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1 KF DK EIZ & Vinfusion reaction® > 57+ 7 1 7 %
V—RIEPHE DN BFEEM I H D, BRI AT
DTEH%EMFE LI ETHREZHEIBL. BERTHL TS
BEEREITH 2 &, EE&Kinfusion reaction I L =54
IZIE. B ICEFRORESEFIEL. BYERLEZITI &,
i, REIOFEAFICREREFENTIEELAONDIR
o (REBERID) PHREShTWS, [7.. 8.1, 11.1.1,
11.1.2 B8]

2 DIRXEHET I REERRIBEBEICAFEREY
2BAEESMOMALERETIERES H 2 -0, BF
DREZTIBEEL. REFPRDOSNAFRICIIERRPHLIC
AHDEESEHRIEL, BYERBEITS L, BROAS
PETELPSORICEEE P, ERPBETEEZTH
FH3, [9.1.4. 15.1 BH]
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282 (ROBEICEH/ELEVWI L)
AADEFIH LT F T4 FF = ay 7 OBEROD
L% (8.1 ]

3. #HRK - MEAR
3.1
1% 5 134 7 v
% 71b)7*)};:1~‘/7~42“ TNV7 7 GEIEET 525mg
| AL 2 )™
e 210mg
V) VERKFEZF B ALK 99mg
o Y YEETKFE T M) A KA 31.2mg
A BRI 2l )] 05mg

W) Fr A== ANA A Y —PREEMIIBIC & A, AANIRETART
7 VME R T S gk ) 7Y v 2L TW S,

3.2 WEOMERK

A~ K OSSR — F LIB KR TH 5o
PEIR - FE A 134 70V & HIRIESHIRI03mLCHE» T & &,
U s~ OB D $ ISR T & B0 BT
H5b
pH 59~64 (1754 7V % {EGAKI0.3mL T L 72)

4. RHEE I RIR
PR 12

6. BiERUVHAZE
SEHL TSNV =Y TV T7 7 GEETHEZ) & LT,
1 WK 1 kgdh 72 0 20mg % b B s IR % 53 5 6

7. RERUVRAERICEEY 238
HR TS K C g L B R A B C AL 7o 2 5
5T ko AHI20mg/kgk BB L Z AWM ICb ) H5 T 5,
P RS, 1 me/kg/FE B2 0\ S & o BRI M
7Tmg/kg/MITET 5 F T EHEORBEMRL LS. 305

R 5E B A 20074E 6 H
MZIeL02
\YMyozyme
sanofi

I 2 mg/kg/M DGR EIEZ BT S (TRZZH). (1.1,
8.2, 11.1.1 &H]

REMPE |k 1 BRE | B2 BRE | B3 EXRY | 484 BB
(kg) (ML) | 1 mg/ke/Ws| 3 mg/ke/W5 | 5 mg/kg/I | 7 mg/kg/

1.25-10 50 3mL/W | 8 mL/K | 13mL/K§ | 18mL/I
10.1 -20 100 5 15 25 35
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

8. EELEANER

8.1 AANF-AHERATH Y, EEOBBIEXIZTF 7145
FU—VavrPRIDZUREIGETE V0, Bl
FAT V. BEDED SN AR sk G 2 Tk
L. @Y RWNE%479 28, T/ 2O L) BREROEHIC
fii z. BRMEEZRND#EMME L TBL &, KBRE T
K ZHG L2BHEOI BTV vayy—¥ 777 (E
ETHIRZ) 1SR 2 MR TgEDUR % 5E L 723561 3 BiAt
FRIgEYUARE L HIE S h, 202 b 16T F 74 5%
T=RUBAREB L (1.1 2., 9.1.1 BIK]

8.2 AHNPe G S $ G- T e BRI DL I infusion reaction?)’
FBHTLIEDBHLDOT, HGHRTHDEHEDOREL BILET
52l B, HGMEEDHY G2 infusion reactionig
CORTWHIIND S [7.. 11.1.1 2]

8.3 IZL A LDEFIIgGIKDEANTHMENS 720, EHN
TV vayy—¥ 777 GEETHILZ) IS8T 5
IgGHUARAEZATH Z e T L, [17.3.1 2]
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9.1.2 IEREHOTLBENEAMERE (RMBLE. BMREA.
IEEN I RELEEE) 259 28E
RANBe G BE OEBRAER ZHEICHRFT 52 Lo SHET
DERABOM R LD FEUEEOASBZ T EaMRE (2
PR, BB, W OIS SR S) 2T 5 B
WARH & e 5- L7234 infusion reaction® ZEHHIEE AT W &
DOHERD B, [11.1.1 BIK]

9.1.3 EEDHERRK IEEE
FE R TR OBRERBAR N S ORI AR REAK T 2 & 0F 3 % i 28
HH. TN SIFHEEDinfusion reaction® FHH 25 A7 %1
KTBEEZLND, [11.1.1 BH]
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L8N OMARERRO LN L OWENRD . KAIOHK LIS
X R BAN L OBEES b0, BEOITR e
BRET D fEbED D Bo [1.2, 15.1 BH]
9.1.5 Infusion reactionDEEE D & % B&E
[11.1.1 =M&]

9.5 114
IR SUEIEIR L T B WREE D & 5 Kk, G Lok
PEAERtE % LR 2 E M S A 5a0AK5 T2 8, ¥
F XM - IR FEEICE S 2 R TL0M 0M40mg/ kg G- 7D
DRCCHENIFHEDP A LN TV 5,

9.6 XRILtw
HRLEOARIER O RFREO AL ZE L. KIL Ok
iz 2 mEd 5 2 Lo b PTHILRORISE T 28
ATH 5o

9.8 EE
HITEH OFEBUFICER L, HEIRG T2 8, —#iITA
BB T LT 2,

1. BIMER
ROFEWERDRH SN DI EDHHDOT, BEE 51TV,
BHDRO O NI A IS AR % % L) R LiE &
TH 2k,

1.1 EXLEEEAR

%11. 1.1 Infusion reaction CHiEAN])

ARFNPE G- A He 5 TR B DA, BR9E. 5695, WAL,
FEEG BIR. WL, PEEEUNUEACT. BN, WU, .
FMERRHT D END D, ZNODIERDIEB L 22354
e 5 O RE I e G- o — Wk, W) 2 EAG R (R
BARIVEZHL Bie A8 3 VAL BRI U PU RS |
HLIEBRANEZITHIZ &, [1.1, 7., 8.2, 9.1.2, 9.1.3,
9.1.5 K]

1.1.2 EBBERIE (HEEA)

KA OB, REBHEGERENTELEZONL UG X
D BRI, HOE S BIEE. BRI, A 7 o — YR,
BEER, MREDPREB T2 E0H 5, BEORELZ 51
BT 2L L HITHEIN URMRESEZERT S 2 L, [1.1

1.2 ZOOEHER
10%24 k- | 5 ~10%Aii 5 %A AR
Be o RS | S5, S0 | BRI, RLBE. BEMK
% BRI 2 9 FEE,
5. KBRS,
Rz 95 | L5 PRI
TFHATHE, AR

M 5| BRI, . AR
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RN, I | A ALT B3 It Ca
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1) FEBEEE, SRS BT 2 FLIS R R O/ TR 5T T 2R AR 2 2 )
& L 7RI TORBKRRE 3961) &, SHENZ 1) 5 /AR
Te OB N TR 50 1T R 2 G & L 7~ E Mk it (60451)
DRERE HbETHI L 72,

14. BAEDEE

14.1 EZIFARBFOEE

14.1.1 FARFE

(1) BEOKBICESEAFOKGREZEM L, K ICLEL
INA TV ETD D,

(2) HREPRAIRRIC X BB O AR EE 2505~ 4 mg/mL
LX) DRABEEROREZIET S,

(3) HLGNTHHERNATVEERY L, BiIRICAR 2 F THE
T2 ($3055° 1) o

(4) PABLETICAHZ HRMRAEL, 20 RYEEDINLT
VIR LZWZ &,

(5) HIJFESHAKI03mLE /N4 7V OB > TWw o L )i
AL, RAZFHFPIHEHR L, 154 7V Z10mLO G &
T5, IWELBEWT &,

(6) FOHRERAWEA NNy 755, EAT LHEHE
RS OEMEERZREN S THB Lo WR LN, T
LUEROER (5mg/mL) ZREWY ., HRERAERE
ANy 2 PNCEPICEA L iR 5. AR MY
7w E G S, SR TERVE ), wo L D LR
5

14.1.2 KR RGEA 2 EH L TWARVOT, IR - FkIEE
RN T A, B, R B TRET2HE AR
#2~8CTHAF L. 2 D24HF LIPS 2 2 &,

14.1.3 Hl L ORFEZITDEVI &,

14.1.4 HNA T VIE—RIRY) oEHET 52 L,

14.2 EZIREEBEOER
023 78 v OPARER) Z—F VALV T+ Y BX T L
T AN =il y FEEHT S MNRYE
FHoAHBMPHAE N2 WLy M, HEZF V2RI T
DLW &,

15. ZDMDEE

15. 1 ERER{ERICED <15

AHFNPE G- & B S 0 I BRI 2 s, FUYETRURE W I R R
WCEYMEBZ FERT 2551 T2 EENLETH S, O
JEK % B33 % FL IR TR B0 1T I E IS B 2 KA G- 0 7=
DOHLLHIR Y 7 — 7 VB OB O4 S MECBE®E LT, L
PRI SOIBE I 2 DB E), SEMEEIR, IR O AR,
& B T ERAE SOOI BB 2 B 2 AEIRDFRD Nz T
RTOBHETARAE OB R Do 700 LB KRZELL
FUR RS 505 T B Tk, &S MECE T 5 A BHERBLO
V27 HELHBY, (1.2, 9.1.4 ]

16. EEHEIHE
16. 1 IMAEE
16. 1.1 JLRBERR I BBEICH TS MPRE

FLYR R R I 28R 18112 AR HI20mg/ kg X 1340mg/ kg™ %
BB TG T Ly IR AR A S & 72156112 D W T W B g
ZMET L 72o W O 5 128 12 351F B T3y i K I 4 v i
JE (Cpa) 1 EZFNZENI1782J5 1263 7ug/mL. 34 Hp ik E 15
B TR (AUCo.) 139775 U°1.8725ug + Bi/mLTH Y |



SEIMAE 2 ) 75 v A (CL) 1321.9mL/B/ kg, & H IRAERR
Bofiat (V) 1366.2mL/kg, SEIMATE I8 (T,,)
B2 Th - 720 JHEATF— %),

16.1.2 3LRB RN RERERER IRBEICH (T2 MFRE
FLIBTY R O/ R ARLRE 505 1 B EH 2140 % 5 G2 AR H)20mg/ kg
PGB O ETE % MaT Uze MR & 721260 0 B
FE D AUC) o S UC, 3 At o> 2L W THE 5T 1 B R 2 k5
2L 72RBRT020me/ kgl OB & B TH 5720 Tyold 2 ~
WM TH Y oo ZLIREUPE JFE 18 2 6 5 L 725k BR
OB L FAMETH-72Y BHEIAT— %),

16.3 %
WBlta-Z7Vay =X v 777 M ANKAZHEG Lz L

ZhHFIETH o & dm L Dl MR OIS I3 %

TG TOLMETH 572",

) E KR S 7z AH 0 B R O 13 20mg/ kg 28 A
HHHETH %0

17. ERERRC R
17.1 FIHROCREMICET 55
17.1.1 B EE 2 / 3 THERERER

e 6 LT O FLURARH R IR EH18B 2 4 & L, K
#20mg/kg X 1&40mg/kg RSV &) % W, 5258 [ 5-
L7z HEEOC A MY AV Ty b — VEEOBRECIE, £
%187 H TOELERDLI% (95%I5 X #0.0~55) THh -7z
DIt Ly RAl S L2 BB Tl A%18» BT 21
BRI N TP 2RI C O A7 4H788.9% (95%15 HHIX K744~
100) THho7z (TRBH). T2, N—2AF 4 VIOV
D ERAER (LVMI) 131934g/m® (n=15 : 59.3~301.8g/m")
THo72DIxt L, 528 HOFIHLVMIZ868g/m* (n=15; 44.9
~1573g/m") \ZALTF L7

AHNORIWEROFEH AL, AHI20mg/ kgl K M40mg/ kgl 312
66.7% (6/9%1) THYH. KH20meg/ ket DRI IZ. infusion
reaction?® 5 B (55.6%). ML AV 7 28 ML NIk 7 L7
F U ARARFF—EMBHINAK 16 (111%) THh- 7o

90 e, b emsizEms
S ] Hamm

EZXRYAHIL
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X REHATFEBIFFERAFLECICER N AL FO—IVE
DETFHAR
FERULAETFF IR A N T2 CoEFERE R L,
TEARIL95 % BHIX I % 7R3 OFNIIT B Y FEBI 2R,
F 72, 18Bh16BIIC K L. A#20mg/ kg X 1340mg/kg (KR
M) AR, RIR150M P L L7z B TIRE, 1660+
1360 (81.3%) AS4EAFL. MHEO LA MY IV ay bua—)b
HOBRETIE, EH%24~36 7 H TOAELFEDN19I% (95%5FHIX
[0 ~55) 123t L. A &G LBETE, AE#367 HIZ
B 2280 N T IR H C 0 EFFRH494% (95%15 1
X [#260~728) TdH -7,
F 72 18BIH1361 (72.2%) 128 W T EKE-T (64~13.0
) AL ERE (LVM) ZA 27 O 2580 57z,
KAI20mg/ kgl 7%62.5% (5 / 8 B). 40mg/kghEH375.0% (6 / 8
) THo72Y,
17.1.2 @S 1/ 2 HERRHER
1% 3 2 A 5355 TOFLRR K OV B RLEE 5 T B S
218002 xF Ly 20mg/kg#% W, 5285 L7z, 52 ¥ 5%
2B B AR L 21 2 BT AEAFERIZT6.2% (95%
EMIX [#52.8~91.8) TH o 7co PABRBILAIF IR HAY N TR

(3

BRI TH - 2 BH166111061 (625%) 13, $£5-52:0 [
bR N TN Th > 72 T 72, 528 H ¥
LVMIEN— 2 F 4 ¥ & R TR%IET L7 BIEH D53
(13524% (11/2160) T, ERBIEMIZ. SFE. WAL i
JE A MK, ST OS2 61 (95%) TdH - 720
% 72, ARAI20mg/kg X 1340mg/kg GRIBAMVIE) % WHE, %
FI16SEM PG U7z KRR (106EH) 2B 5 A0
SRR 522060 P Z BV T AFEERIETI%  (95%15 W IX [H51.6
~90.6) TdH - 720 RERPAIGIR AR B N TIPS Td -
T BE166IT 7 B (43.8%) &, RERMIMI THENC RN
TP ERdE M Th o 720 F 72, mALEHIIE (1048 H) 1256
FAFEHLVMIE R =R T 4 ¥ & HARTE3%IET L7z RITEH
DFEBIRIZ524% (11/2161) T, EREIWEMIZ. K054 6
(190%). FEEMAEI T 36 (14.3%) ., 3B, BB,
Wk & OHEITIL A% 2 61 (95%) THo7",
17.1. 3 HESIERRKER

103 2> 5 705% F T O /N BE T O sl N B 50 T 7 B 359061 %
WHE L, KHI20mg/ kg Xid 7 7 R %W, 78S L7z,
TEHIFEICB VT, 7T REGHTIE, 6 5 HFTIEY
2.99mig A L7z DIzt Ly ARHIPEG-BECld F3925.13mihn L 72
(p=0.0347) o

F72. T RBEGHTIX, EIMGE (FIIE R
BN E O HET%) HE3220%K A4 L7z D12k L, AH
e G- TIE1.20%35 0 L 72 (p=0.0055) s AH# O EIEH o F8 8L
RK(328%TH - 727,

17.2 WERTEBESE

17.2.1 BB EEARERE (2FRE)
PR (BPA) 8B T, ZatER N SIE
BI92(0 #3361 (35.9%) (ZHIVEH (FRRMAHE T LS % &)
BBRD LN EREIERIZ. HFB17H (185%). J# 5
B (54%). Wk, W, KLBE. 55 460 (43%) . MERT.
BEERAEACT %4 360 (33%). Wik, THi. &) IEES 26
(22%) THotz0

17.3 ZDft

17.3.1 REREMICRIFTHE
2 BRI B\ THRIEBME ORI 3T b 173861 Hr 3541 (92.1%)
Ty TUTNVIAY T =¥ TI7 78T BIgGHRAE A &
N7z KEBH OREBITHG-B4G 3 » B LNICHURRG %2 7R L
T2o F 2. PUKRAGAYE VB 1T Einfusion reactionSFEHL L %
TWEEZ LMD, BRABIZE VT, 161 TH2EE: K 064
FARR I BSOS D B T - 727 [8.3 B]

18. ZEhZEIE

18.1 fEA#RF
KENE, FA VY =2 7) a—=7Y DalA-KWPa-16-71) 2
Y NREEEMAGHRTAIEICEY, Y a—7F 2501,
FEEOR T ALEZ IC BT 2 MR P OB 7 ) a—7 V2 LF &
5,

18.2 ZEIE(ER
AHNOHNRANIZEZ LD HEEE T RBYE 7V Td 28N
a7 NAY T =X v T T AIBT L0 BRI,
FRWFEO T ) 3= Y HMET L7z

19. FRIER TR 2 IE{EERIFR

—EIR: Ty vavy—¥ TV 77 GEETTHER)
Alglucosidase Alfa (Genetical Recombination)

¥ B MNBthe s v aY ¥ —¥%E 3 — ¥ 5cDNAZ
AL7zF X A4 == AN N A5 — YA & A
ENBBIGMHD T X TRFRIE (CragoHostrN 119 OroosSs: 3
G YiE 0 9935849) b LMES Yo E (4T
i © §9110,000)
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