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1. BE
- BA

1.1 XEF DKL (Z & Vinfusion reaction. 7+ 7 1 7% —H
Hobh 2RI &5, BRI ERMEDTE 5 %fF
ZUEETHREEZREBL. BERTHROTOEBEEREITIC
&, EEKinfusion reaction. 77+ 7 1 5% —HHEHEL /-
BEICIE, BPLICABOHREEHIEL., BYELBEZITD
Z&, [2.1. 8.1, 8.2, 9.1.1, 9.1.2, 9.1.3, 11.1.158]

1.2 2MFRBEBEDDH 2 BEH. XIS DHEEED L < (SIFRIERE
PETFTLTVWRIBEICAEZIRET 254, EROSMHEE
PERZDHBEMEIHDDT. BEOREEZ+HICHEL., &
BB U THEYEREEZITI . [9.1.488]

2. BR (ROBECEBBELEVWI L)

210 KEIOBSFH LT F 74 7%= 3y 7 OBEEDOS
8% (1.1, 8.1, 11.1.1&H]

2.2 ISR L T 2 T REME 0 & 5 20t (9655 ]

3. #Emk - MR
3.1
L 58 % | RAY) 51 HiEHEHL05mg
1NA T b2
BB (Y7 vayy—¥ 7r7y (#EEETMiz) b
109.5mg
NA T b2
7T WS N LKFIW 46.4mg
W Al |7 KR 5.2mg
D-¥v>v=F—=)V 146.0mg
AR VIR — 180 3.65mg

a PFAHNFOBREEZEL, INATAPLI N7 VAV y—¥ TLVT7
(BfEF#IR2) 105mgA T TED L) BETHIA T L,

b AFNIBRTHIRZ BN LY T v A == AN a2 5 —JIREANE 2 v
THEESN D,

3.2 RHOMERK

e K HE~BEGOH RIS — RO
pH 5.7~6.3"
7% F I
(EBLECIERC |#90.7°
Y 5

a INA T vE HBESSHAKT 2mLTHER L2 &,

4. HEERIIHHR
BREEACARICHTEITIVAE Y b EQOHREE

5. #hEERIITHRICBIET 3R
RAENZ2APEABE L L THW A 720, KFO@HIZH 72> T
2. IV AE b (AT TH VYA T N65mg) DEFIRL
bET B L,

6. AEARUVAZE
ITNVAL Y FEDOBERIZBWT, #E. REIOkg oA
WKxysrnvayy—¥ 77y (BT LT 1
MR E1kgd 72 Y 20mg % @l IR 53 % 6

7. BERUARICEEY 23

70 I7NVAT Y NG LCh b I BIC A H 0% 5% BitG S
5Tk,

7.2 HIRVESFHKCHER L. HRAERAERB AR L 2% S
T52 & KHI20mg/ kg% HIARER] 207 TG 5o FIA] L%
HE X Img/kg/MELLT & L, BHEOEFEN; 5 RS
WA, wmRTme/kg/WFFICET 5 T, 305 2 & 122mg/kg/
FTORGHEEE LIFDH LA TE L, MERELY I AR,
HEINA F WA A VERMRRT 5 T Lo MR L O s
BETFRZBIRT 22 L, [14.1.22801]

FOEHEE (mL/F)

ﬁ:ig'ﬂ CORE i | wem | Gsem | RARK
(Img/kg/#5) | (3mg/kg/K) | (Gmg/ke/H§) | (Tmg/kg/kf)
40-50 250 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

7.3 I7VRE v OFEGEIGHUNICFAORG ZRETE %
WIEEIEL RIBRICITIVAY v P ERGLCTh 5 24k DL ERE
WENZYD TRP AL LT 52 Lo

8. EELEALNEE

8.1 KFNX Y v N7 EHBFITHY) . EEOBRBIEX LTS 7147
F =PRI DM ETCE R WY, BIEY H5I24rw,
BLADFRD SN A I EL 2 G 2 ik L, ) 72 L
A7) T &, 720 TOX) WIEROFEIIC A, BEMLEE
PN 2E%fe L TB T L, HEORBUEXIZT S 74 7%
—DEB L - BOKRKOFELG IOV, AL Gk
EZELCTIET L b BHRGPLELRSGEIZE, HEEEY
T, AEEEAER L 2% 9528, [1.1, 2.1, 9.1.1,
9.1.2, 11.1.1=1&]

8.2 AFHIPx G- kB G- 5 RE I A L Zinfusion reactionSF$81 3
LT ENBHDHDT, REWG L OG5 T3S BEOIREL B
%89 % 2 L, infusion reactionZ3FEH L 728541k, G- E DR
BTG O—FEh ik, @Y 236 F1GHE (Bl 2% 3 UH)L fREL
PAFEH], B VE CAISE) . b L CIEBBMLERZITH 2k,
F 720 AHIFES2 X Sinfusion reaction FFh S ALHEE S 2 5 72
DIT AFFEGRNIPIE A5 I V), MBI FUE R B RV
EVHIORGEERTHZ L, [1.1, 9.1.3, 11.1.1=MH]

9. BHENEREFT2REICHTIAE

9.1 BfHE - MEEEDH 5 EBH

9.1.1 AEIOKRAHT 2 EBIEDEEFEDH 2 BE
[1.1. 8.1, 11.1.1%MH)]

9.1.2 ZFNAYE—¥ 7T 7 (EEFEEZ) S8HE7
NIVINAYEd—+ 77 7 (BFHliez) BEORD
T 3BBIEDEREREDH 3 BE
WHREOFIIEET A, [1.1. 8.1, 11.1.12]]

9.1.3 infusion reaction®EEED & % BE
[1.1. 8.2, 11.1.1%MH)]



9.1.4 DIRBER I MFIRIREEDET U - BE

infusion reaction?33H L 72456, IREVEALT 2Rl H
%o Tz, KGHIBROFES & 7% 5 BE Tl ARG HIX, &

PR EFWE L T=5 ) ZFENEND L) IZEMLTH
T Eo FURHG- IR BERIC LD LR R SUEIPICIREE D

EERMELREITIREND S5, [1.22H]

9.2 BHEEEERE

9.2.1 FEEXIIEE (VLT7F=LIVUT7
60mL/minkiE) DEHEEEEETERE
EREREOBER OMAEICS E T AFNHH SN I 7 VA
v NOHBEREENET S L,

9.2.2 KEBFLEE (JLT7F=> Y7 T ZX15mL/minki)
GRS N,

9.4 £JEREEH T 5%

RS B RETED H B LMEIZIE, AFIR I 7V A8y off
PG L Ot P G- 4 28 NS B\ L 9 2 A2 I O )

MBI OWTHAT A 2 &, [9.550]
9.5 1117
TR IR L TV B RO & 2 LI I3RS L awvw 2 &,

B FEERIZ BT T FIIARAN 1 75me/kg/ M 0 (AR 85
OFIIEICANS) RO Z VA Y v F25me/kg/FaH  (FRRBE
B OR23MEIAHY) 2 GRS L 7B I R 0

SnTnal, [2.2, 9.45H]
9.6 HIlw

R EOHRE R O BILREOHHEMEEZ ZE L HILOMHE L
FEHIEERE T2 0 b P THAFORIZB I 2 2IEARH
THoHN, BPWEHR (v ) THLHPICBITT 5 2 L mE

ENTWn3BY,
9.7 NRZ%

18 ARG DB E &R G & L7z FR B IS 5 N Twne vy,
9.8 S

BEORECBIE L 20 OHEEIHG T 52 &0 —RIZAEBRE

REDMET LCwd 2 A%,
1. B1ER

ROEWERDRHHDOND LN HHDT, BigEe ol Ty, B

DRBO BN A3 5 2 kT 5 7% EEY R LE R 1T 2 k.
1.1 EXEENER

11.1.1 infusion reaction (23.5%). 7+ 714 2%>— (1.2%)

KRFNF G- S G-# T BRI LIS, B, S8EL, K,
B, B, €9 EIES Oinfusion reaction2idh bbb Ik
Wb, ZIEDIERNWEI L7254,
Ho—kik, @S REAER Gl 2y I UHL MREEREA
FIEREFRVE VHIE) . O LRBAREZITH) 28, [1.1.
2.1, 8.1, 8.2, 9.1.1. 9.1.2, 9.1.3&H4]

11.2 ZODEIER

Z > Z15mL/minkl £

P25 38 EE O R S A%

5%LL 1 10% i 1%L 5% Al

R |\ BE FETED oy WREA S, FEUE, Tk
& ORHREE, SRR, BUR, IR

Lo LR
i T
i AL, I
WA 2 IR PR
HAtE IR, R R, B, e
B ZOIHIE, 5. FIRE . KBRS
R At MR AR, A A
EH RV Fegh, e, MRS, B 7.
GRS RGP, Rk, &
IR M PREESIN ., ARIRASEY, 1) > SER B
i3 MR
s B2 {5 15

14, BAEDEE
141 EFRREFOZEE
14.1.1 75

(1) FRISHEVWEZEOREICE DO T, FGIZLERNA T IVEL
UNBUS IR Y BiF5) RORROLERZRET S,
CBEHZY) oG E (mg) =HREOKE (kg) X20mg/kg

(EEH 72 ) O G E)

SR NA TV =B E D) 058 (mg) +105mg (1
INA T I DE=

- AFNOVTER (mL) =EBEH7-) o5 E (mg) +15mg/mL
(BRI DEE)

(2) B NA TV GEHE2 S L, =% 2 F Tt
By D,

(3) WA HABIS TN 7OV EMER L. B UIEEHIED S
NDGEIERL 2T &,

(4) 134 7V HBESF KT . 2mL% 54 7V OHNEEZIT > T
Wo L VFEAL, BEANAN. 722X ) IZE»IERT S (v
NRTNVAYy—E 777 (BEFHIEZ) BE15mg/mL).
BIRT BB TIVOFRE 9 FIdlET 5 2 &,

(5) VAFRII L M fo ~ R (0 O B UL FLE L 72T R CHERR
TELPLEP~HBOMA T2, HIRIZ X 2R TR S
BaEDPBOOSNLHERMEH L2V & BRE. BEHICHH
TELWEAIL, EXLLET, 2~8C (WS HERVWT &)
T4 BRE T E %,

14.1.2 R

(1) HWEHHEICHS LREFEZEE 25 L) 12, HRAEMAR
WORERET LI L, TOHREREERSHE NNy 705,
41U THEMLAAR OLEE &S0 AR E T E
WoTHBLo NAT US4, 1. 1" CTEB LAK O LER %
Wo Y ERERY . HIRAEM A AN Y IS E I E
AT B (RAIEEEIZ2.4~4.0mg/mL) o B/ v 27 % 2 5]
XY, JJADNTELRVEI®- ) ERML, RED Law
ZE, [7.288]

(2) HRBITHRTHLPIMEAT AL, B, HRE, BHD
WHHTE WA, #ELA2 LT, 2~8C (HRsE2w
Z L) TREUFMMFETE BH, ZOH%25T LUT ColFH LI
T2 L,

(3) BNA T IE—RIRY O E T L L,

14.2 EHRSEOXE

14.2.1 FHZRISEE L T2 BEa1E, MmNy 72 2R LT
MOHTAZ L,

14.2.2 SR Y T ROY 287 BaWHE L1200 2umD A ¥ 5
A TANVE =% ML TR ZHGTH I &,

14.2.3 K &L DERFZTDOHENT &,

15. ZOfDEE
15.1 BRER{EAICE D 53R

RENE 5 287 BHHITH ) . AHFNK S 2 IgGHUIk AT EA
WD FEEA D 5o F L2 BRRERIZ BT, RS
% T 7 15 1BCHLEE M PUIR 2 530 L 72 (Bl Fo e B i 8%
BRELLTH, BERMTO R G A 340]) o B M oL
BB OTEDPEEHE A, N— 25 1 V283 .8%
(98/117) . ARPFHFSH5%95.7% (112/11761) THh o7z, B
TR GRS O PRSI AL, N—=25 1~
BEDS11.8% (4/3461) . ARG S HA5100% (34/34%1) Td -
720 BEEMITSHEEEIG IR B A RS R o R IR O 5B
E41388.0% (103/117%1) Th - 720 [AKICEEMTHEERE
HIREIZ B 2 HG-HOPHIPUADOEBIEI AL, 88.2% (30/34
Bl) THo72Y,



16. EWENEE

16.1 MARE

16.1.1 BRER O ANRBEEHNRE L BS

BEF M TCARIE D TRIRIE D B 2 B FETU R ¥ ~JF B | AH B
WEARF & I ZIVAS b &R TRAEI S Lz L & okl
[ B K O30 B OFRF OSEMENE ST A — & 2 RUTRTY, (G
FENT— %)

K1 FEWERE ST X — 5 FRAFME (CV%)]

ARFHI 5 10 20 20 20
(mg/kg)

ITNVAY Y PR - - - 260 260
(mg)

EACIE 1 1 1 1 3
B4 10 11 11 10 11
Conax 58.4 135 325 339 345
(ug/mL) (19.1) | (18.3) | (13.5) | (12.9) | (18.5)
AUCo-+ 208 533 1405 1778 1800
(ug + h/mL) (18.1) | (23.7) | (16.2) | (17.6) | (19.9)
1o 1.09 1.30 1.51 2.20 2.07
(h) (11.3) | (9.10) | (9.20) | (19.1) | (15.9)
tu2p 1.87 1.55 2.18 2.45 2.54
(h) (19.3) | (42.1) | (38.7) | (21.6) | (19.2)
CL 2.15 1.62 1.25 0.973 | 0.970
(L/h) (17.0) | (22.4) | 17.8) | (21.8) | (22.4)

a  AFNZARER 200 C Rl IR N 5 S e

b IZNVAY v MIARK ORG-Sz,

Crnax © 3¢ 1o MU FRORERE . AUCo-c - i BEIIZE 25T RE 70 I iR s i F CTOURSE —

RG] ARAR T TAR .t @ RIS AR AH O It @ FEARAH DU I

WM, CL:2U75 A

16.3 410
JEFERUR PG EE1006] (HARAN6BIZ &) 22548670
FEPR RS D RHEMSEM BN REMEAT OFF R, AFI LT »
X=X ¥ D OGAERNES . 23L L HEE SN2V,

16.6 HENDHE=EHI 2H8E

16.6.1 BiEEEEE
FHEFISEW B REMAT 2 5 . AHI20mg/kgk I Z VA ¥ v b
260mg? [ PF P 5 O AR H| OWEF = 125 LT B RREREE
FREREEERITSVEEZ 50,

17. EREREXHE
17.1 BRHHERVOREM(CET 255
17.1.1 ERERANREETIRABREENRE L -—EEHRE
1E AL ERE LS TR
B FEFRILE OWGRIE D & 2 i OVRIREE O 72 VIR FE TR ¥ R
BEEZWHRE LT, AH (LA E1kgd 72 V) 20mg % e £i5H
HIRPIPES) &I 7V A% v b (fkE4Okg Dl F50kg Rt D&
1Z1[E1195mg, fAES50kgbl - > ¥4 13 11a1260mg % MR 1% 5-)
CRGEFEBE) E7 VT vayy—¥ 7V 77 GRETFHIRZ)
L7 TR Gt AB2BMH G L. AN OZeMr It
L7, EEFMIEN CH 5650 MAATHEE (LT, [6MWD))
(m) ON=2F 4 ¥ o528 F TOBLRIIEIO LB
DTHY . KEFHORBICR T 2EREIR SN Ao, &
7o BIKFEMIE H Cdb % AL G PERG I 1 o0 7 E Rl 3
LEE (%) ON—=RATA ¥ LPEGE20K F TOELEDF
Wl s GEMGIE) (3. APEHEET-1.14+6.32 (74
Bl) ., AFREET—3.63+4.70 (3261) TH o727,

F1 N—=2F 4 G552 L TOMWDDZALE

AFAE H AOF Japicticy
(8561) (3761)

N=ATA ¥ 357.93*111.84 350.95+121.32
(85f3) (37f1)

¥ 5-52:- I 376.41+122.93 359.70+137.36
(81f1) (36f1)

$5-52:8 K DAL R 20.56+42.27 8.02*40.56
(81%1) (3651)

xof HERE & B 72 14.21 [-2.60, 31.02]

[95%EHEIH ] K flpfis"* p=0.048

HAL :m, FIE RS GRMEE) . BFEHZE IR/ R0 %=

a FHRBEICIE38BIDSHHA AN S NN/zAS, BRABRICSINTE S L5, Bk
HIZE Y N=2 T4 VORI % BRI & L7 160% FRICH
WekR R R

b #GHE B R PG L R OSSHAR . BT L O I
EOHEE, PR, N—=2F 1 2 O6MWD, N—2F 1 YO, ~—
254 VEEDRERIN— A5 4 VO EZFEENE, HBRE LR
Bh e L. FHRIRERE | IR 2 IV 72 MMRM  (Mixed-effect model for
repeated measures) (& V) &

c AEKEERM 2.5%

AF T ORIVEHNE 3% 5528 % TL230.6% (26/8561) 12
RO DAL, EREIEHIZERET.1% (6/8561) . T#i15.9% (5/85
Bl) ThHo7"s

18. ZFEheiE
18.1 1EA#F
AANGEETHIEZ € VRMa-Z Vv ¥y =¥ THY, AT
VIR v ) — A-6-1) YRR T A L 7RI EGA SR O
WAKEHWE LT, VAR Y ) —2-6-Y) VIR HT LM% &
B8, AFNE, T4V =y ) a—4Y De-1,4-F a-1,6-7
a3y SRR T 288D, 7Y a—7 v 245 L.
RUNTFBREOMBICERE L2 7) a—7r v RTS8 5,
18.2 ZEIFER
RYIEBWE TN CTH L a-7 VY5 =8 v 777 b
< AAEA TG T2 L2k, OB BREESE T )
I—=7 VKT, WEREO MESE SR b, T2, ITVA
Zy FOFHICED . WO S ARH A 5 E L
TREWEHATFED H 17z

19. RS ICET 2 EEZHIFR

— R TNV - TV T 7 (GEETFREIEZ)
Cipaglucosidase Alfa (Genetical Recombination)
DTN AY Y =¥ TIVT 7k, EmETHEZ e MR
a7 NVvayFy—+ (EC 3.2.1.20) wikkA<TdH . CHO
ML D EESNE, Y7 )Vayy—¥ TLVT 7
&, 896MH DT I BRRIEN S B MY VX (5 F
& #9114,000) TH 5o

X B:

20. RV EOEE
20.1 HMERBIE BRI, ER L TIRET A 2 k.
20.2 HAEE M CTHRAT A2 &,

21. AERRMH
FEEEE Y A 7 G 2 E O b EYNCFE/T 5 2 Lo

22, ‘A%
1INA TV

23. EEXH
1) #NEHE - T FICBITBIE - RIESEAICB T 5 B
(8371931) (202546 H24 HA&GE, CTD2.6.6.6.1.2.4)
2) AEWEEL IR I RE AR (20254E6 H 24 H KR, CTD

2.6.4.3.2.10)
3) FAE  RERIEORE (20254F6 H24HAGE, CTD
2.7.2.4.1)

4) HNER © R AGEFITBT 2 EEESER (ATB200-02)



5) FLNEER : BHEMSEWBIRERT (20254E6 H 24 H &R, CTD
2.7.2.1.4.5.3)

6) FLPVERL : NIREZER OMET (20254F6 H 24 HKGE. CTD
2.7.2.2.2.2.3)

7) KSR R AR E B B KRR (ATB200-03)
(20254E6 1 24 H &3, CTD2.7.6.4. CTD2.7.3.2.2.3.4)

8) LML : IR AR (20254E6 H 24 H KRR, CTD

2.6.2.2.1.1)
9) HEH : JEFRRIEIEEER (20254767124 H KRR, CTD
2.6.2.2.2.2)

24, XEERERVEVEDESL
TINA TG —F 4 7 A EHE
=)t ¥ —
T100-0005 HHHBRTALHXALON—T H6%H25
FAONY ¥ — T 1 v 7190
T =8 14XV 0120-907-477
ZAFEERT 0 9:00~17 : 00 (£ - H - #lH R OSHARH 2 <)

26. REERTTEES

26.1 BEERZETT
TINA kT 2—F 1 7 AAEH
T100-0005 HHEABTFALHKXALON—T H6%2%
BHONE Y Z —ENT o v 719k
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