i) BEE A

B E sk T Him e L. AROHESGRRUOED IR, 03 %RBE02 % Th
BT EDERINE,

AEDAIEERNY, BREE OB Th B Cys-390HN I T Y V0 ~DOFRBEM %
ROV, AR FEROBEREAF T O, Lok, FRIBRCEHELZ ST A
ERATRETH B, A ) Lo B R ARICRETL D L CERTETH S,

i) s TR iR A K

EEMRRmdAME L LT DEDAAT R U A HBR* B, TRERERES L LT
THHICC . THMDD RUAFMMEE" B, FOMY vv b7 77 4 —FHEA & LTHO ST
S THEFF  ARIE S 7. DNAEIZIR B 900 pg2Ril Ch o/, Fofh, JIFTR B OE.
EEBAERETH Y FHYBCCIC oD TIERBRMTETH - 1.

2) BERUORERFEE

FEOHBER R FERE LT, Wik, BRER (7 F ey, mAINT U B
7o 77 A0), pH, #ERER (FHHDD THYEE. FHHIAA. THYIBB-

. Idursulfase $1/F 1 (SAX). Idursulfase $li% 2 (SDS-PAGE ($R¥:fA)) . BE{k, KU Vi<
— R20, UTABER, T2 FMFUr, HMAEBRERR., BRENELD AL, SE (CEEE
BUERRE (DABESE) PREIh,

3) FREOZTH

FEEQLENRBE, IMHEAr—VREIn Y b Aoy bAF—A21 v NEIREAE
asr—nggan o beflocrish, 2E-av4 2 (IR B
mLPETG A 7 il 56T A0 TIRTE L3200 T oMk 77 F B~ v 7 SEC-HPLC,
SAX. SDS-PAGE (7 v ir—¥efa)  [iEM., ZABREEE. pHBEES A,

whAR JENC. 3v8) ca | Agic. SDS-PAGEI R T kDat>= o 32
FEREDEANED LN, ~7F Fvy 7BV TLBEOHS C— 7 BB bhin, Bl
HRTFRER (75210°C. 364 ) T, RESBMCEELELERD bhbot, Tk, M
wetm QHEC. W) iR SECHPLCOR R, MBHGITES» 2R PEES R,
FEHRERBROBE, UIHEEDT » MW TARETHH Z ENMEB IS, &
EBEAT =ML DVTRL, BARECTORERIZSEHRBSh CE I b, FEOFYH
i, -7320°CTRET D & & 4T AREE L Shiz, 2B, EMEEAR, SEt,
36 R E TR FERT Th b,

(3) WA

1) RFIERE

FAN, HDRSA T 2 AAT7 7 —8 (BETHEBEZ) & 13 7 (3.0mL) P2 6.0mg
BT HRMEERBIC, FRAAE LCTHEEF MY UA (80 mgml), BERELTY BT
REFT I 7L —KEY (225 mg/ml) ROV CEkE=F R Y 2 ALK (0.9 mp/ml) .

"R A I 2R e,
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B 020 (022 memnl) AEIAIE LTHEASK, BAIERAKC

hh, AEN1 AL TFTUHEDOERTI0nL & SR TyER, 30l IR TEL LD, 159
7 Abt ) oxakionl tha, i, - ERomRns. AERER
mg/mL, pH. .mmo}/’i,, U BRI .mmolfL L LAl N Aﬁﬁ-vel%ﬁf PR
P [ 20 Tdrofr, /I RS — VEHI O BEA T 13 EE A O BFRE LR—TH 5,

2) BlEife TR

B RIE R AR, PVDF 74 52— (?L?%.pm) TEHABLEE, TTASLT T
FET B, F0%, TAREEL, TAIZTLY U T TEEHD LTS TALERT
Do ARRPL. HERUCRAMERSEMEBINTEY . FIRAALTAR, AEARES &4
FAA 7 ABRBRBRECEET B,

BEABTEROFETEFNEE IR Sh, TRAFERRE LT, #ES@TRTH.
v ans o7 v o —anmm, sEfsory suenmEss, SR
Birs T EHFRBERREINTWA, Tz, BETR T, REAERE. SEBMERE,
maag (veayrravy 7). | R - #Ees <77 r
v RAI AT Y L, FESEERERIAE. Idursulfase FEEE | (SAX). B TMERTT
SDS-PAGE (7 =i —Ifa) PRESNLTHD,

3) FAREUHER L
BIEI OB R U TIEL LT, M, pH, MEBARER, o Fhyvr, FREE, TE
PR TRAER . EERER. N (EENM) RUEERE (FALRESE) AREShTWD,

4) BEOREE

BRIOENSBIT., W/IAAY 30y b, ASf By bPRF—A22y FEUELERAYT
—an v bR AV TERE SRR, R UF e v, SEC-HPLC, A A - ASHPLC, SDS-PAGE

(7<i—3ufa) | WiEME, SERIE. MABES &, AREBERR, pHIZ W TRE S hic,
BE. FEShoy P RUREEHR R, ARBERREGRVCRAICHET S TEMESHR T
HAETHD,

EHMRTFRER (513°C) 123\ T, SDS-PAGE. A # »EHHPLCR U F F= v 7B T
L OThoMELREER D, SR bhihok, i, MK, pHECHERIZ SV
Th, REHEFBEL T, EELEERBRO LR o7, SEC-HPLCT, BRETAERE
EEBOLE e (Tl L, AREEEL Y ES TR (Jesece—2) 2. B
MR LA, B %EEEITThHhol, BEE CICI/AIMEER v FTI6HIH, SAf 2y bA
A2y TR R UA F, BEEAS =0y T8 AETRETHD - LI
BRI TWA,

IR (2542°C. 64 1) TiL, EMMRAEME: (SEC-HPLC) cE&shz, JYSECE—
7 OGN, We B EIT L, $7. SDSPAGETEBES NS kDan~ A F— 0 Ko
mEAHK LT (67 El%ET) . &bin, NP F Py S CLBMEBOFR— 7 BRD L

i6



iz,

FEREMIT- DO TR, THRABRRUSERAR T EE A TLCRE L b & S0 R
UFRREFT & BIZSDS-PAGE (7 v or—3fn) ROLIEMICETOTAMNED L, ~7FF R
T CHFRE -2 8 HBR L, Lo L, 200aEEM A IC BT LEEA. WThoRBRER
RV TBLHEELEERO O o Z &0 2RAEEM P CRETs - Lol o, &
B0 OREIBIESAB L LTVE,

PLEDRER G SAOH DR, 323°CT4h 5 & &,

AFUE RO ZE EHEIT oW T

AEREIT L0 0.045, 025, 105 mgmLi HREN BB PSR CRELE S &, FRY
4B B £ CEERTERICHEE LIRS bhvdbiot, £ R EROR ENERO DI,
FRHEERAS Yy 3T, AERERY A TREIEE S CRMEZAR L. =8 ERERUSY
FAMUDEIE) THRELIEE DA, D72 & LR E CREREYE. FANESERUEE
{£& (SEC-HPLC) RUEMIZE/IIIED N h ot

P lbagEr, HREOCEIFIISI3ICTTERAL, FEM b85S TE CUBRBSEL T
ik xhge,

(4) fEHmE

RITREWME ( LNOOT* ) 13, EAERy —ATETHEEINALERE D » b LN020*
COCEENE ~ OB EERESEL, IS I0CCREINF LOTh S, USO8
HERE LT, MR, BB (7 F Feo?) | HERE 0 7 5 o A Fe¥DD*
o THIMEET. THIFIAA*. FHIBB* (A b/ 7awT Y | Idursulfasedl
T (SAX). Idursulfase#fiff2 (SDS-PAGE ($5#vfn)) | BAERK, KU Vi k20, 78R
BE, TP MU BAEMBERER. WRNEDAZ) | EREE GERNER . a8
ek BT A58, BEERREUEEMMT (MALDLI-TOF MS. 7 5 7 Bo4#.
NAEMES) BB ESh TS, %k, LNOOT*  3fEiip/E & U CRRE Shukfgin, HEEE
RS UCCRIMBASNERR (RrInyy vy, FHBR (ELISA) B (X
B (AArons b 797 4-) ) 20 Th, HE~OBESPHREN,
EEnEOEEE, wErkoEstrERT oo . BRommsno 55 ek,
pH, 7=ABEEE, Wigt, BEASR, BE a7y A, AF oo N P57 40—
KR SDS-PAGE (7 v ir—iefs) 2315, BEDEOTHOBICE, EEORESRBL
BASHEAEYT (MALDLI-TOFMS, 7 3 /BRMEEL. NKBES) »EET5S,

<EHEAEOBHE >

(1) THEATERBEHIC ST

CENVCSE-DREEGLE U RIS P 090909 eike
LOBKMA T hrve N5 7 40— TRIZBUVUSDS-PAGERRE XS TV 525, SDS-PAGE
TR TAMBROBELERTDL I LITHELNEEL O A D L, SDS-PACGEEXHE L

+ N o cr =
ARG RUR OO T & R e,
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B ¥, TEDECEERBRLEL LD BRIV TP ER O,

M. BT L S ICHBA L, Bkl T Ay uw b T - TR0 LR EERER
7>SDS-PAGER. BivinEekpman® b A dursutfase D HE B L LTE Y AEO
S F AALDBRE I LTy, RO U TOMEDEA N >N TIRFEERERR (74
waw) cen LT s, sl aEcovTr FRRoRRTERO T
W%@ﬁ%kbfﬁﬁ%AI&m%ﬂ&ﬁﬁmﬁ%(Mm)Ki&%hhéﬁ%i&@%kh
BTSSR RET AL LT, va< N T T 4N 7 AO—E U RIREN ZR LT
Péoé%ﬁ\IE&WE@T&%E?%%E@KEE\%ELTEU\IEE%F%%@%
ERRES LD ET B TEROBEENEL, Y F s VBT L ) EES ThH D, mzT,
suonTemEs T Loetish, wihotz I RELcoven &
Iﬁ@ﬁ%ﬂﬁﬁmt\i@%%%ﬁi&ﬁ%ﬂﬁﬁ@ﬁm%ﬁmﬁ<\%t&lﬁﬁ%@ﬁ
moeic s . paTeofseressns k. wracsdiipoenras. &
B B RIS AEETERY, Mk, TROAMICESH ., FeTEN
AR DIV O LIRS & 2 B, i, FHMICC. THSEE SO MFER A
FHIBE 130 T s VRERIC L D . EEICRESNG I ENRIE TH Y . JRESR
BBV HEEANSD,

MR ASIORE TIRICOWTEDC A Y - a Vs Thh, FROEHERTES
VEITAZ 2 SAEE B ooV T, SRR URBRAE TIMILTWS L &l e d b, UEDHE
EETHELE,

(2) FHEARTIC VT

HEHE . AR DIRHERER] (M) oW (. REFBEERTHTH LI L2 b,
7 ORBEBE AT L 5 RO

mawr. wisrsnozgcs o T R -
w1 agormstzcov i L. - 27 A7 e T
B L EEELED LB L, $h. BEERER (OTENE onT BIL/IRA Y-
A O A g e e n e o b O T SEEaMTH D . S AR
(Ko DT MM Ch o7z 7 L AR S, BB ESeE e v FORBUkR
DM OV CLRERET TH D,

(3) BEE L AEHEHEORRIT VT

BT U L EMEER L T U AR RKIOEEICEE TH LI bbb SAX T4y
B L4 7 — 7T I BB e B3 bl o T2 E F AR IMEPSE BB
LTRBAIT B DAL RS & SH TV bbb, REOHEMNEBALICEEE LS
N AMSPEZHEL TV AWEBIL W THREAZ KDL,

meEgr. LIFO LS Bl L, B, WEo Y e (MeP) 7 ki, ARRPTR
Dﬁ$¢\%%@%K@%%ﬁéﬁ\%ﬁ%ﬁ%@%@ﬁm%@bﬁwo%@tb\%@ﬁﬂ
%Tmﬁﬁﬂﬁﬁtﬁﬁ%mah@Wk%ihg@E\%@ﬁﬂﬁfuyﬂkﬁﬁmﬁ$ﬁﬁ

T SRR N U T R R A
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EARD LRI, AR YD AHCERERIETbOTEAN -, T, SEHEEOY
TAALOWEL B2 L OTHY . BHUEICHBE LA ETRSNS, $1, MPEEH
E Lz e Bid, wememsm oagomrn  maicasajeaes o
HR NG U BOEMEREORERURRIECRE LTS M5 Ths, Sbic, &
e— o g R A WS ST v s BORNERVAE STV, —F,
BREGE ( LN00T* ) OMEPEEIE, T OMMERRTIOV T, HPAE-PAD, ¥+ "7 ) —8&
SRER DB REGEESIRETC L0 T s h TR Y | i pomerti 5 = Lt
BENTVD, BLOZEhh, FEOMPERIIFETEHEELD,

BT RS AMTEM OBRIC ST, BLEOREE T A LE,

(4) FAITY o GHRTDOWT

R, B IAT) o BFESAROYDRIIKEREBEELI AL S CVWAED T, K
NI ATV rGBORPABREERNTE FERELERES, AEESBELLRE- 7
Dy, EREFWMECER T EAT RS,

FEREIL DTFOL S CHALE, Fr sy o gasofsasii scso. %
/AR, FAIdY V:/'é.*%%évﬁll % DEFIAMER Lk, BICEcieiigm
DEEEMEIIFHHICERED L L OBER2,

BT, SECORKRBRCERSN e v hORLI ALY U EEE L D ERENE
CBESHTERY, SIS P EFHEORCEFOESHII SO TIRWTHSL = &b
L. HBEELREEOT v MOBWTEREA LEERE D TO RV ARBES RO TWAE L 2
SHThL, o, HBERMAAOD v FOBRESBECEEIE, ThE TOREESNS
HREEZERTLLI RO TR LA THS, ‘

(5) HBABGALBEBRORBEILSNT

BT, MRARDIAZHBOEBIBOCERESESRESNTVAZ NG, B
AN ALRESEOD » P EERLTH, Z8MICHERE L2V, 2hETOE 0
H5RRERE HBORLEIC VT R R T,

HIEH I, LTO L 2B L, BRRBTRTO24E G TKTO4EXT T F L 7= WAl oo 38
=0 l*ﬁ)fﬁfﬂﬁﬂljﬂﬂilié?ﬁiﬁﬁéj.'\'. Tk, BEECuy MNEOAESME el
EPRDOBRILEOWELR, BEARILEYTHD L EZ T A,

e, APy BiAS AR S E I % TH B DI LT Sk TORRMRIC
Aushieny roEiR- Il e cHr . mERAr—Mcsn L RARR% ChH D kb
5, BEEO LROMBFEGAZ 2 R TREAZRE U EBEORSHIOWCHB L, SERL
N FETOREERYBET 2 B8 ELERNTAL O RBTVWB L ETHA,

(6) BAOHFHMIC-2WT
B, BAOoRBERASEICTUIH L SR TWA D Lo on T, BESRFITENEE
PR E LTS 2y A —ib®2a v hd24% B B CORBRE R OCEAFER r—4

PR RER N i = 2 e,
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oy ho187 8 B 2 TORBEGEORMER s T s, 2dlaRlRsE. BEEA s
oy h024H A HORBREESELRTVAZEMAHALEZ 6, BHT DL IRDTH
BErATHL, FOHEBRHRLES 2 THEBOFHBMOZYEE PRI LTV

3. JEEERICETLER

(i) FEHRERR O

<R S ER OIS >

(1) femser

MPSTEGHE, Z U = H32 ) 7Uhy (GAG) Thb T VRBER T N~ & B P
DB Y Ve MBI OSREA R L, WIAER, iRk, MR, MREHFIC LD
BEERAMIE S 5 2 L BEbhCWE, FEORRERILY YV b OO ARIELT S
LoLZ2 oG, AR, FV I oy 2261 VB (M6P) BERESREEICAT
T % M6P ZAAI S B AT 5 I o L DRAICED AEh, To%, Miaky VY
— SR EE R 71D (Ghosh P ef al, Natl Rev Mol Cell Biol 2003; 4: 202-12), 7235, 43
STAEERATNA L 20, T &7 ol A NESARC LAWY AL Ok
By b h, BIEFT. REOBIRMEEIC LS MPSTBEOIRE T, RERSHRAY ¥
Ve ARE VAT, BELFBREOTF A Z UHBE U ST RS SETHBRRA LT
AW

(2) #hxEESTLHAR

1} AEOHBAEY AL

A OHATR 0 ALIOVWT, b FEHEFARE AV CERAEREE (ELISA) XY
Baf s, KM ARG . BRI MBI E R L MR OREERE TR
L. Fofss. AEophnT 0 ias it sk EZ s 2 - ERRLR LA
e, E SRR T OAROE Y AL R (~pemt 3 e AR D b
GAG 7 U 75288 (8 ToBEERSHEERD ECoE (Ji~Mlogml) 13D Hh0EL
TEY. GAGZ U T I ARBOATHLHARETH >, F, MEP ZRHIIZENTS &,
X%@ﬁ@ﬁﬁ@ﬁ&ﬂﬁl%@%éht:kﬁ%,K%@ﬁﬁﬁﬁbﬁﬁ@M@%gﬁ%
A MRS,

o) I G35 B GAG 7 D 75 v A

wsepwmmncoEtcon, [lEEreonesnn RGN R
Li=GAGD 7 I 7 72 Atk LCHE Sh, Ss-mmam s oo R S h i 4 553 L.
SRRSO ZIE GAG & PSSt A, FO%, AEZEMICEML, MIRO PS BT & RE
FAR LD FRPICROATNAAEO GAG 7 U T T AL ERIN L, TORE.
EEu v bR B HERO ECs ik [lpe/mL ©d v B MEP AT B2 Lic kY|
fafs b0 GAG 7 U 75 v ASEATE s vl
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3) IKO = 7 R AFEORAIER O THFEE

MPSII it X MBI B OERTH D 2 i, LT O % By - IR IS
Wy CEMN S, MPSTIOEEEF A& LTRSS ShE 28 /v 270+ (IKO) =7 Ak,
BEEMRI R OO S, TUICEEBE OB oM (BBNRE) 85 TR, Ui
BOMEORE, B#EESS T L, GAGIRE FEBREVSEOBEE RO b, Rl
ZRUEAREERFIRE CRO LA TV S, REBKIT, BRSO RVIED BIRANE 5
U EmERTE,

IKO = 7 ZRUREFAER (WT) < 7R (2 VL/FL) (8T 5 me/ke DA | &) 4 38 Bie
HLIEZAH KO v AGQFRERSHCI, MERSH I VR GAGEREIZELJUETL,
R R, EESERE L, WT < U R CH, B CIEAERNTR Y, SRR,
BESEELE. —H. IKO v 7 2AOEEEFHCIRRY GAG BEORE2EIRRDLN
Rhof, £l RELZ 4RHEES LE KO < 7 A0 GAG BIEI, KO <~ v Ak 5
BTRHEHSNZ GAGRBEDH 19 %Thy, WT v (KO v 7 ABEEOIE GAG B
™12 %) EREREFERRLE, ShE, REESRFUREICL Y, KO v 7 ARER 55
TR IKO = 7 AR & rets U TP, B, Ooig, B R UMD GAG B O Ly i
WD LB, WT = 7 A TRELERD bivehof, WA GAGEREIZ 2Tk, WT E
VKO + 7 A b S8R b s,

IKO = 7 A& 0.1, 05, 2.5 mgke XIS G ITAE) , WT = 7 204K 2.5 my/kg (3 IT)
idEE QUL A1 EL SEMBS L, RPGAGRBEZBIELLE DA, FH 05 XiX2s
me/skg %GBT, FEHMP AR CTRET GAG BEOHE LWVMETAED b, AERERT
% BOBERIE IKO ~ 0 AEER S HORY CAGIRE~N—ATF( »EDIRERTLE,

KO??R(DE)KK%&]ME)OH(N@ 5 (305 XiF1.0mgkg BUL) b5
VIR G PL), WT =R G iCElEE, TRAFAE 1E SRS LR DA, AE
Oi&UﬂOmy@&%ﬁf%me$Gﬂﬁﬁﬁ@ﬁ&ﬁ R bh., A2 EEXIEER
SR, WT =7 20 GAG BEDIVEE KT Uiz, 3, 7<SCOA& (0.1~1.0 mgkg)
THFE, R OVOLIBOMERY GAG BEN KO v U ABEHES I R L THEIRBE T L, &
BATHE 1.0 mgkg BECIKO v U AEMA L R L CHERET AR bz, Sbic, FFE.
DEE B GAGEER WT v VA L FRREOEBEEF TRT LE,

4) KO <9 AR AREDBE - AEOEE

KO = 0 A AR L Omeke HIEIRE, B 1E G2RD) #5, B8 G4 #5038
B (EF ED ®EIC LY. S BEOBEEMICN 23 2 0 EEHIC L 5 R B ETHREA GAG
BEOCHD I OWTERN LEE 25, REORE I FIXEZBEREC LY, RBRHEFCRNT
WT =7 A (SE) §F L FRRESF CIET Lk, BERSENITA 1 BHESEEORD GAG B
1 FOREFEIEWT v 7R (BEE) #HEFRETTETLERS, #E5,0 4 BB CREEH
OEEETHEML, H 1 B8O 2 8 HOFRERRE 4 ABIERD GAGEREIWTI v AL
AR E IR T Lz, BE 4 BHECIOEBRioRES BB LE, £, 8 #icvy
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ARER (FEORAEZEANLEBP I TOEEREIIE25) L. BN GAG BEEH
U b T A T AT BRI T KO 7 ASERE & il LT, FRRR, MR VR
O GAG BEAFZIETLCEY . LBTHE 1 BBE5ETOLFBERETARLL
N, BRI UIEETR 0BT, AROR 1ERSE, 81 BRUTEAREF L&
AR GAG BE DR BBV ER D Lk,

KO 77 ZCAE 1L.0meks #8 1 FDUIBRT, BEARET M RMESLLEIA, &
HEH EEAER S b 4 MRS % NS 24 AMORBEE R, R GAGEEZIWT w2 (#
ME) BEEFEREETETLE, $h. BFLEEEAYVDEZRICRENTC, 12 BT 24 BEA
RV TAEOE | ERUEEOBEN GAG BERFEICET LE. 860, IKOvT A
12 BT A 24 ERIRY BB IO A BRI e TR E B OB T A B A d o To it TIRE
BEFEECES L

KO = 7 AICAE 015 Xk 1. 0meke %38 1 B, 80O EEESEARE T 5 WA G LR, 015
mg/kg BHE LB 015 mp/ke B3 1 . 1.0 mg/keg 285 LIZBH 1.0 merke 208 1 BT
H 1B 015 meke 2R 1 E, BEARES U BRERARRERSC LY . WTho#S
ARFECHRE L DA, P GAGEEIZAE 1 0me/ke A 1 ERESICLY WT = v A (4
/R FEEEE R L, MOFREREBORT GAG IBEIT. SR IKO <= 7 RFE
BEBOELYEr-R, WIvrALD&EERLE, A% 1.0 me/ke. B 1 HE50 KO
o ARETIT . KO 7 & AREHS SR b LT, BB, BB DI, ERUUREO GAG iR
EEAMAZICIETFL, A015 RO 1.0mpkg. A 1 ERETIT. FBRAORIET GAG BERS
TICIET LA, Bl MACWDIE TR ST GAG OFEBESHED b, FBER
F T @ KO ~ 7 A SRR G BREE & el L OB S o e, BEEIIERAE
e o bhisiols,

5) IKO ~ v AFA R BIT 5 EEIEA

A RICAER . LB A OBIBIGE~OREBII oW TR AT, AR 7 A TR
MR ERERBCRETHS Z L0, SRO= 72 @ RO BER) CEARE S mgkg B
MR IR S, 4 EBOIEET | mg/ke OBRIRAREIZE 02 bhi, SEMBTH, KR
W EBED—EOF AR < 7 AEERR TR, WREER CERIET) ARERER (K
MR SAE T RIS ) 1B, 28 TR 3 PUAS, 3~5 EOWARPRGHRICIEC L, T
E+AHEBEREAED N LT, FEghiEntk,

(3) RITKAYFEETARR
BB BRI B S TRy,

(4) ZANEIHE

HEME S =7 oA POC A 0, 5. 10 BUF 20 mykg CRMBIRNNERE LEL 2S5, TTOL
O AVARBRBREKTAO S HBETEEL, ¥ COMEBRT, RE LEET SR,
OB R DB (OAEEcE S Te)  E R UEIR MRS IO T 2 RENIR D bhah ok,
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<EEOHEE >

(1) REOPRERRCHITTERIONT

AR AROPRMRERICRETEERC 2V THEERGROFEN GRETAH L5 H
BE TR R,

FREEE L. LLT o L D IZEE Uk, Shire HGT #HiT £ 8 FTdodu i sEBE R OB ER D Fst s Tk,
AREOPA~DAMITTEAEBOENTWRNI LS (TKT-110-99-010 45 E) . BAERR T
PR RICET 2YRITTB L TRy, Atto ) v Y —ABEERIC SRV AT H
VBT, ChE T, MERESEEIAE WD, SEABRLNAS Z b RO ERKEE
2 M6P ZBEERAR LTV 2 bEHE~ORERBELNA T ChALELZ LR TE T,
Ll 5DV VY — bAEBIEOBYE TN E AV EBROMEN L, ZnbORITHE
HERTWD, Thbb, MPSVIR- U AT, BEFHRER BIy o= —F b 5BIRAR
HUEHE, &% 2 BMECRBMEIYIAENSR, ZTOBREIMVIATNAL AL D EMNRE
hTEY (NVogler C et al, Pediatr Res 1999; 45: 838-44) . NHHIZ ALV VER DA S h AFEE £ 030
AT, MBEBMBEPORBE MPFBEEDF D /L a Ly 2 EZ RTINS, H
R L DEE 6 BEOD BN s = QESIRAR S A T - MPSVIE - 7 A Tt [
BEORIBEO< T A LLTRRE, 28, BRCEEL#ED bz (O°Connor LH et al, J Clin
Invest 1998 101: 1394-400) , £ D%, Vogler Hid, 7 AP =y FHEW SRR L CHERE
Pk e Lz MPSVIBRIORER Lizw 7 A, AR @~20mgke) #ECARICHE - TRESIR
WEHRE LRSI BERBBIC R AT iz 2 & %5R Ui (Vogler C et al,, Proc Natl Acad Sci USA
2005; 102: 14777-82), BERDELD AL, FEHR, 7Y 7HR, SEERTOEEEN
W Ui, -7 o= F—EE L M YAEE D CiX, DM © M6P ZH K +
BEORBEGEHETOBTAOL OGRS SEL - bichr, BEAHINESED 2 L350
EChot, $h, GHECEETHEEL aL-A A =of— ¥ aEEaiiEio L MPS 15

PR G Ll 25, EEZBICFEETLIED 2 %ABICR VAT E D EBHE
T % (Dickson P ef al,, Oral presentation at the International MPS and Related Disorders Meeting,
2006), ZO& FICREENTEFEIL. MPS I BIRE~0OEERED 4 5 Tho7-, 13 BE
DRZIZE D . GAG ORNTORERESF D SEEh, —a-— 1 NOEEELHBS0N
CIRERE V- VE TP SED I ERCEE, —h, REEEORG, XTI LTERLE
MBI T, B~ DM D IALBEED AVt d R, MW ERRA TO GAG KBS
BEDOBS OB ONAPol, BELY, M~ ENeBEEOR VAL IRELSE B
X AREREOMFIC L 0 EREND Z E BRI Sh, BERSITBEEEORIENEES
EHETS L ATRENE,

B, RIS OB & RO L 0 MiKMEMN 2 ia 4 5 ek, A EaIRiElr
BIOHRFEEBIEET SO TRRVE, FECFRLIMENSOBE TRV &, MK
FUEMAEET DO MEL SNAREBIZ DWW TIIRBEETH L Z L b, KB KR
FACFNT TR OV COFAII AR TH Y | A PHEMR R ~OHEEI DT
XA OBERNELN T ENbDEEL B,
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(2) IKO v 7 AGHERBIIBNTED LN AEFRIZIONT
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