 1) CRIM B TOPD 3%, A 19
i 8 F AETF IR 1TLIRYT I R EZ 0t ERT ¥R97 . fEiX 21 BB T, 16 Bl EFH RS
EWFEE, MITHE ERT 1697 B ZVHG RO 8]y 44.6 NMH (JEH: 5.7-
105.47); 5 GlBE LT PR L MG iR, BT A X L B E TE R4S ERTHITI A
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JYBI BRI ERT 97 . RESWIER I ITL BES ERT HI46TRIT IS
B SRR ORI B2 AR 7 S8 7 A L, AR R BRI . THA
a2 w, FRVE T G T7 AT BE I 8 F5057 SR D S bl H G o JUaR iy al, Xl
REZERF ERT MIMPKIR S, £ CRIM [ IOPD 3 1A A7 1.
e 2 L 8, D9 e PR ik o

FE—TNIE T 90 B 10~70 2% Mk B i DU B IOBE AL XU« 22870 i
BEFLH, XTRTHE o B2 VA RO REAT TS . FERTRE R o RIT A,
FREFHER N 165, ERBFNAITH, RFERNEFHFERN 105, frh
HHAR G EZIG BT BL2 1 B B FBENL A, 45T 20 mg/ke BThE
i o (n=60) BZEFAIT (n=30), MFE—H—X, FEmT 78 8 (184
e EIZMFENEES, FTRETFEE o 216055 34 B 51, 26 Bl it (n=60), %
BFALASS 11 6 BER 19 Bl &ctE (n=30). fEIELRN, P & aReEsl (—
SRS U AT B, RIS TR AR (R AL A7 IR R T AR N M R S R R
AR NHEIB S FE, A H ISR (FVC) MITINE 2t 30%~79%. HfF
FEHERR T 6 3B A ANREDAT 40 K EUAS BEHEATIE 4 10 il S R PR T REAG I ) S5 2

1590 fliEE T, 36A 81 N5k, 9 flBFEIb, Ho it o
5, w4 F. 3 BB BT A R FME IR, HARRTREEE o 4
2 M, 22l 1

TEE N FTIT, Fr B 1P AA FVC TIIME 5 73 2N 55%.78 Fl )& »
BTHEE B o YBIT LR ISP FVC TUIME & 7 Ee T s 1) 56.2%, 2 RGRIG T4
BF PP FVC FINME 5 20 LE TR 2 52.8%, R WIVEST FHBTHEFEE o HIVAIT 2%
NN 3.4% (95%BEASIXIE]: [1.3%~5.5%]: p=0.004). FI¥EHEF o ¥GI7 4L HEE K
FVC TME A 7 this 2k80E (S WK 1D,
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1: FE Fve (FMBS L) Bart ialfzs it
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R () «
i IRBEAEIRER ANCOVA &/ ZF - F191E

TENLRFICIT, Frf S 1Y 6 48P B ATINER (6MWT) 45 R K55 330
Ko 78 G, S HBTHEEEE o 097 BF T eMWT BEEIIN T 25 K, %
BRNETT B 0T 6MWT BEESJR/D 1 3 0K, REIVES HIBTHEE G o V6T 3L
R 28 K (95%EAFIXIH: [-1 K% 52 °K]; p=0.06) (=K 2) .
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2: F1) 6 53 ¢S 1Tk S 7R EBa e i\l 38
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AR (B «
i IRRBEALKEIFRERN ANCOVA &P ZFFi9{E

[ZEEH]
I R 2
& FHL

P VUps (RRPEZZZF Rl =, B8 EUE AR LAY, GSDII, ##JEUR 1T &) 2 —
T TSR RRE o-#I BT RS (GAA) BiK BRI ™ B G = JT B 8L P R
AR o

BB o IAEONAMIRTE GAA ORI, BTFURIL, BiIHEH R o JBI1d GAA
o1 BB AL S AL 5 A B R T ) R I -6- R IR S AR &5 6 R HE N AR O A%
IBREEEAR T, RV BEIR N R R ARG T T T B, CERE B A A B
Ik

HEMR
wEME: RiHTRAEERR.
AEFE AR

/IN BRI S 45 T BTRE R o 772 RIS 40mg/kg, BROR—R (LK AUC K
64.6mgemin/mL, AN ANHEFERIE 2 G4 — IR RS REEN 0.4 f5), RILXE
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B HIFERAT AR

SRR/ BRORD S B kE B 45 T BTRE LT I o, 77N 40mg/kg (I3 AUC 43
58 64.6mgemin/mL 1 85mgemin/mL, 75 ANHEFZHIEE 2 A28 25— IR Fas
FFEEM 0.4 f5F0 0.5 £5), R IWNEE SIAEH I .

Bt REATSH BRI

[Z5R3) /1%

TE 13 01 1 A% 7 H e e VU3 S 3 ot BT RE T 8 o 10 Z54R 30 J1 28047 T
T, XEEHEEEZ T 20 molkg (£ 4 /NEHTE) 57 40 mg/kg (£ 6.5 /NEHERITED
BTREEBE o VYT, A5 2 8 1 IR (ERA N A B KA AT I8 PEAS MBS, et il
i o MR AT T . 7€ 20 & 40mg/kg FIETEHIN, £9RERSHE
KBRS R o WRYE 4 /N E:BKGRTE 20 mg/kg BTFETREE o J5 12 /NP9 SREER)
2B ke (n=5) , fEE A AUC 54 811 megeh/mL, ZAF57 RE[CV]
9 17%, Cmax{H A 162 meg/mL, &7 RECH 19%, EFRZN 25 mL/h/kg, 2257
ZHN 16%, EREHIN 2.3 /M, AR RN 17%.

FERAM—TNIET 14 51 6 HESE 3 212U P VU 2B I ISR
O BTHE I o 2GAR30 1507 T VR, XL EE 2 T 20 molkg BT R il
a YT, B2 IR, UG 4 N ZRENIFSHE 1 HIRE T AR
LB P VU5 8 1E 352 20 molkg FTREEFEE o V697 I (02510380 1% S 5 1A AR AU
Yo

€ 21 BIBZ BRI o JAI7 9 B 5 12 JA 254080 71 5= A0 i 12 S i)
B, A 19 NP T HIBTREE NG o k. 1EE 12 A RIPUART > 12,800 ) 5
Bl E, BB 12 12 AN 7 50% (GEf: 5%~90%) . fE
HoAh 14 B35 12 ARPUARE < 12,800 FEH T, 5 1 FME 12 K FER
HEAHL
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2~8°C f#17
[E%]
1f/&r; 10 &
BE (I BYBEIE) , WA REE GREAL TSRO
[(FX0H1
36/~ H
[ AT Hr#E]
2y WHRE: 1S20250021
[t 5]
2yt ST [ 25#E5SJ20150049
[ LA A
%  #: Sanofi B.V.
k. Paasheuvelweg 25,1105 BP Amsterdam, The Netherlands
[A47=4k]
AP AT 4R Genzyme Ireland Limited
Huhk: IDA Industrial Park, Old Kilmeaden Road, Waterford, Ireland
[HEATEAN]
SRR R SRIEEE 2 PR A
ke TR X IE 2 5122851906
Bk % J730: 800(400)-820-8884
fE%w: 200040

P E:  www.sanofi.cn
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