R gt &)
= w4l
(8 fF &)

[HEEFHH]

[ & & R

A R

FR 194 317 6 0
EEshATEEER

v A AV A hFFFETER 50mg

T AT —

TATy (B

R P S E AT - Sivtiy

Tk 1846 H 30 0

FEE 191 A 31 BB EANZEESS —HESEBOW T KRELHARLT
ELZzhnwltah, EE-2RHEFESEEoRSCBET L L&Ak,
B, REBEESHEHMIIZY L, BESMET 10 & L, RERTHE
B HiICRIZEICEY

T5HEENT,




TR

NTHD.

(AR
[—
[

4]
4l
#]

B

(HFEFEAA]

(T - FE]

R
Kl

< 5]
% 5 3
i
4
GEZS

[%r 7 % 15 ]
LA ]

FEREE
P 1941 H 19 H
WSTITEGE N ESE M R AR O iR

FEOho TROEERIIII I EEGERESROBECOEEERI, UToLE

B

< A AFA L RATETRER S0mg

TATADLE—E TATr (BT

e i GV N SV S W2 18

YR 18 4F 6 H 30 A

VAL TFAREFATLaF—F TA7y (BETHEZ) 525 mg
EERT D EH i i s i

ERAEES () HiamssHERER

palbiis

v Bt eV a - Ea— K95 DNA 2 HEALLTF v =—
KANLNAZ-IRBRMRANLEESND 896 AT I /8RR (Chusbesrr
NiorO2ssSs2 5 20 T8 1 99358.49) bR AL VNI H (FE K
110,000)

Glycoprotein (molecular weight: ca. 110,000) consisting of 896 amino acid
residues (CaagoHsz17N110701208832: molecular weight: 99358.49), produced in
Chinese hamster ovary cells transfected with ¢cDNA encoding human acid o

-glucosidase
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Gln*'-Gln-Gly-Ala-Ser-Arg-Pro-Gly-Pro-Arg-Asp-Ala-Gln-Ala-His-Pro-Gly-Arg-Pro-Arg-
Ala-Val-Pro-Thr—Gln—Cys-Asp-Val-Pro-Pro-Asn-Sef-Arg—Phe—Asp-Cysi-Ala-Pro-Asp-Lys-
Ala-Te-Thr-Gla-Glu-Gln-( )Es-Glu-Ala—Arg-Gly—CyF-Cyls-Tyr-Ile-?ro-Ala—Lys-G]n-Giy— 1
Leu-Gln-Gly-Ala-Gln-Met-Gly-Gla-Pro-Trp-Cys-Phe-Phe-Pro-Pro-Ser-Tyr-Pro-Ser-Tyr-
Lys-Leu—Glu—As;n*z-Leu-Ser-Ser-Ser~Glu-Met—Gly—Tyr—Thr—Ala—Thr—Leu—Th:-Arg—Thr-Thr—
Pro-Thr-Phe-Phe-Pro-Lys-Asp-Tle-Leu-Thr-Leu-Arg-Leu-Asp-Val-Met-Met-Glu-Thr-Glu-
Asn-Arg-Len-His-Phe-Thr-lle-Lys-Asp-Pro-Ala-Asn-Arg-Arg-Tyr-Glu-Val-Pro-Leu-Ghu-
‘Thr-Pro-Arg-Val-His-Ser-Arg- Ala-Pro-Ser-Pro-Leu-Tyr-Ser- Val-Glu-Phe-Ser-Glu-Giu-
Pro-Phe-Gly-Val-Lle- Val-His-Arg-Gln-Leu-Asp-Gly-Arg-Val-Leu-Leu-Asn*’-Thr-Thr-Val-
Ala-Pro-Leu-Phe-Phe-Ala-Asp-Gln-Phe-Leu-Gln-Leu-Ser-Thr-Ser- Leu-Pro-Ser-Gln-Tyz-
Ile-Thr-Gly-Leu-Ala-Giu-Iis-Leu-Ser-Pro-Leu-Met-Leu-Ser-Thr-Ser-Trp-Thr-Arg-Tle-
Thr-1.cu-Trp-Asn-Arg-Asp-Leu-Ala-Pro-Thr-Pro-Gly-Ala-Asn-Leu-Tyr-Gly-Ser-His-Pro-
Phe-Tyr-Leu-Ala-Leu-Glu-Asp-Gly-Gly-Ser-Ata-His-Gly-Val-Phe-Leu-Leu-Asn-Ser-Asn-
Ala-Met~Asp~Val-Val—Leu-Gln-fm—Ser-?ro—Ala—Leu—Ser—Trp-Arg—Ser—Thr-_Gly—Gly—Ile—
Leu—Asp-Val—Tyr—Ile-Phe—Leu—Gly-Pm-Glu«Pro-Lys—Ser-VaJ-Val-Gln—Gin—’l‘yr—Lcu—Asp-
Val-Val-Gly-Tyr-Pro-Phe-Met-Pro-Pro-Tyr-Trp-Gly-Leu-Gly-Phe-His-Leu-Cys-Arg-Trp-
Gly-Tyr-Ser—Se{-Thr~A]a-I]e—Thr—Arg-Gln—Val-Val—Glu—:iss.n*z-Met-Thr-Arg-AlauHis-Phe-

Pro-Leu-Asp-Val-Gln-Trp-Asn-Asp-Leu-Asp-Tyr-Met-Asp-Ser-Arg-Arg-Asp-Phe-Thr-Phe-
Asn-Lys-Asp-Gly-Phe-Arg-Asp-Phe-Pro-Ala-Met-Val-Gln-Glu-Leu-His-Gln-Gly-Gly-Atg-
Arg-Tyr-Met-Met-Tie-Val-Asp-Pro-Ala-Fle-Ser-Ser-Ser-Gly-Pro-Ala-Gly-Ser-Tyr-Arg-
Pro-Tyr-Asp-Glu-Gly-Leu-Arg-Arg-Gly-Val-Phe-Tle-Thr-Asn**-Glu-Thr-Gly-Gln-Pro-Leu-
Tle-Gly-Lys-Val-Trp-Pro-Gly-Ser-Thr-Ala-Phe-Pro-Asp-Phe-Thr-Asn-Pro-Thr-Ala-Leu-
Ala-Trp-Trp-Glu-Asp-Met- Val- Ala-Glu-Phe-His-Asp-Gin-Val-Pro-Phe-Asp-Gly-Met-Trp-
He-Asp-Met-Asn-Glu-Pro-Ser-Asn-Phe-Ile-Arg-Gly-Ser-Glu-Asp-Gly-Cys-Pro-Asn-Asn-

-Leu-Glu-Asn-Pro-Pro-Tyr-Vai-Pro-Gly-Vai-Val-Gly-Gly-Thr-Leu-Gla-Ala-Ala-Thr-
Ie-Cys-Ala-Ser-Ser-His-Gln-Phe-Leu-Ser-Thr-His-Tyr-Asn-Leu-His-Asn-Leu-Tyr-Gly-
Leu-Thr-Glu-Ala-Ile-Ala-Ser-His-Arg-Ala-Leu~Val-Lys-Ala-Arg-Gly-Thr-Arg-Pro-Phe-
Val-1le-Ser-Arg-Ser-Thr-Phe-Ala-Gly-His-Gly- Arg-Tyr-Ala-Gly-His-Trp-Thr-Giy-Asp-
Val-Trp-Ser-Ser-Trp-Glu-Gln-Leun-Ala-Ser-Ser-Val-Pro-Glu-Tie-Leu-Gln-Phe-Asn-Leu-
Len-Gly-Val-Pro-Leu-Val-Gly-Ala-Asp- Val-Cys-Gly-Phe-Leu-Gly-Asn**- Thr-Ser-Glu-Glu-
Leu-C;/s-Val-Arg-Trp-Thr-GIn—Leu—Gly—Ala—Phe-Tyr-Pro—Pha—Met—Arg-Asn-His-Asn-Ser—
Leu-1.eu-Ser-Leu-Pro-Gln-Glu-Pro-Tyr-Ser-Phe-Ser-Glu-Pro-Ala-Gln-Gin-Ala-Met-Arg-
Lys-Ala-Leu-Thr-Leu-Arg-Tyr-Ala-Leu-Leu-Pro-His-Leu-Tyr-Thr-Leu-Phe-His-Gln-Ala-
His-Val-Ala-Gly-Glu-Thr-Vai-Ala-Arg-Pro-Leu-Phe-Leu-Glu-Phe-Pro-Lys-Asp-Ser-Set-
Thr-Trp-Thr-Val- Asp-His-Gln-Leu-Leu-Trp-Gly-Giu-Ala-Leu-Leu-Tle-Thr-Pro-Val-Leu-
Gin-Ala-Gly-Lys-Ala-Glu-Val-Thr-Gly-Tyr-Phe-Pro-Leu-Gly-Thr-Trp-Tyr-Asp-Leu-Gin-
Thr-Vai-Pro-Tie-Glu-Ala-Leu-Gly-Ser-Leu-Pro-Pro-Pro-Pro-Ala-Ala-Pro-Arg-Glu-Pro-
Ala-Tle-His-Ser-Glu-Gly-Gla-Trp-Val-Thr-Leu-Pro-Ala-Pro-Leu-Asp-Thr-lle-Asn-Val-
His-Leu-Arg-Ala-Gly-Tyr-1le-Tle-Pro-Leu-Gln-Gly-Pre-Gly-Leu- Thr-Thr-Thr-Glu-Ser-
Arg-GIn-Gln-Pro-Met-Ala-Eeu-Ala-Val-Ala-Leu-Thr-Lys-Gly-Gly-Glu-Ala-Arg-Gly-Glu-
Leu-Phe-Trp-Asp-Asp-Gly-Glu-Ser-Leu-Glu-Val-Leu-Glu-Arg-Gly-Ala-Tyr- Thr-Gln-Val-
He—Phe-Leu-Ala—AIg-ffssn*Z-Asn-Thr-Ilc-Val-Asn-Glu—Leu~Va1—Arg-Val—Thr—Ser—Glu-Gly—
Ala-Gly-Lew-Gin-Leu-Gln-Lys-Val-The-Val-Leu-Gly-Val-Ala-Thr-Ala-Pro-Gin-Gln- Val-
Leu—Ser—Asn—Gly—Val-Pm-Val—Ser—éi?n*Z-Phe-Th:-Tyr-Ser—Pro-Asp-Thr—Lys—Val-Leu—Asp—
I]e—CPrs-Val-Ser—Leu—Lau—Met—Gly—Glu—Gln-Phe-Leu-Val-Ser—Trp-Cys

*1 YIS IEE =) EEEEESERT
I RS

)




(Al

Asn84 Fuc }

Gal B 1-4GleNAc B 1-2Man & 1\ &
(NewAc&/2-3/6) 1, { 6 Man B 1-4GIcNAC 8 1-4GlcNAe

Gzl R 1-4GlcNAc S 1-2Man o 17

Mana 1 ~
(6)Man & (1-2)g.; g Manerl
(PO 12 Mana 1< 3 Man 8 1-4GlcNAc B 1-4GleNAc
/
Manawl — 2Manw i
Asnl77
Man o |~
Mana'l \
Mana1” 3 Man 8 1-4GleNAc 8 1-4GlcNAc
s
Man & 1-— 2Man & [
Asn334

Gal B 1-4GIcNAC 8 1-2Man & 1,_
(NeuAc @ 2-3/6) 5 { 8 Man 8 14GIeNAC B 1-4GIcNAc
Gal B 1-4GleNAe B 1-2Man & 1/

Asndl4
Gal B 1-4GIcNAc 8 1-2Men @ 1,
(NeuAc @2-3/6) ;. { g Man 3 I-4GlcNAe 8 I-4GleNAc
Gal 8 1-4GleNAc B 1-2Man o 1/

(Man e 1.
3 Mana 1 \ 6
(PO}, Mamol” 3 Man B 1-4GlcNAc 8 1-4GleNAc

/
(6)Man 21— 2Man & 1

Asn396, 826, 869

Fuca }

Gal 8 1-4GeNAc 8 1-2Man o 1 “

6
(NewAo@2-3/6) ., { ® Man f 1-4GIcNAc 8 1-4GIcNAc

Gal B 1-4GleNAc B 1-2Man o 17

GleNAe (N-FTEFA 7ot 3w

Fuc A

NeuAc N-FTEFNL/ATFIE
Man TS A

Gal HZF PR

PO, N ERE

E GRS




FEME

FRE194F 1 H 19 H

R 78 4l <A FF A SSETEN 50mg

— B 4] FTaF—E TATr (EnrEEZ)
[ g A ES i SN S AN ST

[PEEEH B ERZL 18 6 A 30 H

%R FE] Fr DR A B 3

(EEHZE]

AF O BEFIE BT B A ST -2V T, AGLU01602 3B & U AGLUO1702 #5R (A&
ABE1HIEEE) KB TR SN ZEAFROBEBENLTRBSNTHNDIbDEERD, &
iz oV TCH, BN TORMAER NBFEEML T2 7 7 & (AGLUG2203-Japan
AGLU02603-Japan) 1= L 5ZLIEAL 5 ], BAR 5 FloEF 10 Ll £OFFICITRA
RHBLDOEEZ D, Hio, MEAEEPEEOAPER LS RETEEIC OV THRR
CABRfETH B T F . Infusion Associated Reaction 2346 < DFEFITRH LILTWA Z 2525, W
WS U TRBSEERA R UH E X2 3 UROERHR S, HEEEOEE, —RhksPibE
DHEBEITHY L&, AR L ABEIDER LZEMD L2 0BEo TICRENThhD =
LRBETHLEELZD, B, AAATORERRABDTRLNA TS Z &0, 8GR
FHITIIAR A RS U SEA A B o e n R ORI ET AT, BREEEL
ET, AROBEFERICRIEBE R T ILENDLSL LB D,

SLE. ERSEEEFBOEBICET 2FRORR. ALRIZOVTE, BUTOL S I0HRGE
SiFait Lic BT BT 04 - SR, Wik - IETRRBLTELIALV BT LI,

[2hE - 2hR] falus TR
(A% - AE] WE., TATayE—¥ TAT7y @nFa#z) LT

[FHEE 1 kg 372 ¥ 20mg B f#RNEGT 5,

(AR 4]
AAATORSRBRBOTCHELA TS D b, BEERFES., —EHOERIZRDLI T —
ZNEFHINDECORIE. SEAZSRICEARERESERT 2 2 LIk, KAEMSE
HFOEEFRAZIMBTAE L bIC, FEHOLEERCEDECET 27— 2 BHIcNEL,
AEOBTFERICLELRBERH LS &






