EEmU T EEERRREE

| BriEEmRsEES | 873959

RIAET7 Y AL
oAl R

BIGFHRIRA N> RiFmaEH

[ mEEns |
LR EP WA T00m
Nexviazyme:

rUBRSE FASA
E-ESONASI LIRAT B

O

PN AVST—E FPILT7 (EBICFHEIER) S
E£YHBRHEE. BIE., LHEERRD
1.

\Ill%

tl:

1.1 $§U®k$kdﬂ)mfusmn reaction. 7+ 745 —h' S5O NZ08EEN 5 2. BR2EFICTHRBRUWIEDTED
#HEfFxUle LTIRSZRIBL. ISR TR O TORERZETITE, EERRinfusion reaction, 7+ 745+ —
PEIBUEESICE. mehcAaFIDESEZRIEL, BYGNMBZETSTE. [2..8.1.8.2.9.1.1. 11.1.1 B8]
1.2 DIEKREZHFET DRI RNREEICAFN IR S5 T DB SEF2E DAL ZRE T DERIEN HDcH. BEED
REEZ TR ICHRL. EENRHOSNIBESICITERPHICERI DB S ZRIEL., BYRUEE
RENETTELSIDEICEIBZMT. FEIRNE\LTDIBEFNHHD,
e

ZTISICN

(ROBFICFHESLENI &)

/==

173(—&0 ﬂﬁi%

FRNDEADICRHUT T4 S5+ —3vI DEIERDHDERE[1.1. 8.1. 11.1.1 B&]

B/ 71% 0S¢

sanofi



HFEDERE

RIAETPHAL[—RB : ZNIWITIWIVT—F PILT7 BILFERZ)]F. KRR (FERERIE)
BEEQ7ZIVIIVIVST - PILIT7Z2BZUBRERANORAGZEH. BHta-7)LIVT—¥
(GAA) DELCFHERAREITH D,

RYRRKF SAVY—LPDOTYI—TVRRERTHDCGAADTRNFELFERICLDIRIEXIE
BREMEDETICKY, SAVY—-LAICTUI-FUHRRICERTHHER . FICHEBOBENSIE
REISNZEREASUELEAORBMHKRERTHD. REFHN S, ARBEERR (NRREKLD
MAR) [CHEIND, ARBFERBHALURICHKEL. EEDQDHENRUERFIEZZ2UVEEGED
BERERTFLURICTEICED . RYNRBEDAKSHIIARHZBE CRIET HEFRITH D, EFE
(&, REFRNABLHRBICHENTEZRRRBBZLES,

1960 FR KR NIKICH T BERMRENEDIAZEITHO N, E—ERRLAICE S DMEL FHERZ
ERGAADZILTIVIVT—E FILT7THY, 2006 FICERMNRUKE, 2007 FICEAF (RER: A4
YA L) ICBWTESE SN, ZILT IV T—€ PILT7REZBUIET, ARBRYRNREEN LR
OJgEER  ERENYRRERE CREFEDE (QOL) A LT3R E . R RROERRZENZRICEL
Ulzo ZD—A TRV RRERE(CHFT 2E T DEMERE R OTFIRERER TS 7LV 9 -8 PILT7
[CKRBDERMFAEE CIITRIHF TERVTENRETH I, TNE. ZILTIILIAVST—E PILT7D
HRANDERAHFHR+HTHBIEICHERTZEEZI SN, TIT. GAADHIREANDEAH 7Z
= RYNREEICN T IREEMITEEDERMZORRGRVIERS B 21ch . RIZAET YA LH R
SNz RIREFPHA L. ZIVTIVIVST—€ PILT7 LOEBOBELS 7 IVELFLEIC, HlZR~D
B IARHCIHERNY Y /) —R-6-UVEE (M6P) BZ 2ZVCANFYIYY /—ABENN 7 BRERBE LI
BHBDTHD, ZIWIIWIVT—E ZILIT7ICHULTI RFHIEUDOMPSEEZBINTE 2T LTSRN,
AN DEAG B E EUTE D,

BHTIE, 2013FKVKREBENE7IVIINIVT—E FILIT7ELEEDERBN Y NREEZERRELL
RIAET7 YA LDOE/IHHER (NEO1/TDR 1285758 ) W RIS Nic. D 2016 FEKIKEED
EFEN Y RNRBEZNRICRIAET YA LOBWUEROREMZ7ILIIVIAVT - PILT7EHR
I 3EBFEHESEIHEE (COMET/EFC1402858R). 201 7EKXI7ILTILIV T —€ FILT7ICELD
BECIRARNBREX EATDRERR G ZRUCALRRRN Y RRERE W REUCERE RS ER
(Mini-COMET/ACT 141325 8R) WERES Nz, CINSOHRICBVT RIREF YA LOBWERD
REMHIREISN. 2021 F8BICKETHEERZIISUic, AFBTIE. 20205 11 BICHAMNRRAEZRERIC
EBESN. 2021F9RBICIRY R | ZHBEXIFHREL TEBZERUFS LT,




e (451%)

RIAETZHA LI .[BE. 7NV —E PZILI77(BoFHERZ)ELT,
EBREOEE(CIE 1 EFE1kgH =Y 20mgE . AIREOBECIE 1 EFE1kg
St 4A0mg ERESERIRNIEST 3. | EHERVARE T 3BRRTES
BHTY . (D.|.R—JBE)

RIAETPHALLIZ. ¥V /—R-6-UVEE (M6P) ZB{#%ZTUTHIEEAICERYAZE
N3FEFITHY . 1 3 FHD15FROMPEBHESELIZIFBE T2,
(17 R—IBHR)

RIAETZ YA LDFESICEKY . i0E . BIREENUBBHEANDIUI—-5 Y DER
Wi BERNHFSNELE, (¥DR) (18R—=I'SHR)

EBRERNIRREEEWNREL-COMETHE (BF RS MEMREERER) [CH W
T 15498 D%FVC* DE(LEF . RIAET Y1 L8#2.89%. V1T 51 L\t
0.46%T&HY) . A A YA LICHT BIELHEFREESNF LI BEEFIREIEN
FEBATULIE?, (5R—ISHR)

HFANEICH T B EREB TRUILENIEE

FIAE7 YA LB ERA100MmgDBEF. INAI7ILH)100mgTHY .,
VAL LREEHEAS0MgD 2{8TI (D.L.R—IBER)

«EXIBEIEAEUT. infusion reaction (BE. 58&. BiD. Z5FE. 2.
SEWEE). 7F745FV—DPRESINTVE T, (RET0F)

- FIGEWERELT, BEE. FEMHFV. XK. FIREE . Bily. TH. Z5FE.
RE . SEMEZ . (1K, BHERHE . BIESE . 1R . BE . M REE. &=iE. IR . [F0}
B8, OEER. SER. Elt. REZE. IMERE .. FEAM. ZTE. [
B AYVIIWIVYREES. @, MELR . EEREAFEET. 5L . DEH
1&00. ERFEO . SEERDFRESNTVET . (GREREF) (D.l.R—IBHR)

EFRNDEEFRANURABREDREHDBRZISRIET L,

Y Nexviazyme:

(avalglucosidase alfa)



[E8& - ZR2ESOFAL0ER] ZEDIR—IETBRIIEEV,

B% KRR

ERH RS IE5KER (COMETKER . EFC14028515R)
[RIGBEDEFHIRY NREBEEENREVC _EEREER (BREREELDLER)
(tREEEER)] >

3) B ERHEESIEEER (EFC1402858R) [AGRINEHE@E

(1) FEREI=

RIAETHA L
20mg/kg FEB#5 (n=51)

RIAET YA L B58THRD
N R 20mg/kg BiBLS 1E ST
ZILoNW3v9—€ ZILI7
20mg/kg FRiB#t5 (n=49)

R:SVI LML

BRSETHD
| IERNEE(SRESHHN) | RERSHMCESRIESER) | W
I ‘ I U T e
25y 4958R8 BE14480 BRABR
HER T Y (VISR BRHE. FIE. SV AL “EER. REMNR . WITHELERAR
8 89 RBEDERBRNY NFREZHRIC. R—RS51 VH 549 BRETOFANEICH T DHEERZS TRL
FBHEER (%FVC) DELBICOVT, ZILIIWAVST—€ FPILI7ICHT BRIZAET A L
DIHMRSVICBEMZIRILT B,
Xt R IRGEDIFEULDEFEIRNY NREE 1006 (RIRETZ YA LB 516 7ILIIWIAVT—€ 7L
T7E14900) (55, BEABREBRRIZAET7 YA LEF16)
5 K IBEERIACT YA LBRBTILIINIAVT —€ PILIFEICTSYTLCEVRT . 2T

E7HA L20mg/kgRIE7ILIIWNAVT—E F7ILT720mg/kgZkEiE 1 BruEaEikmR S5 U,
S LMEIFR—=ZS5A4VDFVC, 48l MR UOETERUTITo I, ZILIILaY9—€ PILT7
BHOEEF49EBOFERNHRBR TRICRIZAETZ YA LRSICUYVE R 2. #5HHEE. 4988
DEEFETHE (ERESHE) NURER 144:BE O/ SHR GEERIESHME) &Lk, BE(&.
FEMIANT T I2FTERMEZEMIFUIZ,

EEF @ IE B:RN—RASA VD549 BFETORFVCOE(LE

Bl & 5F i I§ B: U TOEBOR—ISA UH549B8ETOELE
6 P RSITHER (6BMWT) TOHTIERE (M) DE(LE . RARTIE (MIP) RURKIFESE (MEP) D
FAMBICK T B (BTFRNE) . /\VRANILRSG A FEXNI— (HHD) X2 TR IESRI7 . &5
EBREAERE (QVIFT) #8237, SF-128#FMEAIEQOLY YU—27 (PCS) KU SF-1 2151
AEQOLYYU—X17 (MCS)

% 2 HEERFEE (49:8/8) CHF2L2H [EEERNUEHER. BRETEMICL>THESINE
infusion reaction GEBERSEFESTEIZE CRE) . MTEYPIA (ADA) 16&7]

B W 5t ®E:AEMMEEEmodified intent-to-treat (mITT) EHZEMRICITofc. mMITTERIF. SV LMEEN
BREOKRSZ1OMU LRI 2 TDERELU,
FEFHRIEE CHAIN—RSA VNS 49BEFE TDWFVCHZE{LE(F. mixed model for repeated
measures (MMRM) ZRWTEHTUZ. MMRMEFIVICIE  BFVCOR—ZASA NEZHRZTEEL. F
L MR IR 5B KRBT RO VIR S ERREDIZ B EAZEEMREL TS, IR SHETHLHED
IS ERD BT Z AV THERENRZEZZET)UIEL. Kenward-RogeriZZRVWBHEZHEL.
FIBRMERTECKIBET ILDETIZHZEIToOIC. REIT—9 D#E5EIFITH T . missing at random
EHIRUTE . MR DIARETIIBEDZE DA 95%S X (Cl) D TRIEN—1.1% (LRIICER LIS
MERFME) Z L OGS ARBROEERTOBN TH 7T ILIVT—E PILI7ICHT BRI



AET7 YA LDIELSHENRIISINDZEEU(ZRDERKES%). IS HENRII SNBSS 7LD
WAVT—E FIITFICRTBIRIAETH A LOBEMERELZ (RIEDHEEKES%). 6MWT,
MIP (%FBHE) RU'MEP (% F3IfE). HHDIC K2 TR IES A7 . QUIFTH A7 . RUSF-12%
SOHERIREHMIERIC DWW T EEZEHHER SRR DO MMRME T ILZBWVWTETUE MMRMET )L
[CIF. ZEINSA—IDR—ASA NMEEHZEEL. %BFVC(MIP. MEP TIFZENEW)., . 1471
B’EE . K. BOSUICIR S ERREDRBERZETENREVTE DI, SF-12ICDVTIF, BREE
ZERATERVI18BREDEEZRALEMITTERZRRELTIT e, FFHAIEE DR SERZ=
Z . MMRMEF )L CHE SN 498 OABFEIDEZ BV TEHEL. plERUZNITHIN YT Dl
5% CIEEHUIc, N—R T4 VEF. 13:88F., 25:188F, 3780F. 49;80F. 61885, 73 BIF NV 97805
[CBIFBRFVC. 6MWT TODH1TEERE . MIP (% FRIfE). MEP (% F:I{E). HHD TR A& A7,
QMFTHR 7, SF-12(PCSZA 7 )R U'SF-12(MCS 207 ) DZE{ L E DRI (LRI AR LT o
FEFFHHEEECOVWTCZILIIWIAVST = ZILIT7ICHTIRIAET YA LOEB-EN RIS N
S8 . EFICREUEIREHEIER (Tigx 1~4) ([CDWT. BFIEDEEIICHEVEREMICIREZ(T o1
(k1 >%2>%3>%4D|E) , BEKESBHERSNEDIIBE . MIEDOFHAIEBEDREZPIEUT.

*1. R=2S54 N 549 BREETOOMWT TOLHITIERE (M) DZE(LE (B DIREE)

%2, R—=2S54 B 49BIEETOMIP (%FHIE) DZE{LE (BHMDIRT)

%3, R—2S54UHh549BIEE TDOMEP (%FHIE) DZ{LE (EHMDIRSE)

%4, R—25A4VH549BIFF TOHHD FEFHHESRAI7 DE(LE (BRI DIREE)
FERTHE (49180H) CHIFI 2L [EEBRNUEMER. BREEEMICL >THESINE
infusion reaction GERREMETEEZE THRE ) . MEYTUA (ADA) RE1DEEITIE . T MHBTNRER
ERRICEBMICIT ol . BEMBITHRERE. SV LMESN RSEICHH DS TIRRER 10
M ESENEE2TOEEDER LU,

(2) BEES
RIAET7 YA LBt LWV - FILT7EE
(n=51) (GEL L))
(331l
S, Bl (%) 27(52.9) 25(51.0)
7. Bl (%) 24 (47.1) 24 (49.0)
i (%)
tholfiE (EBE ) 47.7 (16~78) 48.9(20~78)
18K B (%) 1(2.0) 0
NiE. Bl (%)
BA 47 (92.2) 47 (95.9)
7IT AN 3(5.9) 0
ZD3BEEKA 1(2.0) 0
SEAXIET7TUAZRKEA 1(2.0) 2(4.1)

A2 (kg) . PR{E (§BH)

75.9(38~129)

78.6 (46~139)

Pk EEE (%) . FEOELRERE 44.73+£14.74 48.16+t14.64
FAEF#E (%) . TIOELRERE 32.94+16.58 37.73+x15.74

FRAENSYIERSETORE (B) . FEEHRERE

160.36+131.71

151.78%+120.90

6MWTEDE1Tas B DEER . 6l (%) 7(13.7) 10(20.4)
AT IR . 61 (%) 1(2.0) 0
%FVC (%)
FOELRERE 62.5+14.4 61.6x12.4
thR{iE (E5E) 65.5(32~85) 60.8 (39~85)
6MWT COZ1TEEEE (M)
FIOELRERE 399.3£110.9 378.1£116.2
thR{E (E5E) 415.7(118~630) 387.0(138~592)

—  veiozyme:




B AR RS

(3) BshiE

R—=RS5A4VHh549BFETDRFVCOE(LE [EZHEIER : IRFTHISAFRIER ]
N—25A Y1549 BHFTORFVCOEILE (BETIIHBREIE) (3, %I XL T T LBT2.89%0.88%. 7L T
JY9—€ ZILIT78T0.4620.93%THY ., RIAEFZHA LDTIVITIWIVT—€ FILT7ICHT BIEH M EE

SN (B¥EZE2.43%. 95%Cl:—0.13~4.99., FFLMRFE : Al 95%CID TERIEN —1.1%) o BEMCONTIE
METZNBERENRHSNT | RSN o,

N=2S5A4/N549BEHETDWFVCOE(LE

(%)

5 T e

[B¥RE=]2.43%
95%Cl:—0.13~4.99

% p=0.0074 GEHHRTE) MMRM*!

%
2.89
* p=0.0626 (EHEMAEIRTE) . MMRM*!
mITTER
3
(GELMHEPRTRE)
AR DFEFIHBEDZEDERII5%CI
DTIRE:—1.1%
0.46
#1 BFVCDOR—RASA VMEZHREEE
1 L. £t R IR 58 SRR 85 0
[RGB ERREDRBEERZEE
HRELTE .
0

RIRAET YA L8 ZIWLIWIAVT—E FILT7EE

BIRIS N< TR
N

%FVCDZE(LEDEIFER
%BFVCON—RSA Vh597 B COELBOREHBIELTOEBY TH L,

%BFVCDR—254 2 h5DE(LEDEIFHR

(%) 49BLIREIE 2 HIH
I AL T HA 1520mg/kehpBiR .
c RO AET YA L20mg/kgfRBit S R RORETHA LB
—_— P IIAVT—T
4 P T7E

TEHAREERE. mITTES

w

BIRES i AUN—),
N

R=254Y 13 25 37 49 61 73 97 (&)
HARS
RORETHALE 51 51 51 51 49 41 36 24
ZWINIAVI—E 4 47 45 44 43 35 29 21

TIVT7EE

, A



EEHEESEIAHER (COMETER. EFC1402855%)

N=254 Vh549:BIFE TN 6 EHITHER (6BMWT) TOHTIEREDZE(LE
[EREFEIEE ]

N=254VH549BEETDEMWT TOSHITIERDE(LE (BBFHHEERE) (3. RIXLT P LET32.21
+£9.93m. PILIVIAVS— FILTFET2.19+10.40mTHI,

N—R54Uh549BIFETDO6MWT TODHITIEREDE(LE

(m)

60 BTG HEESEE
6 mITTER
M 32.21
W 40
T
t\\
3
Z 20
17 2.19
B
B
1)
7 0
£
=

—20

RIRAETHA LB ZIINAVS -8 FILTFEE

6MWT TOH{TEERE DZ(EEDEIFHER
6MWT TOSHTIBEDN—Z T A ¥ h'5 97 B F TOE(LRDREHB LT OEBY TH O,

6MWT TOHTEHDN—Z 51 U5 DE(LEDZFFHER

A95ELIRE S 2B

(m) Rk
DAL T HA [120mg/kelEEiR .
60 FRIAET7 YA L20mg/kgfRBit S R RORETHA LB
— L)WV —
~ FILI7EE
;'( 40 FAEHEESE, mITTED
S5
1
7 20
5
()
£ o
£ T
—-20
R=254Y 13 25 37 49 61 73 97 (A)
HARS
RORCTHALE 51 51 49 50 48 42 38 24
T 47 45 45 43 36 29 22
TILT7E

Y Nexviazyme:

e [ (algucoscese afe)



BR R AR AR

(4) 2=

BAEFERNUEIER

FEMTABICSIIZEESBRIE. RIAET7 YA LE86.3% (44/5161) . ZILTIWIVST—€ FILT78£91.8%
(45/496) [CBRHENTc. RTAET YA LBEDERBREESERG. LRB\RRUOEEENE 126 (23.5%) . BH
1161 (21.6%) THofco ZILTIWIAVT—€ FPIWIT7EDOEREESRIE. BE166](32.7%) . LIHGERX 124
(24.5%) . Exff| 1041 (20.4%) THofc,

EERAZTERE. RTAETPYALE8H. ZILTIWAVT—E FILT7E1268IICEROSNc. RIAET YA LBET
DERGEEERIS. fik . K. [FREE . KIRK . [FRAZE. REBEG . KBE. BIlREROILEERISZ16ITH o,
ZIWIWAVT—E FPILT7ECOEERESERIF. FIREH 26, ik . BIE . AFARNIVEYRES DWW . T
ZRop JNRREID L FENES TV AR IRE . RN OEMEE | JODE . E=ME5ENR . RIE . MEFRIRARE . ZEARAE . LRRERRE .
BRI, 57T, BROE. BEENONEJTOEVEADNE16ITH ol BESPIEICEEESBRIF. RTAET YA
LETIFRDOSNGH ofc. PILTIWIAVI—FE PILI7ETIEABIIROSN . UL OEHIERE | BEIN | IFIREZE K O'ERE
ENE1BITH ol ELICESBETERIF. TEFTHBPICTILIINIVIT—E ZILT7HETIHICRDHSN. 2%
IDEEZEN 1 PITH ol CERBELDBERL) » Ko, MEIRSHPEPICTZILIINIVT—E PILT7HSRITAETY
A LICYIWB R BIDERREICKUIET Ul CERELDRERL) o

BIfERIE . RTIRET YA LB 45.1% (23/5161) . LTIV T —E FILT7849.0% (24/49%)) [CERHBNTZ,
ROIAET YA LBEDOERBIERIF. Z5FEEAD (7.8%) . BBRE. BiD. EMENUEHFNIE3H (5.9%) THol,
ZIWTIWAVST—€ PILI7EDOEREMEAIE. BEREO6HI(12.2%) . BD\S5HI(10.2%) . Z5FEMEALHI (8.2%) THoI,
ERRBENERE. ROZRET7 YA LB T1HIICERHSN. FIREEE 15 THo>lc, ZILTILAVIT—E FPILIT7ETIE3H
(CERHSN. [FIREE 26, FEMHFLV. RAORE . RIE . SFROBENE1FITHofc. BESPIEICESTBHEA
(&, RORETZ YA LBETIRIBHSNGH ofc, ZILTIVIVST—€ ZILT7BTIE1HIICERHSN ., HIRRE R OZMED
B1BITHofc. ETICESLEMERIF RIRET YA LBERUZIVIILIVST —€ PILT7EEHROSNIED o,

BESFENUEIEROBIE
RIAET YA LE ZILoWay5—€ 7PILI7#

(n=51) (n=49)
BEER 44 (86.3) 45(91.8)
EIEF 23(45.1) 24 (49.0)
EEREESER 8(15.7) 12(24.5)
EELEIER 1(2.0) 3(6.1)
BEDILCESIEEESER 0 4(8.2)
B5IECESTZEIER 0 1(2.0)
RLICESIAESER 0 1(2.0)
FETICESEIER 0 0
SBEBEESTEE THRELZInfusion reaction 13(25.5) 16(32.7)

FEIRHIE (FRIREIE %)




FERITHAICS 1 B EERRRINR

SIEE V4177 e D o

RIAETPY1LEE

EIfER

RIAETY 1 LEE

ZWIWav9—€

A/ BAE (n=51) g SEASE/ BAE (n=51) kg
<8IER 23(45.1) 24 (49.0) BBEES 7(13.7) 7(14.3)
RS OBt 1(2.0) 1(2.0) A 2(3.9) 0
L IREERN 1(2.0) 0 T 3(5.9) 5(10.2)
2% 0 1(2.0) &0t 2(3.9) 0
REBEUREES 2(3.9) 0 SEHERES 1(2.0) 0
BHE 1(2.0) 0 B b 0 1(2.0)
TERTR 1(2.0) 0 BEERRE & 0 1(2.0)
WS 0 1(2.0) RS LU T RGBS 7(13.7) 10(20.4)
sEELIRRE 0 1(2.0) Z5%E 4(7.8) 4(8.2)
HIRREE 4(7.8) 9(18.4) $InE 1(2.0) 2(4.1)
B 3(5.9) 6(12.2) B 3(5.9) 1(2.0)
FEIESHFN 1(2.0) 2(4.1) e 2(3.9) 3(6.1)
s 0 1(2.0) mE2E 1(2.0) 0
K9 0 1(2.0) RO 1(2.0) 0
R 1(2.0) 1(2.0) TR RS 1(2.0) 1(2.0)
f&ERFEm 1(2.0) 0 Ferpas 0 1(2.0)
BRF5m 1(2.0) 0 RIRIR 0 1(2.0)
whmEE 0 1(2.0) 25T 0 1(2.0)
HB&URIBES 1(2.0) 0 RIS 0 1(2.0)
BZ5EE 1(2.0) 0 BEETHLURSEMEE | 2(3.9) 3(6.1)
DR 1(2.0) 0 RIE 0 1(2.0)
SR 1(2.0) 0 B 1(2.0) 0
e 0 7(14.3) B 1(2.0) 1(2.0)
BmE 0 2(4.1) HHET 0 1(2.0)
T 0 3(6.1) RS LCUERE 1(2.0) 1(2.0)
[F<Th 0 1(2.0) FEERZ SEEAE 1(2.0) 0
FI 0 1(2.0) REES 0 1(2.0)
I 0 1(2.0) . S
IRES . I3RS ORI 2(3.9) 3(6.1) égéﬁﬁﬁi%5$0 2170 ey
R 1(2.0) 2(4.1) 3 3(5.9) 3(6.1)
A 1(2.0) 0 AV ITIVI VYRS 1(2.0) 0
RS 1(2.0) 0 A 1(2.0) 1(2.0)
IR RIER: 0 1(2.0) A 1(2.0) 0

B—
U

Nexviazyme-
(avalglucosidase alfa)




SRR is EE A EIERE (COMETEER . EFC1402855)

77 Wavs—tE

ZWIWav9—€

SernmESE | (sl s BEAmESE | (nesl) s
i 0 1(2.0) iR 0 1(2.0)
IR 0 1(2.0) MESABRS 0 1(2.0)
- 0 1(2.0) RIAE 1(2.0) 2(41)
ER 1(2.0) 2(4.1) ALTEN0 1(2.0) 1(2.0)
A BB 1(2.0) 0 FFER LR 0 1(2.0)
EABER 1(2.0) 0 BE. DESLUMESHE | 1(2.0) 2(4.1)
FEY= 1(2.0) 0 Eny ] 0 1(2.0)
i 0 2(4.1) g 1(2.0) 0
AT S 0 1(2.0) NIk B 0 1(2.0)

FIRFIE (FIREIE %) . MedDRA/J ver.22.0

infusion reaction

FEFFEARBICO VT, RIAETPH A LEE25.5% (13/516) . 7L IOV — FILT7E$32.7% (16/494l)
CBEREMETEZE CHREUInfusion reactionhHIRUz, E£Kinfusion reactionld. RIRE 7 YA LB TZESE
EAR (7.8%) RUEMEZE 36 (5.9%) . 7L WAV — FILIT7BHCELONOZSEENZ4E] (8.2%) . HEBAL 34
(6.1%) THoT=,

mEDHF (ADA)

RIAETPHALRE7ZIVIIWAVT —E PV IT7ERSEIBAIIC ARIRAE 7P A LFAZEXFR7 VLTIV T —E
ZIWIFHUFBH TH O IeBEF. TNEN3.9% (2/5161) ReU'4.2% (2/486)) THofc. HS5HIBE49BIFETIC
MRIZAET VA LABBERER7Z LTI IVT - PILI7REBETHEEF. 2NEN96.1% (49/5141)
KU'95.8% (46/486|) THolco EDSE RTAET YA LRI ZPFHAIG S THOICBEFRIAET YA LB
T1361(25.5%) . 7IWIIWAVT—E ZILT7[CHT BPHGARES* THOIBER7IVIIVIVT—E PILT7E
T2141(43.8%) Toholc,

x (BB EESET BP0 S [EIRUASZRET ZTHNAE | OV TNHBIE TSNS




EfHERESEIHEEHER (Mini-COMETHER . ACT1413258R)

HESERA OBFRERD S5 NEDM VRS EORRICEINTBE - AR NI5, FEFRABTIIENT
AR N AERUARE BB INEESATIET.

EEEERSEIEEER (Mini-COMETEER. ACT1413255%)

[BER A FE AR SR DI RN NIRERE W REVICIFERAE#HIEEER] ¢

= 4) #AER : ERHRESIEEER (ACT141325:88) DRGRIFTERER]
(1) FERIEI=

RIRETFYAL BN FURETHAL
20mg/kg IFB#5 (n=6) 20mg/kg RS
*DMCLE 21—

RIRETFHAL BN *OREFYAL
40mg/kg FRiB#%5S (n=5) 40mg/kg RBIES

RXIAETYA L

diRk—
(n=6)

diR—

— in _
:(I;T\:::‘f _o_ 40mg/kg %S (n=5) } 4?;8;/(@?;&;%
7)[/9“”1]99“—‘&“_7”/77
N g (2552 RE) RS (h=6)
, TR | s
! 2538m ' mE26EM !

P S
¥DMC(F—9EZIUVITEER) DREMVEI—(CEDVT, JR—F 2085 IR—K TOREMH RS NIRICHBUIC. T  E28F. £ 158
TORAMAEMRESNIHICHBU.

HERFY Y 2R - BRHE. B0, FER. ZERME. AEHEIR—NEER

8 B 77NV T—F FPILI7ELEEDIRER Y NREBEEMRICRIAET A LOREL 2T T 2
EEBIC.ZIWVITNTVIT—E FPILT7EDHRICKIRIRAETZ YA LD FRNEMMEZTHET 5.
Xt 18K C. ZMIBFICDEEZBL. K EH6HAMICOIE>TREREDZ IV ILIVYT—E 7L

T7DESZEHRNICZ I TOICHENMDDS T BRARNELZRUK (51H) XEARTHRERKR GZ
mUTz (58288) ALIRBIRY RBERE 226 (BARABEZ 20122 0)

y1 EIE1HICBUV TR RIRE P YA L20mg/kg (Th—h 1) XIE40mg/kg (Th—h2) % 25380 . i@
1EREERARS U, JR—R2TOHRS5E. Jh—M TREMHHEERINIRICERUT, 5528
(TR—R3)ICBNTIF BEERTAE 7Y A LB (40mg/kg) XE7ILTILAVST —8 7L T8 (Edi
(R EB6HBMICHIE>TENICIRSZZIITVHE) 111 TSUS AICEWRTF. 25808, F
B O EEE RIS UTe, 88283, S5 1 BiCRIRAE 7 YA LAORKMAZENRE (40mg/kg) SNt
(CRAsRLTC, 1SRG, 25 BRI O FERETHRNURE 226 BREOH#KGIR SR Ul . TERETER
LT, 2HIDBEHESEBICEITU. IR—N TRRIZAE 7Y A L20mg/kghBiR S . Jh— 2RO
JR—F3TRFRRIRET7HA LA0mg/kglRiBiR 52Uz

FEHHIEE : 22 [EESXNUEIER . BREEEMICK >THES NIzinfusion reaction CABREEETEEZ T
RE) . EMHUA (ADA) 3£

BIREHEIEE : LU TOIEEDR—RS54 Uh5 25 BE TOELE
HARXESENIRE-88 (GMFM-88) . EHEEHKEERE (QMFT) #2377, Pompe-Pediatric
Evaluation of Disability Inventory (Pompe-PEDI#EERIRFILRE Mobility RX-~>/) . ERERZ A
REIRE [ERZHHZ (IPFD)] 2&

EERITPEEICHIT 2REDEBEEDREFRRRF (2019698 308) TOHMEMEFZIT oIz, BITICIEEE
BATER N IR SHBEICHII 32 TOT -9 ZAV e, TEHTREE TH IR (S, FTEMEITHIR
Tl IR—NRUER SRR, SR SHRRTRZIZE 7Y A LORET (20mg/kgRU40mg/kg) IS
SCBVICERILIC, BIRFHBIEEIC DV TIE. £ TOAEMMFHEIEE DAIEERUN—R 54 VHh 5&E %K
FTORFNE(LZHAE IN— MU SERCERNICERI L.

ZKIAETP YA LOBRRS N ARV AR

BE.ZNLIINAVS— PILTr GEGETERR) ELUTBREOEECE 1 @S 1kgdzt 20mg%., LIRRIDSES(C(3 1 DHFE kgl 40mgkE
BRI 5T B,

Y Nexviazyme:

e [ (algucoscese afe)

B 5t

B




m

BR R AR AR

(2) BEER
J/R—hk3
JiR—hk1 dik—b2
(20mg/kg) (40mg/kg) ) = ZLIWAVI—-E
(n=6) (n=5) RIRETIILE LT 7E
(n=6)
45!
5515 Bl (%) 5(83.3) 3(60.0) 2(40.0) 2(33.3)
2%, Bl (%) 1(16.7) 2(40.0) 3(60.0) 4(66.7)
il (i)
thR{E (E5E) 8.2(2~11) 9.8(1~12) 8.0(4~10) 3.6(1~10)
6imAIE . Bl (%) 1(16.7) 1(20.0) 2(40.0) 4(66.7)
6L 127K . Bl (%) 5(83.3) 4(80.0) 3(60.0) 2(33.3)
NEE. Bl (%)
BA 3(50.0) 2(40.0) 3(60.0) 4(66.7)
FITN 3(50.0) 3(60.0) 2(40.0) 0
ZDSBEHAA 1(16.7) 1(20.0) 0 0
BAXIFFITUAFRKEA 0 0 0 2(33.3)
A5 (kg) . PRME (8H) 24.5(13~50) 23.4(10~64) 27.3(14~43) 17.4(10~29)
PR (B) . FHOEHRERE 1.93+2.07 4.29+3.75 1.54%1.49 5.12+5.46
FERE (B) . FHOEIRERE 1.23%£1.70 3.33£2.93 0.18£0.41 1.79+£1.72
FIEN'S
ZILIFWNAVT—E FILITFD
EE 5T O (5). 1.65%£1.35 2.02£2.17 1.94+£2.27 4.46+5.73
FOEHRERE
AT RS 61 (%) 1(16.7) 0 1(20.0) 2(33.3)

(3) B2 [FEFHIFR]
ERAETHAR
OEEERRUBER

FERNBBICHITDIEEERIE. JIR—h1T83.3% (5/64) ICERHOSN, ERFHEEERIE. LTERSL. REBRER.

FEN OREHNE 261 (33.3%) Tholfco JR—R2TIE100% (5/581) I(CERHOSN., EREEERIE. RETEROT
FEIREER D' 261 (40.0%) THholco AR—R3TIE. RTAET7ZH A LBEET100% (5/561) ICERHOSN., THREEER
(F. ERUERE. 5. RFR . XB. 8%, TF. [ElL. #Z . RBNUOEEKSEAENS 26 (40.0%) THolz. 7L
WAV =¥ FIWT7EETIF83.3% (5/641) ICERHHN., ERBEEERIE. [EIT 36 (50.0%) ReU'DA )L ARG 264
(33.3%) Tdofeo

BEREEERIE. JR—M T1HIICERHSN., TA IV AETHERRE1FITH o, TJR—R2TEF3FICERHSN. BEET
F 26, BIREBNURADNEZ 16 THolco AR—R3DRIZAET7 YA LBTIEZEOSNGI e, 7L IOV T—E
ZIWIT7ETIE2BICERHON, Ya—REFT ARG, ik RIS, ME(E RO BEEREANS 16ITh e, 5
PIFICESEAEERNURTICERAZEEREFRHSNIEH S,

FMERIE. OR—M TIRBOSNRBEHL I, TJR—B2TIE40.0% (2/56) (CEREHESN. HKERUOEMEHLZ 146
(20.0%) THolco AR—P3DRITAETZH A LBETIF20.0% (1/561) (CEBHSN., #Z 141 (20.0%) THofeo
Fe.ZIWINWAVT—E FILITFETIE16.7% (1/66) ICROOSN. RENTZIEENEZ 16 (16.7%) Thol,
WITNDEICHVTH. EEREER. BE5DIEICE>EERR U TICE>IcBIfERIESRH S NIEH ofe,




FEHFTHAICS I 3BEERMNUEIEAOBIE

dik—M1 aik—b2 Aik—hk3
(20mg/kg) (40mg/kg) | RTZAEFYALEE| FLINVAVT—E
(n=6) (n=5) 7778 (n=6)
BEER 5(83.3) 5(100.0) 5(100.0) 5(83.3)
B 0 2(40.0) 1(20.0) 1(16.7)
EEREEER 1(16.7) 3(60.0) 0 2(33.3)
SEREIER 0 0 0 0
BERIECESEEEER 0 0 0 0
’BEhIFCESEEITER 0 0 0 0
FREICEEEER 0 0 0 0
ETICE-SIRIER 0 0 0 0
JBEREESTEIZ THE LTzinfusion reaction 0 2(40.0) 1(20.0) 1(16.7)

FEIRHIE (FIREIE %)

FERITHAICS 1T 3 EERRRIKR

N s (2:(;1':1;7;3) (4:0721; ké) RIAETHA LB | P NIAVT—E
REATRESE (n=6) (n=5)" |” 71778 (n=6)
2BIEFA 0 2(40.0) 1(20.0) 1(16.7)
HES KU MEEES 0 2(40.0) 1(20.0) 1(16.7)
R 0 1(20.0) 1(20.0) 1(16.7)
B 0 1(20.0) 0 0
ZSFERE 0 0 0 1(16.7)

FIRFIE (FIREIE %) . MedDRA/J ver.22.0

@infusion reaction

FTEMTHBICSWV T, BERERESTEZ CHRELinfusion reactionh™ 481 (18.1%) [CHIBUE. NERIE. FZE 3461
(13.6%) [2R—b2:161(20.0%) . AR—R3DRITAET7H' A LEE:161(20.0%). 7L IVAVT—E FZILT7EE 146
(16.7%)]. ERMZ 161 (4.5%) [2R—b2:161(20.0%)]. Z5FEFE161(4.5%) [DR—R3D7ILIIWIVT—E 7
J7E1H1(16.7%)1 TH-oT=,

GmEMIE (ADA)

RIAET7HALREEZIVIIVAVT—E ZILIT7RSEEHIIC IRIAET7 YA LFAFBEXIEHR7ILIILIV9 -8
ZILIT7HEBETH IcBEF. AR—M1T16.7% (1/661) KU'66.7% (4/661) . Aik—b2T0% (0/561) 2TV
20.0% (1/561). AR—h3DRIREF YA LBET20.0% (1/561) R1U'60.0% (3/561). 7ILFIWIV9—E FILT7
BT16.7% (1/66l) RU'50.0% (3/66l) THolz, 1 5MHIEHE 25 BIFX TICHAIAET YA LHFBZIEX EH 7L
TJIW3VT—€ FIWIT7HEBEEROIEEE. JR—M1T16.7% (1/661) U100.0% (6/6%1) . Jih—h2T
20.0% (1/561) 51F20.0% (1/561) . AR—b3DRIAET YA LB T80.0% (4/561) %0U'80.0% (4/5%1). 7ILT )L
JV5—€ PILT78T33.3% (2/661) U'66.7% (4/66l) THOlco ZDIE . RTAETF YA LITIT ZhFIFAE
B CHOLBERRHONT ZILTIIAVST—F PILT7ICRT 2P HFEEME* TH o BEF. IR—k3DRT
AE7YA LET36(60.0%) . LTIV —E PILIT78ET26(33.3%) THoI,

* [BREHZEE Y 25K | XIS [HHIREWAH ZEE T 2PFHE | OLWIT N BEEHIES N EE

FIZAET YA LORRSNAZRUAE
BE.ZNLIINAVS— PILTr GEGETERR) ELUTBREOEECE 1 @S 1kgdzt 20mg%., LIRRIDSES(C(3 1 DHFE kgl 40mgkE
BRI 5T B,

é) Nexviazyme*
e [

(avalglucosidase alfa)



BR R AR AR

(4) FHzniE [BIXREHEIER ]

HXEEEENRE-88 (GMFM-88) DE(LE
N—254 VD525 BEETOGMFM-88 (%2 17) DELRIEUTOEBUTH O,

Jik—k3
(fdf;_}\; ) (430' ‘_hkz r54f 7WINa>T—t
g/kg mg/kg) RIAET YA LEE It
Bl 6 5 4 6
N—ASA 56.25(0.8. 86.2) 86.63(19.1.96.3) | 82.76(52.6. 96.6) 59.63(5.1.73.4)
R—=2ASAVHSDE{LE 1.68(=7.7.19.4) 0.83(—0.8.12.8) 3.55(0.1.9.6) 7.68(0.8.9.9)
IR (EEEH)

ZEEEREIRE (QMFT) X7 DZE(LE

R=RASA VD5 25BRFFTOQAMFTHAI7Z DELEIFUTDESI TH O,

diRk—bM1 dik—b2 e o
(20mg/kg) (40mg/kg) RIAET YA LEE 7’”;’}';3;;_13
ERTillE2 6 5 4 6
RN—RSA4 25.00(1.0. 41.0) 38.00(10.0.52.0) | 33.00(11.0. 46.0) 24.00(3.0. 36.0)
R—=ASAVHBDELE —0.50(-7.0. 6.0) 2.00(-2.0.10.0) 4.50(0.0. 8.0) 4.00(1.0.13.0)
hIR{E (&)

Pompe-PEDI#EERI R FILRE (Mobility FRX12) DZE{EE
R—254Vh525BE% TOPompe-PEDIAEN R+ )L REDMobility KXo ~ 2 I 7 DELBIF FOEB TEHT,

ik 2 FLINAYT—t
(20mg/kg) (40mg/kg) 2 s JI=
g/kg g/kg RIAETHA LB LTt
SIS 6 5 5 6
N—ZS5AY 49.83(0.0.61.8) | 57.93(35.1.78.1) | 57.93(0.0.64.8) | 39.44(18.4,57.3)
N—2SAVUDSDE(LE 1.97 (=2.1. 25.9) 0.00(0.0. 9.3) 3.09%(0.7. 4.0) 1.77(1.0.12.9)

thiRfE (88E) n=3

IREZF AT EEIRE [IRZMHE] DE(LE

N—=R54 VD5 25BEF CORBEHKAERTE (IREME) DELEBRBIUTDESITH o,

J/k—bk3
Jdik—b1 dik—h2 R
(20mg/kg) (40mg/kg) 2IAETHA LB 7”/;}“[:3‘;;—12
SIS 6 5 5 6
R—=254~ (mm) 9.50(5.5. 10.0) 7.50(6.0. 8.5) 8.00(5.5.9.0) 8.00(6.5. 10.0)
R—=2S5AVNBDZE(LE (mm) —0.50(—3.0.1.5) 1.50(-0.5. 3.5) 1.00(0.5. 2.5) —0.50(=1.5.0.5)
thIRE (EBE)

FIZAET YA LORRSNAZRUAE
BE.ZNLIIWAVS— PILT7 GEGETERR) ELTBREOEECE 1 @S 1kgdizt 20mg%., LIRRIDSES(C(3 1 DHFE kgl 40mgkE
BRI 5T %,




FEMENE

Mm-piRRE
(1) BRERIRBEE (ABATF—9 . BFEAZED) ¥

BREREEZ (PILIIVIVT—E TZILT7) DEEREDRBVERER Y RRFESE (16E~78mR) [CRIAETFHA LA
20mg/kgZfmiB TRIEEIRMNIE S UIc EEDFEYERE/NSA—I [FLUTDESUTHf.

I AET7 Y1 L20mg/kghRBRIEEFIRAIIR SO EYEB/INS X —9

Cmax AUC st
Al S
il (ug/mL) (ug-h/mL)
YOS 49 259+72.3 1290420 4.02(2.53.6.33) 1.34%£0.561%*2
549188 48 242+81.4 1250%433 4.03(2.20.7.33) 1.55+£0.887

EBEHAFEERE | tmax (FTPRIE (F6EH)
1 RIGEDERARER
¥2 n=47

FIAET7 Y1 L 20mg/kglREREEFIRAIIZ SO MRREHER (49:801)

(ug/mL)
400 —@— 20mg/kg
————— EE TR
(0.012ug/mL)
TERERE

300

200

100

WS N R—QUUSNESNBHEE

12 (B3R5)

RS REEROEBRR

;,) Nexviazyme-
(avalglucosidase alfa)

14



(2) ARBINYRBERE (HEAT—9 . BFEAZST) ¥

BREREE(ZILIILIVT—E ZILT7)EEEEDOA RN ARREE (15~ 12K) [CRIRAEF T A L20mg/kg
RIF40mg/ kg ERB TRESIRAE S Uz & = DZYEE/ S5 X —I FUTDEBY THo.

RIAET7 Y41 L 20mg/kgRIF40mg/kglRBRIEFEFIRMIRSIFOEMENE/INSA—5

Cmax AUClast
By |""' E
el (ug/mL) (ug+h/mL)
N 4.43
OS5 5 189+56.7 923+352 0.703£0.291
1 (3.90. 5.33)
20mg/kg 3.97
2 AR + + ’ +
%5 2580F 5 175%65.9 805+295 (3.77. 4.75) 0.601£0.256
n 7.00
PO S 4 403+£171 2630+972 (6.00. 7.25) 1.15£0.523
Jik—h2%4 .00, 7.
40mg/kg 713
) E + + : +
%5 2580 5 297+60.1 1930+348 (5.67.7.98) 1.04£0.248
N 6.83
OS5 4 250£45.1 1720£255 (6.65. 7.22) 0.806£0.248
Jik—h3#5 Rt
40mg/kg 6.87
%5 25 A + + : +
%5 2580F 5 356+84.7 2200533 (5.03. 7.43) 1.19£0.472
TIHELATEERE |« tmaxlIHRIE (EEE)
3 RICHEDHR R
4 BRLED6HABICHIE>TZ LI ILAYS =€ FILIT7R—EDRETESINTLICHNIDS T | BARNELZRT BE
%5 ALEB6AAMICHIOTT LIV —E PILI7H—EDHETERSEINTULRICHBMDDS T A2 RBEBRRINE RS BE
RIAET Y1 L20mg/kgR(F40mg/kglmBRIEEFIRAIZ SO MR REHR (25:80)
(ug/mL)
500 —O0— Jik—h1%¢ 20mg/kg
(n=5%7)
gﬂl —@— Jih—h2%° 40mg/kg
7ﬁ (n=5)
H 400 4
7 —&— Jk—h3%8 40mg/kg
;I) (n=5)
2  /JJOU\ T 8 TR (0.012ug/mL)
L 300 TioE RS
] %6 DR EBOeAARICOI>TT LTIV
3 Jv9—€ ZIWIFH—EDHET
I BE5INTLICHMD DS T B]RIK
£ 200 WE(L TS B
%7 WRO6HIDSH1IH B
7 NSRS NI,
U %8 MR EBOAARICHIS>TT LTIV
7 19 —€ ZILIT7HR—EDRHET
7 100 BEEINTLRICENPDST Rt
= ARERRIET T BE
E
O —
0 4 6 7 8 10 12 15 19 (B5ME)

15 HEE OFBRE

FIZAET YA LORRSNAZRUAE
BE.ZNLIINAVS— PILT7 GEGETERR) EUTBREOEECE 1 @S 1kgdzy 20mg% ., LIRRIDES(C(3 1 TFE kgl 40mgkE
BRI 5T B,




b k]

(1) P HER>

EFRBRYRREE 756D 5BoNMRETEEICE D BEFEYEIRBHFETOBR . RIZAETZ YA LOENFDHI0
AV AV NCBIF BDREREIE 3 ALEHES NIz, Fhos RIZAETHA £20mg/kgRIF40mg/kg =BT
BE5 U e DIRER Y RREEICH T BESRETOTIH B 3.5~5.4L THIz,

(2) EERm (YDR)©

Blta-7I VI —C/vIPINRDAANT NIV WAV I =€ PILT7ZEZESUIcETS, R CROELS L. FiE
EHERTDEDETHHINDEMUBEEICHATUI.

(R
FEONHBEOBFHEESNCEOTVERWN, I Y NTEEL T, FHBFEINREREZNUTHED FORTFRY
F7Z/BRICHOBINBZIENEZISNS,

[&#£] (in vitroF—9 ) ©

PNWIWAVT—E FPILT7IE 2DDKRIFE I/ —X-6-UVEE (M6P) BZFHONFYIY /) —ABEZZTEMRT
UAVE. PI/AF VR EFOERIVA—ZNLTZILIINIAVT—€ FPILIT7ICHESRIERATHD. GRY
JHh—85 (Genz-669342UVAH—) & P/ FAFV/FF IV LABEERSIYRRH TERINTS . Genz-669342
UVA—DSRMEENZTEMDHIDMERMELT. ERSYVIBESEYE (4-EFOFVEEERS IR [HBHI X
O7Z/FFI7EFIVERSIR[AOAH]) EERSIYVHIFESN TS, RESNZTREMNH S Genz-669342U
VHA—RUZOMDERSIVIBEZEILEY (HBH. AOAH, ERSIYV) [CDWVWTEHILIZHER .. e bR ZR W zin
vitrostBR Tl ZNNILTILAV ST —€ FILTFHSDER. XEGenz-669342UYA—DHREAEDERZNLTOER
SYVEELEYRBEAEERUBVWIEN RSN, Fic. HFRESE TORMBIRN . XIFRAFINTDF/NILT )L
JY99—F 7ILT7XRIEGenz-669342D4 VFa1X—3V TR, EMFABRTOZ NIV LIV —E PILT7XRIF
Genz-669342hSDEHE. XEGenz-669342U Y A—DHREEDHERENUERS YV SHEILEMFIEEAEER
LiaWLWZENTRENT,

Bt >

BEMEYERBETIVHS. HEANRERER Y RRESOREIVF SV AN 0.87L/hEF RIS NIz, 20mg/kghRiE
B’E5&OFHMEBOERFRIAF1.558—TH ok,

AH20mg/kg RV 40mg/kgZfmiBig 5 U AL IREIR Y RREBE(CHIF B FmEIU7 5 X130.53~0.70L/h, T
MR ERFRIEAE0.60~1.19RE THofc,

Y Nexviazyme:

e [ (algucoscese afe)



FERNSEIE

{ERERF

FIAETPHYA L PIWTIWIVT =€ PILIT7ZEUICGELFHERZ NS a-T)LIY T —ETHY . Y/ —X-6-
UV (M6P) ZEH =T U ERER Mt D BBEHNDOIAHDERZENELT. ZILT LAV —E ZILT7 LD
By 7 VEBRRICMOPZR/E S B IcHDTH B, MIRAICIATNIEARFIF, SAVY —LhTUI—-5VDa-1,4-
KUa-1,6-JUYREEZIKDRT B EICK) . JUI—-5VZBRL. BlEEZNET 5.

RIAET7 A LDIEE
BRI FICHIFDV7IVELEE RIAETP YA LD FIBEETIL
thGAA: | 140 zgj 470 %E %é g

W :M6P (RigUVERE)  ABEY7IVEIEE

PILTIWAVST—E FILT7(rhGAA)IZT1EDM6P (M)ZFHS.
I 7 HARDBEALY 7 VBT E (A) D' H Do RTAET YA LIF,
M6PZ2BZCANFYIYY /—ABEZ7 I T ILIVT—E
PIWI7D7HRDY 7 IVEBERICEEGI B THY. 19 FHch
DMEPEEE=ZENTE TS,

W EEEN-JUAYRUbIs-Y Y/ —R-6-UVEBERF TUAY
W M6P (Rifl VEEE)
W:7=/FFIUN—




JEBR PR ER

(1) ¥ PV I-SVEICHTBER (YO X)

RYRROREET IV CTHBE -7 IV T —E/vIT7 D (GAAKO) YDA ZRAV. EHHERICHI2T7UI—-5Y
ETZERELTPNILIIWIVT = ZILT7OEEBERZTHE UK. RE0BRI3 0. B85 (=58kh. TEER)
HRIERELL, Bl o U 1—4 VSR E L FN R UEBREFNICRIEL,

Bl TUT— 5 Y BOS LR IRE RO BRRERRE

GAAKORIZISEIE. ZNILFIWAVT—E ZILT710, 20mg/kgROZILIILAVS—E F7ILT720. 50.
100mg/kgz. @10, 5t40. EIRAKRS U, REES14BRIC0E. #EE. ZEfHNOTUSEFHOZE/P IV
J—4"V8%Amplex RedZANTAE LIz, DERVNUEHOB/MFEZO&Z. 7)LILIVS—E PILT7
20mg/kgRUTZ NIV ILIVI—E  7ILT720mg/kgiE5DIIRICBNT ., 3% LI L7 ILFERTEELEIA
VIR E 7. BIVRET YT (PAS) TLRER . BREEDXEBEMBE CSHELE, Z7NNLI7IWLIVT—E 7L
T7RUOZIVITIVIAVT—E PILT7VWTNORSTH. EHOE/THRE S IVI—-SYVEDORKR TMEAN HE5N .

E{LFHRRE

Y G =HEfR UEREA

(mg/g)
35

.|'ﬁaiﬁ Iilaiﬁ Illiii Iiiiii

BIE 20 50 100 10 20 BiE 20 50 100 10 20 B 20 50 100 10 20 BE 20 50 100 10 20 (mg/kg)

N
(&)

B\ S — LS\ BEsEs
a8

o

(&)

ALGLU > AL « Ao Cava « ALGLU > AL « Aol Caval

FIELRERE  SHN=8
ALGLU: 7)WL Z)WAvsd—€ FILT7. AVAL:ZNILI WAV —€ PILT7

AP aREd

Rl o i L i3 & T i . : . ) )
5&” e TS ¥ X
‘ ;!, “' r-l‘.._ d :I“_“:‘_f__'- .-‘|I= o « . | ;
N o G B & e,

l[_,\ﬂﬁ\" ‘_"-_"- I.I.l'.t-_&‘ r‘

7’)|/7‘)l12|99‘—ty ZNWINWAVT—E
7ILT7 (20mg/kg)  7ILT7 (20mg/kg)

Y Nexviazyme:

e [ (algucoscese afe)

18



§§'E§E§it5§&zy§,ﬁ§it" 8,9)

ZEMFIERR (YIV)

N T4 I EBV 2658 RIEHIRMIE 5514 (0658-110975ER) D—EBE L TTol. ZTORE. 200mg/kg
FCORECHIRNIRSUzEE | PIRMER (CNS) . DIBERROTFRR/NSA—IIC, PNILIILIAVT—E FILT7
[CRSET BELFRHSNEh Tz,

=,
= $55R
(1) BOES SRR
BO%SEHHREERURD oI, REUSHICOVTIR ., REZSSHEBROVEIESRICTHEL.
(2) RiEHESSEHRER
EiE BSER S5 HAR B5E wmEMNE
ERIRA 148/ 0.50mg/kg. 2BIC1 @ HHET
NORX
EAIRA 28Hm™E 0.4.40. 120mg/kg/@ 120mg/kg/ 8
FEIRA . .
OESERIS A 28HM™E 0.4.40. 120mg/kg/8 120mg/kg/@
Y
FRIRA . - 200mg/kg.
OISR A 2684 0.50X[%200mg/kg. 2;E(C1E 2EIC1E

RURICHF B HFFEN 14 HRERERIRAESSHEERR (YOX)

NDAIC50mg/kgXIFBERZ28(C1 @, 14BHERBIRAIR S UIc (SEFS#S 100T) . SETHIFRLS. —ARIRRE. K&
[CHIFRELIFRBHSNIZN I, BIHEEDBINN HSNIc, BiET DRIEBMFNEILEEROHS NN o, FEER. R
HERUHETRENMREIND ZORDIVRADHERTIF. YOARTYILOVWTNICEVWTHERDTRIFER
SNIENIeENS RERN14BRERICHIFBRINSDELD P NILT VIV T —E PILT7EREET ZTREMRFEL
EEZS5ND,

RO RICH I BFEFRN 28 HRERERFEIRAE S SRR (YOX)

YUZRI(T4. 40, 120mg/kg/BX(FE1E%E 1 @28 BREEIRARS U (SEISIHES oL, BER IF IS 3T) .
3OBRS5HICBREIC—BT EENBERINLIENS, ZO%EF. YTTVERSIY10E20mg/kgERiES
(BBERES) Ulc, BEUEICEERT 2EEZ 5NN 4mg/kg/BEE (4CIBIRS%IC3M) (RSN, DEET
FRECERHSNEH 2. WENOBEHAHE, BHREE. BEEE. HIBMEROFEEGSZNFRICT /L)LY
F—t FILIFICEELEELEROSNEh o, U EDBENS, YHRITE 1 E28 BEERNERS Lizs 2 DES
B3 120mg/kg/BTH1.




YIVIEBI1F 3 FFEN 28 HREREREFFESMEAER (YIL)

NZOAHIVITA. 40, 120mg/ke/BR 5187258 1 6 28 B . rEisiRAR S (6BRHSHEEAN ) Ul (SEHISMI#S 20T,
43, —ARIREE. SHFRE . (KB, (FE. BEE . BARE . BEEE. JIRRURERAZNRBEONTNCBNTHFN
WIWAVS—E  FILTFICEET BELERDS R oz RTOYIVT AT NIV —E  PILIFHEE
ENRDHSIT, U EDBRNS. H=TH)VISE 1 B 4BREESIRAIES U&= DEEME(F 120mg/kg/BTHI

YIVICHI1T 3 26 BRREREFES RN U 4 BMOEEHRER (VL)

A=TAY)IVIC50. 200mg/kg X FB1EZ 2;8(C 101 2638/ . REEEIRAR S (6 BRERHUEAN) Uic (BB I ES6ML),
45E, —ARIKEE . BARE . BRIZENRE . DER (ECQ) RE . iRZNRE . [FIRE. (KR . AE . IREE. [BFRKRE. 38
BEE. IMMOREARZNREICSVT, 7NV AVST—E ZILI7ITERAT BE(IFERDHS NG oz, 2TD
IVT 7N IWAVT—E PILI7HEEENROSNI, L EDREREL) . AZTAHFIVIC2BIC1 B, 26:BER
FEERAR S U EEDEEME(F200mg/kg TH 0Tz,

(3) &EEFEES MR

ZRSHER U'BRE TOMHIEFELEICE T 558 (YUR)

YURIC10, 20, 50mg/kgX (B . BE/ I TIVERSZ V%, fICFRECR] 10:8M . RECHB PR UREEET.
M T3 ECRT 28 . REcHET (KRR 13HE) RUEIR7BE T, BEHEIRWIEZS Ulc (SIS 220T) . #TE.
10. 20/ U'50mg/kgB##TZNZENA. 7RO BMAET LI, INSERERE (P FI453FV—kRLZEZ0) ICER
LIcbDEZEZBNT, DRXER. ZE. FEEE. SRR RIBEBZNAMERUBF/NSX—5 (FBFDOEH
BEMUEE) ICIFEENROSNBH O, METIF. 10, 20/ U50mg/kgBTZNZTN2. SRV IEAFET Uz, RE
W& (PFT7453FY—ER/ZZSO) ICERLICBHDEEZEZ SN, Tz, 20mg/kgBD 1L TIHBE DR SEIC—iF
KEOSHZ(ENHONTCHREFRS Bc. MORER., ZHE., FEEE. WRENUFED/NSA—IBSUVITIKRE
HEEFHRRICIIZEDRBOSNBNofc. L EDBERNS. REYMDOESHE1F50mg/kg . MiEDZREEEICRI T 2ES
HEF50mg/kgToH 0T,

Y Nexviazyme:

e [ (algucoscese afe)




ZEMHFEEBHBRNUSHEER

BE - BBIRFEEICEI T B5ER (VIR Y F)

OVIR

FIRNDRIC, 10, 20, 50mg/kg/ B IS Bz 3 TIR6 NS 158F T 18 1 OEsiRAE S UTc (B8 22T ), TR 18HIC.
BEMORREARURREICSIFZ7NILIILAVY - PILIT7REORSKENRENNHSNT. BIRFETlEFINIC
FI1ENMEERBHSNBEHI el ENS . BEYHNSKBIREMBRBEBRADBTEBVEEOND RERE (FPFT45F—
BRRIGZZ0) [CBHEUIIET A 50mg/kgB T 20T (3R 14HDIRS5#) . MRIRARIICER T2 EE X SN HEEN
10mg/kg/BE¥F C2ILRHS NI, BEMWIDAE. Bk, {TIREK . TIEEH. BRE. MEOEFRIZH. FSETRIEH.
REERHIBSUICRREONR . RENUBBZREICSVT, 50mg/kg/BEFTORETZNILIILIVI—E FPILT7
(CBEULZMLIFRDSNIED o, BREEIBREDIEN (2L T62.5%K1V'78.6%) R U RN DIEN (BR
MERDO0.2ELEUT1.4) B, 50mg/kg/BTHENTc. U EDBERMS. HR6BHS 15HF T 18 1 DEERAKRSL
TeEEDBEYICEIT HESMEES0mg/kg/B. REICEHT 2ESHEF20mg/kg/BTH o,

@ubF

EESE LMD B £(2, 30, 60. 100mg/kg/ BRUESIER . HIR6~ 19 BICSEERMIES Ul (S8240T),
30mg/kgB¥CTODH 1T (FIR16H) FET-LTc. FERIFFNETH >z, 60XV 100mg/kg/ B CHIIBENYAEIENIHNH]
RUBEERM D HSNz. FENRERVERFICE . BBYAOEEFHSNEH o, Fe. PALIILIVT—E
7L I7ICRSET BE RO EETRFEDSNED /. U EDRBENS  BEWSIEICE T 3ESEEF30mg/kg/B.
B - BAIR DE(EFR(3100mg/kg/ B TH 1,

OHERTRUHEERDRERS FICEHADKKEEICRE T 35 ER (YIR)

FIRY DRI, 10, 20, 50mg/kgRIFBE . BIE/ I TIVERSZVZ FIR6 BN 5D HE 208F T, REERNRS
Utz (BBE250L) . BEYIC. 1IRSICRHELI—RIKEE . AENUEIRICSWVWT. PNILTIWLIVST—E PILT7ICEEE
FIBZELIFRL, BT BERHSNIBH oI, FITIHEICEWVWTIRTIFRL, BEFLE . BTN ORI O—#ZIRRE ., A&
RUBEE . A, @RTE8/NSX—5 (BREHE . REMESIEX EZBOE/NS T 1 LDE)  XKEERUZ
RERE/NSA—5 | BIiR. BRRUBRE LEDEE . FEVBENUEER/NSX—IRBSUVICHEARREBICKEIIREHSN
Iahofc. U EDERNS. BEICRET 2EEIEE(F50mg/kg. BEMDEIERZRSVICHERDEERUCHRICET S
W|EBME(F50mg/kgThHore.

@YEEYZRVCEER

PEIDRIC, 20 (XFOR—MDEHDH25). 50, 100mg/kg. BENIFBE/ITTVERS IV, &% 21BN SE
#%7783F T (ZRBEEIR—N DD HCTOWVWTIFEZRIT1EET). 2:8[C10. $9:8[E (G5t5X(F6m). EEiRNgS U
EE DERRRIFTHY . RBENDEZEFTHSNBI olz, $hEVDRIC2BIC OEFERNIESLUIcEEDESHSE
100mg/kg T&H oz,

MAHERICHF B IR—b  ETR—b (M 100L) . B TR—b (MR 5T) . BRAEETIR—b (IS 20E) ROTK (MY IF XTI R) IR—M (P NILT
WIAVS—F FILTFRSHIHE M., RIS 3M)




(4) Z DfthDS MR

BIinSMHERR (YDR)

GAAKO VI R7ZRWERENIN vivo/)\5HER [0 (B#E) . 50. 100 (50mg/kgZz1HEIC2@). 150 (50mg/kg%=
1HEBIZ3@) mg/kg. #iRAES . SESMHSST] LBV T, EGRSEHEFRDSNEH o,

h¥ b IR ER

ICH S6 (R1) MU' CDERAA RS A VRICEDE ., N ARMHERIFIERBLZM o1,

1B, Genz-669342DUYAH—EHRUTZDMDERS IV SHEILEYREDOEE . KN vivo/|ZEHER . SRR
Z(CBIT BEHMDEH T (weight of evidence) [CEDKFHEDIER . NN ARMZEHE T 1 thDE S13BIFERRILER
DORIEFHERZNEEZSNT,

PRI SR (VL)

BFFRIEE D . hZT A IV 2RV RERSSHHRICHEIHSAA T, RUEREEMIONRNR ORIERE IR
BICKUERUz. ZNNIWTIWDVT—€ PILIT7RSICEET BFRIEERHSNEH o,

ZDthDF4ERER (in silico. in vitro. Y)b)

* ZREETNIYROBENZEREENYICOVTOERRMEVRI5HEZ . ICH M7H/R54> (201743H318)
[CE>TRMUIAER . EMDHASHIZEERMEUR I FERHSNIEN ST,

o BENREADIN silicoFHbICKY . FRNICT S A3 (REDESEERBROESIES) OMEAITRFESNN-ER
OFYRIVVAZRE. HiEZAVNSERBAZEZTERICOVLTIRETHY . IS A5DONHEICHIESI NI,

s "WEIPICHFBGenz-669342DFMHICDVT, AZIAFILEAWVEGenz-669342; /M7 N)L7 )LV g —€ 7
WI713BERERSSHRRZIToIc. TORR. BESUHEIRFIVCRERETHS7NILIIVIYI—E 7
7750mg/kg/Genz-669342 12.55mg/kg Tz,

« REIP(CHFBGenz-669342NEAZTEFBEREICOVT. i@ (RAX=ZFTJAEBTA1535. TA1537. TA98.
TAT00RUTA102) ZAVEBIREAZTERBRZ(TOIC. ZTDIER. Genz-669342(C K B1E5ENEH ., ER/RERIO
Z—HORDRIFEINFRHSNT, 5000ug/ FLU—RETODREICSVTERETH S,

« "HAPICHT2Genz-669342 DABABEERFERMEICOVT., BELNREMMY Y /NERZBWSin vitroZ &k
EEARICK>TEHIELZ. ZDER. Genz-669342[CXBABARDBERENVHNEEDEINFRHSNT .
500ug/MLETOREICHVTEMLTH .

s PNIWIIWIVT—E FILT7IF LREE. FIBER. (EAKRE . JERANUOBRKRT —I N5, BLRAN SN BEL
DEFEDBLIEFHFOSNBH oI, ELARUTZD/REVTORREENDURTIFIBVETEIN., EYELAMICES
I BHERIIERELIEID o,

Y . Nx.iczyme-



RAFNIIR MRV EDES SR

RAIFHISIR'Y

REDBERETICHITIREM

HERDIESE (RTERAGE {RTZHARS RESH
REAGRERER 5+3°C 4858 —rxaE. ooo7FILILeRY FRIEA
HSZANA T
IR ER 25+2C/60+5%RH 618 TREE RS BN
KB TE MR 120A1x - hrll . 200W - h/m2Ll Lk 2007 FILI LERUHASZINA T RN

FRHRIEE S8, K. #ERER. REE. pHE

BRWLWLEDER

SIS EYERER . SIS WHEERS (IR ENSONSECSIBRTHTE)
B %2~8CTRE

B 488

=k

TNAL7Ib




ELERER EEMK

BhERER

& 8 & S:30300AMX00451000

X B £ A:i2021%9A8

RMEENESEFH 2021F118

Bk 5c B 8 & BA:2021F118

BEEHEE TER 2031494 (104F)

A R F HERRUYAVEEFEZRED L. BYICKRETIIE,

F =k

1) Zhou, Q. et al. Bioconjug Chem 2013;24(12):2025-2035. E&(CGenzymett (JRY/ JsH%=1t) D
HENZFEND,

2) Zhou, Q. et al. Bioconjug Chem 2011:22(4):741-751. &&(CGenzymett RY ./ Js#%a4t) DS
NEFEN3,

3) HRER B RESENESER (EFC1402858%) [ASRISSHMmER]

4) HNER  ERHEZEIEER (ACT14132545%) [ASRIFHMEER ]

5) HtNER  ERAREYBNREHER (AR HEHEERH

6) tAEH}  FEERARE BN EEHER [RERISEHIBE R ]

7) Zhu, Y. et al. Mol Ther 2009;17 (6):954-963. E&(CGenzymett (RY /T att) OHENZFENS,

8) tEH} : T MRIRHER [ARIFEHEE R

9) HHINEH} SR [FGREEHHER

10) #HREH  TE MR ERREHHE R

Y . Nx.iczyme-




25

Tooka DRI B/ U PR
(MEEERERUVRVWSHEEXZST)

SIEARTETT

PR S % =
T163-1488 RREFHEXEMBE=TB20F25

RElCEAT 3 BRVEDHE (HEER%E)

Y/ 4% a1t

J—-lbtEr9— <TUHEME

T163-1488 RREMBEXEME=TH20&F 25
TEL 0120-109-905 FAX(03)6301-3010

AR,  Nexiazyme:

(avalglucosidase alfa)




SRR

BIRFHRBRR R RGBT

FIREZ ¥ x

100mg
Nexviazyme*

FNIWIIWAVST—E FILT7 (BILFHEIRR) TR
EYEREE. BIE LSZEERY ER-EMEOINSZEICKIERTIE

o

I

5z H=

1 REIDES(CKDinfusion reaction, 7 F 745+ —HH5H
NBSABEMEN DD BRFICT TR D TED K Uic L THRS
ZRIBLU.BRSRTRDTOBEREZITD L, EEKinfusion
reaction. 77 74 SF Y —DRIFUCHBEE(ICIE. BPDI(CEAF DR S
ZhlEU BYFLEBZTDCE[2..8.1.8.2.9.1.1. 11.1.1888]
1.2 DEERZHFETOR U NREBECAFZR ST DEEIF2MEDH
A2ZHIETDEBREND DI, BEEDREZ+H(ICERRL. B2E
PEROHSNICBEICIFRPHICARIDIRSZHRIEL., BYFLEZITD
CEBERIMRENETCENDSDEICEEENS. RV BILTD
BENHHB D,

—

2. BR(RDEBEICIFFESLIEVIE)
FEIDEDCHUP T T4 SF2—2avIDBEROHHRE 1.
8.1. 11.1.1&8]

BpiR 1 2~8CTHRTF  ARHME : 48EA

BAEREmAD EES | 873959 EMEENHER | 2021F11R
S Bl 5 % | 30300AMX00451000 |Bx 55 f %4 & B | 2021F118
& B F A | 2021£9R E R HE % F R | 20214£8A°

3. #HRk - MR
3.1 K
23 ) 1N 7)bepiEn

BIED TINWINALE—E T Ty (BIEFHE#RZ) = 103mg
L-EXFI> 11.021mg
L-EXF I ARRIRKFN 6.695mg

pyilif]| % 206mg

D-v>Zh—Jb 206mg

RJVILN—b80 1.03mg

A RNEFOBREERL ANSTALSTINININAL - TILT7 (BIzFHRA)100megHEE5TESL5 B8
FEINTW B,

AE2)AFSBEFRBARMCEN Fr 12— IANLZ2—FIRMREAVTEESN S ARIREETIRTY MBERY
THBEBEREN T EERLTNS,

3.2 WA DOHRK
27 HE~AEEDERE
pH 5.8-6.5%
RBELE 12 (ERRIEKICH T BL)

EINNA TV EBRESAKI10.0mLT AR L Ak

4. hEER IR
RNR

6. AERUVHE
B TNVINALE— TIT7 BIEFERA) ELTOBRBOER(CIS1BFEkegh -1 20megE .
FLIREOBEICIFIEKE kgdh7-t) 40mg & FRiB A HEFRNIZS T 5,

7. HERUVHECEET3EE
BREEHAKTERL. BRT RIOEIHES%EAVTHERUABICEE TS &, B SEERE IR
1mg/kg/ B TRA%A L. infusion reaction D EBRA B VG E IR RNV, S0HTEICEHEEE LT
ZELB ARBDBHE FREBICICU TOBRBIRE LTI EBRARETH D SUBRE E LI BANICIE.
WENAZVY A ERERBTI L BEORBICEIRABRBIIR2ESMTS2 L,
R1 SBERE RV S HRRE

SR (mg/kg/ ) 4 R R
BE1ERBS | SE2ERMS | SEOERRE | BBAERME | BSOS (R )
E%ﬁ@%% 1 3 531) 70 4~5
LR | ABREERS 1 3 5 7 7
BE | sBRER5s™ 1 3 6 8 10%2 5

1) REHE1.25-5kgDEREDEE ICH VTR SHEEIL4.8mg/kg/HEBALWI &
E2)REHE1.25-5kg DI REDEE (CH VW THRMEAHEEIZ.6me/keg/BEBAL VI &,

F2 5 820mg/kgRU40mg/kglcx T3 M AEE
HEHE(kg) | H5E20mg/kglc i A MAEE (mL) | H#5840mg/kgliid T2 #HE (mL)

1.25-5 50 50
5.1-10 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

8. EELEANEE

8.1 AFE &N IEREITHY) . EEDBBIENIZTF 717X —HIRRIBAIREMENP BE TCEAE LD,
BERETHICTV. BRI BOSNIGEICIEEPHPICRE FRIEL B ALBETIZE, $2.20
SOBERDOEBIMHA. BRLBEBEMN 2 EMEL B L BEEDBBIEXSTFT15%> -1
REBLABOREDBEHRSII OV, BREMLBRUEERBLTCRE TSI L BREVDELBE
IC ERAETHEEREE T LT BRMERBLEPSHRETEIE (11,2911, 11.1188]

8.2 KHIRE X 3155 % BRI LIAICinfusion reaction B T3 2 W H DD T, AFIRSHR
BERTHLEEDREEBRT S &, infusion reaction W BB L7158 13, 5 REDBR XIS
BEO—mpIE B LEEAE(ME 23U H BRERR. BIEEERILVECRE). LA
BRWEBEITIZ L, £/ AEIESIC L Binfusion reaction FEAX IR S €500, REIRSH
ICHiE 22328, mRasEma BIBRE AL ELHINRSEEB TSI E[1.1.9.1.3, 11.11BE]

Q. BRENEREFIHBEICEHTZEE

9.1 AHHE-BREEZNHZBE

9.1.1 FHRIDKA T 2BBEDCREEDNSH 5 HE
[1.1.8.1. 11.1.18 8]

91.2 PIINAYE—F TIT7 REFHEEZ) RAORIMHTRBEDCRETEDNH 558
BRENRKRIER TS, [15.1.18H]

9.1.3 Infusion reactionDEEfED & 3 B &
[8.2. 11.1.12H]

9.1.4 DBER IIFRMBEDE T LA BE
B E Dinfusion reaction& 5| X2 2§ RJREMEN $ B,
F KA HRDBEISEHDEE T AFIRSFIE EYEEZHOUBEE=2) I FEIENS
Ct;)t'l‘:fgﬁ LTHLZE MFEHRERICKDBEFI L) DEEEISTFIRRENEE L BB LRI T
PIREMEDN H B,

9.1.5 FFREMOFLBER I AMAR (SMBRE. KRB WERIREXEEE) 25 T8E
AE 585 Cinfusion reaction R IB T3 BRI S LS AREMEN H 5.

9.5 1148
HERXIERL TV BRI DH 2L MICIE AR LEOFRMI BRI L2 HM Sh 3154
ICDOH/ETEE,

9.6 &ILm
AELOBREMRVBILREOAREMEERL . BAOMKLIFIEERFTEIE EFCHELFR
DRICHIBHBEIREATH B,

9.7 /IR
6@?@%%@%%%2#%& UBRARRBRIE ML T AL,

9.8 &
BEOREEBRLANSHEBICEETII L, —MICERBENBET LTV EPZL,

11. BlfEA

ROBUERANP HEHONBZENHBZDT BIEE+ ATV BREPBDOSNZHE TSRS EHRILET S

HEBYLNBETOI L,

1.1 EXLEEMEA

11.1.1 Infusion reaction(30.4%). 77714 5% > —(1.4%)
AER SRS HERTHBBEEUAC, BX, BE. BO. Z5FE. £8. BB E0infusion
reaction’Ho5hbnd3ZENH D, ChODERPREBELLHE. BHEREDRRENIZHED—
chib EYI A EFAR (BB RERLELHL e X238 MASEREI SR AESE). HLAL
BRNBEITIZE,[1.1,2..8.1.8.2.9.1.1, 9.1.38H]

11.2 ZOfOEIER

EfFAR 2%LE 2% itk
R A FEMOEV ¥
R IRER WLk PP R R IR ESE
HEER B TR OEER. SER. Bt
AL TOFEE RT. BB A | KEEE AWERS FEAM STE
BREHR BhIEHE. BN 2253
LHRUBARIC | B BE BHTIRE &E | 1> 7VILFRER
FRPRARE M5 BSERAMEET. R LR /DiasiEm
iR AR 7E M
OB Bl

14. BALDEER

141 FHARBFOZE

1411 BEOHRERVIESE (BREDOEHIIIFEkgH 21 20me. L RBDEH CIH RS kgh 7t
40mg) ICEDWTAFINHRERBEHHL  BEICLEENITIVHERETSZ L,

141.2 AWELNBECDEENSTIVERERVEL, BRICE3ETHETSZ L,

1413 BARANCERIC NI 7V EHRDBL. TEXNREMPIBOSNBBEFERALENI E,

14.1.4 1A 7ILICERESAK10.0mLE/NA TILOREETR>TO K SEAL. BN AT S (7N
WINTALE—t TIT7 (BIZTFHEIRZ)BEI0ME/mL). N 7L OIRESE IR B &,

14.1.5 BREHICERICTNI PIAERDZL. EYOPETEIBOONIBERERAL AV & BBHE.
BELIERATERVEAIR. 2~8 CTHRRER4BBERETES,

14.1.6 RIBEH0.5mg/mL~4mg/mLIZE3 LS. ART R IEEHBR5%DBERETSI L. FHH
BRI RIEEH A% SE/NNy IS GEATHBBAN DT KM B EREMoTHIE, B
LENATILD S BB OER(10mg/mL) 2R EE) . BRT KI5 R5% =8/ TRICEHIC
EATBIE BNy VEFEPICHEGSE, ANV TEHEVEI WKW ERML IRES LBV E,

14.1.7 FRBIGERPICEATEZ L, b, HRE. E5IERATEEVIZE IR, 2~8CTRE24M/H
RIFTEBN, ZOH25CLUT CORBLRICERTSZ L,

14.1.8 BFEDREETHhEVNI &,

141.9 SNAT7IVE—RRRVDERETEIZ Lo

14.2 ZHBERHOITE

1421 22 NTBEERELICKV0.2umD A > T4 T Z—EAVWTHRETEZ &,

14.2.2 fHIEDREFETHEV &,

15. ZOfDER

15.1 ERARfEAICE D CIER

1511 KENIZNTBEREITHY) . KEH T BIgGHIEN EE SN DA P H 5, EiEL /B R ER
(CBWT, 7LTNaALE—+t 7T 7 (ALGLU) DIEEED L WEE T1395.1%(58/614) (CH 7/N
WINAYE—E FPITFHEOEENBDHON, ZOILAFITEREEEAE T EHIMMAEDH
PG CHRREBUA A EBE T 3hMAEDOHH | 13FITZOEHH BHSN 1= ALGLUDARED
HBRETIEA3.8%(32/73FNIH TNV I NAV S —E TILT7HEDEENBDHON, ZTDH5
BRI TEEREMEIAE T 2P MIMA D&, 86 CHIIBUA A £FAE T 3 PHMIMAED &P, 261 TZD
WA BHSN,[9.1.2808]

15.1.2 DIBREHRT UL RERARBE ISV, FUERS T — TV EEP ZOMOARELE
DBRCLEMEEERT 55 A0 DEE X TICEN 20 ME). DEMEIR. RREOTER
PRBETZEOBRENH 3,

21. FDBEH
EXRR)RVEREEERED L EYICKETEZ &,

22. A%k

1NA T

24. XEEE K ERUBUVWEDESE

Y/ 71 BREH

d—-btEr 22— <TYHEBRE

T163-1488 REHMHEXEHE=T B20%25

71—44+JL 0120-109-905 FAX(03)6301-3010 )
2021511 AT (B524R)

K EHAIFEFEESNRAXEBZTBRILETV, X EFIELEINIERAOXEDHETICS

BLREEV X BRI ERBFRESEICTHERIIZS L,

wews: B/ 71 RSt

T163-1488

RREFEXENE=T B20&25




,@ Nexviazyme-

(avalglucosidase alfa)

wams Y ) 7 1R R4t

2023F9F1ER T163-1488
MAT-JP-2109720-2.0 RREHEXRAHE=TBH20&E25



