(B ZE & AD

A

1| RE%

77 T HA L NEERE 5mg
77 T WA L EEHER 35me

2 | A

THNY ¥ - GRET-H#EZ)

3| AT

e AR R SRS vk

i
A

77 7 7FA L TEEER 5me

1754 70 GESHHAR 1. 1mL T&# L7z 1.0mL ) p, 7H LV
ot N8 (H{E R £ LT 5me
77 7T WA L piiaEER 35me

134 7 (FEBHRLK 7.2mL G L7z 7.0mLk) shy 7AW
¥--¥ ~N—%F (BETHEEZ) £ LT 35mg

T
e

Wi, 7HANY Y- N—% (BETHEZ) LT, 1 IHE
lkg 720 1mg 2 BEE., FiEMET 5,

- B

77 7

WA FEY  KIE

R ¥# % . Genzyme Corporation

KA EEAHIRZ 7 7 7 —IWEBRANTH A,
AT E (%) 2R E LTRT L,




HlHE

20034 7 Ofesk HAEELELTEES

BIETHBEZ 7 7 7] —TRiEHH

g Shigws 77 7TV ALNEEER Smg | REET e
B 77TV A AKEBTER 35mg EWEENE | E A
FABRAZYMETM SOEHMENH = H

THIVYF—¥ <R—F (BIZTHEL FMEAREZRAER

(Brif] sfs & mr, 2C~8C (BN THRETE L.
(M RIERRE] BB IRF ST AHIMMICEAT 2k

(W]

AR FIEVEELRTF T4 7R RERSEBT L
o[BS 4 O T, AFNL, RO GRG0 T & D
BLIETERERHEAL. REETEL 1 2BEYT 2
Lo i BRAGESEERLGEER LGS T, RElok
Gkl BUGRESITH L, ( [EELEANER]
DEEH)

2] (koRFCEBSLEVWZE)
ABIOEG R T a- T 52 P ¥ —FRRIIHNTETF 7
{1 9F—L 3y sOBRHEOCH LHEE(TEEL ERKMIEE
DIEH)

EhEARNEE] OEEE)

(2) EERUHPITE B 1517 0%35mg BHIIZOR
TEFTREAR 72mL T, Smg BEFIIER/ESFHAK LI mL T
FNFNERL, THALL ¥ ~—F GEIETHBR
2 EUT SmgmL OEH LT L, BEOKES LT
AELALEREZRNL, HREBRERBRTHRL T
S00mL & § 4,

(A LEHiEE]

1. MERS CROREICHEMECHRSTEI L)

() RROEF AL a-FF 2 2 ¥ — PRI T 28
EORAERNSHLEE ([FESEANEE] OHER)

(2 B ((EHI~0kS ] OHSH)

2. EBESEFEER

(1) RANEBOBEF CHLE0, THFH7147F v —2ay
FHRILENEHETERVET, HEY 51247
Vi, BRESTES LAEAIIEES R L, #Y RN
BERiHI2E, £, TOLSLREOREIIMA, B
SMBFTHNLERF L TREIE,

(2) KANES I L W S EERRRATLIBRESH L,
BSEERIGSENLSEIL, SREE TH 20,
—BESEwIE L, B AR EE EISEERLES
. ik A ¥ 3 oA, BREFAFUIRLER) SEL
WMERITI &,

B, KEFSFICELTE., TEFBEETLI L,

(MR - tAR]
1. MR (8L PAch)
7777 A 7777 A
N MEEGER | AU
Smg” 3bmyg2
7
| FTHLLY—E ~—% ‘
B | (EETHURE 5.0 mg 35.0 mg
ﬁ\
el a4 30.0 mg 2100 mg
;JTI lfj-;?%#%?kﬁjL s 275 mg 19.25 mg
%z&%ig% PUZE N somy 56.0 mg

*¥1:1 954 T A HEERBK Ll mL 288 L 2O 1.0mL b
*2 11 T OREHAA T2 ml, WML O 70 mLL
R oFw o m— Loas 2 F— SRR L s

FEGBETR TP — oo m@e AL Twa,
2. &R

FEE, HE~IREOOBRILGE T, HIFER L THY
LEFERBATHL. 08 AN+ HREFHA AT 5 mg/ml
WL E 20K pH RURERILIROEENTH S,

AR pH ZEI
I £ 7R A HEL A 6.8~7.¢ 0.9~1.1
[2%E - BRI
7T —FF
WRRE - HRICAET SHAHLOER
) REG7 77~ REBESF I BT IOAMEHT
Lok,

2) LIEICOAREFRO SN LEADVHB L.LT 7 7Y
—IRERTOEEMRPEDHEEM L Tk,

[ - BR]
BE,. THLLF—¥ ~N—F% (HzT##B2) LLT
MMEE kg B0 Img A, SUEEHET S,
WA ARCET SMEEEORR
() BSHEE  BSEERSPEHTIBETLES L7000,
MO FEE 0.25meiT (1Smg/BE) BITET5 28,
BEOBERS TR I NSE, By HElB T
T L S REX0Smg/ T R BA WDk ([&

RS BE~%Ee ] .
DEFERY| BSEELGED E%gﬁifﬁfgm
i B L R ’

01 BFRRET | BEEMER 12 BER .
HLkayisH] 6 M IB AL TN 1 IR ] i
mBBEA S B B 2 B A
BT P B FrEBAE 1 REEAT
- BeAYIvH
- HEELRIRE
g hed|
0.15 mg/r X VIR L, BESE LT
BEMN | B4 025 mynE TIRSEES Y
5o

3 FREERIEORE FHT 20 RGBT ALY
— N— YOG RN T R G RE LT
IEHEE Ly, HEICE D, REGOERE T 12G HiE
EEHFFREAN, 2O B EIHFHERL T RE
Letwk iz bhi,

(1) EMNEETLE 2 HABREVENIEBIT LS 3 HERE
BTIHABTO GLIB AR HE L7 L LEKE
FOBBFHRII DO THET SR TR,

3. HIfeH

WP Tl o8 2 MIEER I, 13 1D 8 B TIERT (B

FRAEEREEH > BRSO, ELEHERIIRS

MERIELEZ LN LZEESH (38%) . BHR4HF (31%)

e, FRIRNEE, B&, SOEHF 28 (15%) Th-o7, [K

L EEER

(1) EXLBIfEA

BEMARIG | RBKIG, CIERIER, BEE. MEEE

®. EEER AECBuTIRIRSIZNE, BEARL S



HTWwad) ZHREPiCRIT I NS0T, BHER SR
v, BEFEOONAB S EMEES T, e s
I VH] BEEER. AMEEALECRFTORSEERT

ik, | [EEZERNES| OHER)

TSI R, ER

LmERER | FIR, BHE, BiE, Kb, RIR

8 U RO g, WS, R, Bt REERE,
WAL, WERD -8, ARARE. £ oE. B
B, Gl

HALBAER M. MEs, MEt:

AR VURETE. W, 7 v U

It SR

WAL TR L ER

(2) F0MORER (KRB : FPELSEH 13 7)

>10% 5-~10%

— e s BE o - EiE

lickld Bl

AR HRAE

M O BRI

ABICHITIMIBAERRERRRE Ut 0#RRRTHE
%5 hCRIfFR (84)

yilkid

BRI, OREBEEBPIIEAL, BRFE
500mL ¥ CHERT L, B|ESWA LW L LR TL
zk,
8. TOMOERE
Fo b EREREREENARICE VT, 10~30meke/
B¢l BEEERS LA s BHOGHARRSICL S
BHEALELCRLFFEREESZS b,

(]
(1)  MchiReE?

HAADZ 777 —HmEBE (13#) I, A 1.0mpke &
BRam@EL - 2omPREl, RE#ETRICERHE
1531551 ng/mL %75 L, {55 2L 9672247 5. 71U 7
T v AL 3.0409 mEAke, AP EAE AR T WA 362,213 £
107,244 45 -ngmlL Tdh -7,

(2) 21 - KN (8 Y

a-HF2 ¥ =¥ s T e ALHBIRAERS
Lz b BEAYD o HF7 o¥F—YENITITH R
HE, B, B, . CEChbYicgdshi, 8
HPIEE R, BEST A, FE36H, G130, W
W07 A Tdhoi,

(: 1=3>% }]

() ERYREAYC, 77y 7)) —REBCETLSEE N[
(2080 oS LD, K. B, LB AU R
BMPIEBLTVLIBRE 2 F MY TE LTS
F(GL-3)DBRFEAEH b fz, £/, EFFM (MeGill
5 %), QOL F-H {(SF-36) THAEMAIFEDH LN,
FRIZRTEBY, HRE, 2, LECBYTGL3 O
BrEddEd e,

FRMFAUERME - & 5 EMME AEMIEOEIR GL-3 OfFED

R (BBETHBIIBUIZI7EOOERN

K BIM_EEM E3M— 7

Bt D AN R sl B

(5 + HiE) (6 + HE)
éﬁg%;ﬁ gt | g | T | R
TR RREE | ewm | g
B 12/13 0/29 20129 24724 23125
Lo 1/1 1/29 21/29 13/18 19/22
L 12/13 1/29 29/29 25/26 26/27

(AR H AR | AR B 58 BT, S HARIRE 30+ H)
>10% 5--10%
—REHyar BEE - OREREE | EY FEE - E
1t - B8 Fod JAE - 5 - HER
- EH -
THREE UL - LA
ARV R O3 3
BE - LEREE
LBHEE
A - REMER | BB . R HEv . BEERL
k22 B - B - Rk
LA - L) A A ik - Bk - BE
IFPOR 38 BT - ROR R ST - I
R
F it Bl CEE- 7y Bl THRERE
T —F -S| ¥ REREE R
# - B &-H2RE - T
TIVIR-HER
- AR

4, WERE~OBS
HESE CIANERPET LA I HE (Sl

BEICRICERL, BERIRS T, aRE I TLE480

AT LTy (AR %) .

5. iIM. &, MEN~OHS

) FRIEHEL T2 TR O S L EFITIE, BELO
Hiamr et Lbi LIS ARSIt ARS
TLIE (FRPOFSICRT IR L Twh
V),

(2 BADDBEBIZHRGS LEVwW I EAEE LW, #6%
BS54 2 84cdglsrser s (BHho
PRECHET DRI L Twyn),

6. /IRE~OHG
AREIIH T ATEMIIRET LTy (EHEENL

V),

7. H@ALOZE

(1) i & OEEEfFhhwil,

@) B4 ThE—ORyOFERET LI L,

@) Lo

U B BEH0SICEERIIETIE, 134T0
VHEEEODBEFSEREME EEAET 2w LS
IRBPICRAT L B EAOR Lo 7L iEE
HLAhwZ b, SEREERPMIFRTL L,

2) BRIBBLESIRTAALYY Y N—¥ GRET
M) % smpml EH T2, BNA TV LHEEDH

sx a7 ED MR I E R OB AE A b R D EENE

(2) MBI AE 3 EERILEEEOS — 7 R
BECH, PR 1.0 mghkg DR 12 ¥ HOMRIESIZ LY
LR UELE DR A Il T GL-3 BREMESAEDH L
72 ¥/, QOL EFff (SF-36) TLUBEN R LN, &
Rakfi (McGill BB ) IF I AR ERE 2 B E R UFIiE
2 LT F D TEHE LSS RS, RS CHES R
Foo MM GL-3MEIXESLPICER Lo,

) ER®7 77U —REE 13 6 118 (85%) RUFES
KB L BREFRBOWNRAEE 58 Fik 26 (50%) TT
Wby & —# ~—% (BEFERL) T2 1664
HHRRHLL, MErRBRLAEZREC7 7 7)) —HEE
11 #eE 78] (64%) B Ui o BE 52 B 44 4 (85%)
BHGEEAPS 3 7 HURICHESEEE & o7 i
IBITA 30~36 » BOEEIIEL, SO%MEOBRET
[gG HUARMEAT 14 2L FICET L. 78 THRHBRMT &2
St D, B, TF 7493 —Ya v 2 ALRTS
5, [gG MEBEOEEICEV-BRMEELL LV IRE
W37 vy,

(4 EWCBIT AR, KRS | BRaTICAriRE
ELTR FUEF LYYy RF T FTI/ 7 AT
T 7 rEREORS Ui, 5ME I LT,
2L A VBION I FI  AFTI 7y, BF
RILNFSrOEEEITo1,

(5) FRERERISIE, BB 4 8 3 o R vEER
OF — 7R T EREER Th o /ot BRET




LEERIETHEE LIS LTS,

(6) I EB VT, FFHWIH TS IgE BEthd L ik E AR
M A DStk LA, FOEEGrHELAER
EHIGIRE S TS, B FRGERI, 58T 05
mgky, HEERL 00lmegrE L, TOHBEBEREORT
AL LICIRSHEEY LS4, B M EE
2 EEHAL. PEELLELOBRSEIEFEDIED Hdy
BE. BEORSICELRSHIET, 3 8D 2 #0ES
THEL TV Y,

[e=]

AFNL, 77 7 —HEO FICAEARE TR CE
BT2BEE (B GL3) Uy — NIk REX o
W5+ ¥—¥AORGAHERIUFTH D,

a-HFE R F—F S w2 Ty ey AIBIRNES
L7 R, BPBR. EBR. BRER. OB R ORI R R
e GL3 OEELRELED Y,

(A4 IcR¥ SE{E¥AA]

—NER . THLLY—¥ ~—% (EETHERL)
Apalsidase Beta (Genetical Recombination)

{hF&(ARE) D e MREFARO mRNA IZHRETEE b oo
K77+ ¥—F A DNAORERIZLY, 7
v A Z—ANLAY B TESSNE
398 DT I/ REFRE (CaosHiowNswOssrSa7 5
GEE 4535121 Aok AR O AR
g (R 5000 xH TSy e
Py S

[BHv Eo &)
MR IR AR AR A RAEFEH L 2w
Lo - ARBRESCHIERTZ I, 2B, 2UrE

pailE i3

FTREF HH ST, 2~-8CTREL. HEMPACHERET A
Tk,

[R2BxR1F]

() TRERM Y el SERATHRE LIHRERTL TR T
LIk,

() FHORIEE, MEFCBT 2 HH0MHRUTRRMEICD
W, HHRETERTLI L,

(3) EH L7 7 T — RS T B HIME R P2t OB
b2 ERME LT, BRI CED S TREREARTITY
ks,

[a]
T 7 T FHA LS Smg 1 N T
7y T T A LTEEEN 35mg 13 T

(=)
1) o v A b - VR e, HATER
2y Vx A A Yy S BEEat, HRER
3 Y AL A D e SRS, AR
4y HERE B, AN IERLBHE, 2003, 66(8): 1435-1444.
5) Desnick RJ, et al. N Engl ] Med. 2001, 345 (1): 9-16.
6) ¥ ¥HA L - U R A, HAER
T VWA LD S BREeH, AR
8) Yr A AP usi BRIt B
9y Fx WA s - T ey R, HRER

ki)

Do vHAL L Vv EASH NAAEELEER
T162-0801 HEERH TE LIRN] 333 F kit
TEL : 03-5228-6348, FAX : 03-5228-6228

[ AKFEx]

IV P R PR N
L AR X LUK 333 Hrith
[MiEx]

Genzyme Corporation, K [F





