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LRV<1iX, BREZ VTP 70 A9BROBEHICIEHE LA,
REORELBREY V79V ASE0BMCERLE,

6) ROSTHROMBORE (RSM/FEM)
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UMERSEATEIE I B 5 SE R RS R BEE RIE S 2h o LI SN0 D,
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{LERZSER LB EIC Y VEBESES LT/ BeEHE S & Shviz, S 4B/,
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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
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FAN, HDRSA T 2 AAT7 7 —8 (BETHEBEZ) & 13 7 (3.0mL) P2 6.0mg
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L OThoMELREER D, SR bhihok, i, MK, pHECHERIZ SV
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EEBOLE e (Tl L, AREEEL Y ES TR (Jesece—2) 2. B
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BRI TWA,
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FEREMIT- DO TR, THRABRRUSERAR T EE A TLCRE L b & S0 R
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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
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(4) fEHmE
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COCEENE ~ OB EERESEL, IS I0CCREINF LOTh S, USO8
HERE LT, MR, BB (7 F Feo?) | HERE 0 7 5 o A Fe¥DD*
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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
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EETHELE,
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mawr. wisrsnozgcs o T R -
w1 agormstzcov i L. - 27 A7 e T
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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
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BENTVD, BLOZEhh, FEOMPERIIFETEHEELD,

BT RS AMTEM OBRIC ST, BLEOREE T A LE,
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Dy, EREFWMECER T EAT RS,
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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
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5, BEEO LROMBFEGAZ 2 R TREAZRE U EBEORSHIOWCHB L, SERL
N FETOREERYBET 2 B8 ELERNTAL O RBTVWB L ETHA,
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oy ho187 8 B 2 TORBEGEORMER s T s, 2dlaRlRsE. BEEA s
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3. JEEERICETLER
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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

Bty KO < 7 AFAERORBICROTHTER, MREE, RRETRURCAREDL
N, MEEERAPIE XN TWA L Lhh, AROREREERY ) IERBIAILIT IR
CONT, BEFIEEELRATAL I RO

BT, DFOL D CEE L. YERBBVTE, FAERTA @ BREC B
~OBRNEENENSCESEChH AT OEERES S L, AR S mpke BIEE L, 2O
BB, Shire HGT #CER N5 < 0 KO = Y AMBOBRNE AV BRTCHED 3
BEChotn, fod, B 4 B Rk RAT, BRAEE, BRI mgkg KEFE LT, H
UERBRTRHLLAEBREFAL, BERPEEARESLEI LD, BRORER~ORER
oo it BRLTEY . AECHT AREEESES LTI LD EER D, EIL,
FEOBIRAR T IOV T, KO w7 ARUS =7 4 Pt LEE» DRFERH D Z L
BARTHTNE D b, SRBDOAEEEFRICIZEEREENES L Th ot
Eahjr, LI, BERRREL: OEHEEEL T, XETERSAERRRTIE,
TKTOAEXT SLEaT ¢ TEEheR) »0 1 #, TR ALERE Shion, FBEE0L0%
T et T b, T, BETERNTHY . BEELE-2TWRNIEMAD, Zhbo
B BT, SRR AR L BT b 0 LT LTV B, TKT024 SREBY Cri, B 96 i
7 pzascl~-12 Cuol-EEDS a3 H) Tho ARERTIEREC OV THR
TWENTNDEELTNE, T, BED L ZAKETHROAFIERAZII T 58%E 167 -
gtk 24 ERPERETHY . ShbONTRFERICE, BAEER MPSTHRBEHESN
7 2 FORLERESENTEY ., BEACBOT, Rl 2 RFFREONERETEN
el A8, PENTOBEE 30 o EMOESER OH SR 6T 5 B ERZ
sEETh o, 0l BB AL EEREBShE TECHD, &b, BERBOBHE
R A AR OBESVER OE IOV T, FREEEIRBNTHRESNLITETSH D,
BT < U ATEREBRI BN TR DhEEEESL., B5RK (p) CHEETLER
FRCHD . EECTAPREAIBRET 2 LRSI A 2 VT, FUELRbLE
¢ BILARTINEER L, L LAaRb, BERBIIENT S EU EOSREREERT
BY | EABERSITCVANEBREERICILELEENRTWAZE, hiT, 5 HUTO
BT ABERBOERMMBHEINLTOD I Eh, ERBFII OV, EER]E
BLoo, FROBEHEEZLTAILERTTELOTRRNEELD,

BLE. MR, ASKAS MOP BAK L 0% RSN L THRIEPICEY IAEND - LR
S EF B R AV BRI CASER I £ 9 TR UM GAG IRE DY
R BNIEs L, BRO LS CARRZEDBER TRVAS, AEOFHIEICSNT
BT BLOLELE,

(i ) ZRABIREERRAR OUE

Pors s aEs) 58
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<HEH ENT- TR O >

wUAL Ty PRI AR O T AR, RS TREE GRS A S — 0
R LNAMORIEER, BEIHRCESRHEL LR LAERR, PSSy axiF g 7 2108
THRBOBENRB SN, EERE D idursulfase AT, BHEMENERE (BLISA 1) (F
ETH I R ol X0 8E SR, idursulfase EHEL., BERARETHD
IR N - UL SRR TEES e, P
ERACEWE AV BRIC R AR PRSI OBEIT, HEY v F Len v
FTHESN (ERETH: Ay 2770 FEOBE., EREESEERRIC S RS
TRECEEA r—NORRAFEMD y M S 1/AMAr y b, SU/MAERR v FXUTHF
Army MAER &SR, AERE X EEMSMREEERTHL 2 b, BBIT e b
PR s, BREIREAT A &2, BB OO R ESE T PR R
nTng,

(1) % (4.2.2.2)

1) HEEE 53R

BAET o b G ULER) (AR (BEAm o b WN0O2* ) s 25 RUX 125 me/kg % BRI
ARPHRE- Lin b & | IETF idursuifase BET W FRORAEICI TS 2 ABHE D 1 L hEH%
U BRI THRERE (Con @ 1.0 %REE TR L, Con (BFEFIZ S DEH. SIFE
) IRE I LTI LA, AUCHIE B L ) SECRE B, 282 07 3
» A (CL) BENFLORRTO53£016. 041 £0.05 1024 = 0.02 mL/minkg T -7,
SHREOMRERH pw) F19. TR SLEROEINE L LICEE L, B0 005
TR (Vi) 13156, 104 BT 52,9 ml/kg & HECHME L b Ichd L, BS80S
() E3~6MERATHY . HELEETABh-7 (4321 1 TKT-110-99-009)
BRI (2 IL/RR) (ARl (B8 1/IHAAMAT » b LNO06* ) 0.1, 03, 0.5 K1F 15 me/ke
HEIRFIRNE S Ui & & IS idursulfase 32 VTR0 B EITIV T b 2T L.
BREH 10 BN IR B EE LT, Con EABCEE L TN LI, AUC BEEH LY
HRE AL, CLIEAMET 1.03+0.10, 118 0,13, 0.58 £0.26 F {1 0.49 % 0.05 mL/min‘kg
T#H27, tinwik 01, 03 R0S mehkg B (15 mghkg BHCOWTIZ S vt b R o M
FEnicZ EpBREN) TEAFR 42, 83 RU1229 4 & MBOEINE L HICERE L, V.
FL13.0. 84, 118 RUNT1 WiKE L HE & OMEBIIA SNt b ole, ty X TR ERORLE
B (hnpn) 12 I~485HCHY, BEZABRLLN o7 (4322 TKT-110-00-009),

2) FiEk5HB

HEVES L (4 303 6 L) 10ARH (R e v b INe02* . LNOO3* ) 05, 25 BOH125
mg/kg %38 1 (8] 6 0 BEEBIRNES Uk & & FERS% TImE T idusulfase 2R 0.5
BOVLS my/kg BECIE 2 MBI, 12,5 mo/kg B CIIERGITIER Lin, 855 24 RS T Gy
710 %UTETRD Ui, Con ARSI L THEM LA, AUC B L 0 b kX < 1

Plumarce) o4 i anct o N = W - 236+ 5 725000 0 3E 72 idursuifase B & L7,
TR U | R
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ML, CLIEFNENOHET05 2009, 0294003 ZTF016£0.03 mL/mnkg T ok,
hneiE2l, 71 R8s A& FBOHME L HITER L. Vel 93, 22 RU4T YidE & RO
BN Y & BT L, tnpid 3~9 BERITH Y . AR L ORISR bRd o, ERSIC
Yo TESTEITAX LT, EWELED bR of (4323 (4421) ¢
TKT-110-99-011),,

(2) o

HEMET o b (4 Do/ &) A (PSR, I7Efla o & LN002* ) 0.5 B TUM12.5 mg/ky
B R NRAIR S L, Bk 4, 24 KON 48 B5R) (FEMBROS) (0BT DT TR E
W L, MBS R (LAMEERETe) AR TTIRER 4 RMlICEREE T
L. FRlE. =9 DR, . BRUE TGS 48 R T L AR S, B5%4
BERRIC B C, IR (% 5E) BEbE - BT TSH Y L 05 RUV125 meke
BECE TN 112 BUNRS % Thotn, O, B, WG O BE. B (BREzE)
B ORI 38T B EINERIT 01~0.8 % Th-olz (4333 : TKT-110-99-010).

(3) fR@, HEi

AT MREEO MOP ZAEE T L CHRAN~RY AT, N VY —b HiES N
PR U Y e NAOIIARKSIEEBEFIC LY AT RET I B AERDL T b, AHEE
RN TEE, R R OB A RBITER S,

(4) F oI EhRERER
1) T ABOESERCET 58
O & 1/HHARRAD v FROFFFER T b
D—1 EPHR AT A—F CRETEE

AFOFE T » F(IN00S" ) & 025, 0.5, 075 XU IMBALT b Y T ATHER L L&,
crngainins s-onE heh I % 0 Tl molmol ldursulfase) 7543
B, HEED o b (4 TSARAER) 10 2R D O 2.5 mefke & BUEIFRIRPIES LI & & Con
i 52.7~74.6 pg/ml., Vi ii 6.1~7.1 %WEECHETHY . Y TAVROBBINILA LEBDHLA
Fpdsotr i, CL 1t 3 T LB S R OIS TICHE - T 0.57 mL/mivkg 22 5 2.23 mL/min‘kg (I8N L7

(43.7.1  TKT-690-110-02-371),

oL (MRS 2 U5 o L/IEARE ey b ( W7 | o7 AR E: [l mol/mol
tdursulfase) B OSHFZEM 0w b (LN004 | &7 A B & [lBmol/imol Tdursulfase) 1 mg/ke & & 12
2 SR T BRERS R A L & CL IR ENFR 056 RTH0.70 ml/minkg TH D,
MEE Ty bC 25 %aEAT LEAESEIRS bhishof, AUCHRSEEIIETNEN 185
U150 (g min/ml) / (ng/ke) . EMEHOL FFFEAR v bE L/IAEARAR » ) (90%
(EHEERS) i% 081 [0.69~094] TH0 . Foy MEOARFHRASERRD bhEhol, 2
i3, SEMENERICHESEITRD bR o7 (43.7.2 - TKT-110-02-002)
D— 2 MERPEECRICTEE
WG S A T,
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Mtk oA (4 PU/EE) (CF L/IMAEEa v b ( WNoos . o7 AEEE: [fmovmol
Idursulfase) R TMFZEH o B (INOOS") D TIBEEEBORAL S 2 20N E (T NMVESE
EU I motmol Tdursulfase) 1 mg/kg 4 HEREARMIES Lic & & 48 544 2 BRI A P B
PALRHLEERE (BREE) T, FIRTELEE 3743 %) 2oL, FoTEE (061
~137%). B (035~0.88%). FHi (0.07~030%) EUMME (0.04~012%) DETH-T,
RE. BRI SENETNTAOEEICLEERRR O bRk, —H., BHE., RV
SR A Eln I o7 B BRI PR, T EEE B lmolmol 1dursufase OFF
oy MIBEEBRO T, HI/IEAERe v FROS T S E I molmol Tdursulfase
OHfFEf Ty MR THEZE >, TREHL T, BEBCSYAREH T 7TLAEBEE
AR EE < 7 e E noimel Idursulfase DFFFLMA = v M 1 /ARARAID > b
&fﬁ??)bﬁ&%@ﬁ‘-molfmol Idursulfase DIFFEF T v MoK LTHEEBEICE N7 (4373

(4.33.1) : TKT-720-110-03441 (E4).
Z/oasaEsay b ( WNoos' | o7 AEeE : Ilnolmol 1dursulfase) B OEZEA o >
k (inoos, 7 AEEE & I moVmol lduwrsulfase) 025 B8 1 mp/ke. WONTHIT AT » F
(LNOOS YD P NVEREBORR D 2 ODHH (VT}P&‘PQE:.&@-mOUmOI [dursulfase)
| mg/kg ZHEME RS /> 2 7o b (IKO) w7 A 4 L/AS 128 1 BIF6 BE#RARE L
EE, BI/IAARADy FERUHEEA D v F(LNO0S ) @ 2 204 | mgks &BREED
ROy T X R Ch o, — . BEEA T > b (LN004™) 0.25 X3 | mg/kg B 544
OB STHICRBOTCH, HECTELE (FRFRS1TRU 458 %), fel v THEE (071 B
0.92 %), Bl (0.56 ZT0.75%) . L (0.08 X TH0.12%) DETH-T, 1 mghke BEZRDOR
TR UM I CRFSEA 7 o B (LNO04") O RIERIZE [/ IHAAER o v LV EEICE.
<728, 025 me/keg HEE CHEBRZRHED Lok (43,73 (433.1) : TKT-720-110-03-441
).
O—3 FUa¥I 2 Uhy (GAG) BECEITT B

BI/UMARES e >~ ( INoos™ ) RUHIFEEA =~ b (IN004*) 025 KU meks, JLUUC
B o KNS ) v T AEE E0RE % 2 H04E (37 4EE E IR G I novuol
[dursulfase) 1 mghkg ZHW12S /w270 b (KO) 7 A {4 LA (81 EE 6 EES
MRP9E Uiz & & FFEP GAGIRE R, W ThoRER CREEIZ B THEEX R (127.0 pg/mg
protein) ZH L THBEICEAS L (251~31.7 pg/mg protein} . BFAET> 7 2 (259 pg/mg protein)
ERRETH -7, BIES GAG BE LR EERE (673 pg/mg protein} (2 LTHEIIR
AL (44.7~52.5 pg/mg protemn) . PR~ 7 2 (433 pg/mg protein) & FFRHE X2 OfHEE T
b L, BlIE® GAGEEX, | mghke TROThORFIL FER (898 ug/mg protein) 2
R LU THECHED Lot oD (52.4~73.4 ug/mg protein) . BFAHI= 7 X (28 2 pg/mg protein) &
FIRREE & T8, 025 mehke (BFFEA T » FLNOOA, B 1/IHEBEREIC v ) TIHEE
eI A Lo (FhER 829 RO 819 pg/me protein), — 7. (DETCIEE [/IHR
H v b 025 me/ke RUBFZSH 7 b LNOCA" | me/ke 55 CHEETE (395 ng/mg protein)
H L CEB 2 AEL bR (28,1 B U29.1 ug/me protein). JRH GAG BEIX. WFho
RARCARICRNCHIREMEG 6 BER @ HARSRTR) T TREY L, o i

AR R ARl E R 1,
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RismgE L7 (4373 (433.0) : TKT-720-110-03-441 GREA0)).

@ EV/NMHENR oy FRUBI/MARMEE= v b

Mtk 7 % (3 VLR AURE) 08 [/ EEI o > b ( IN0Os' | 7 RS B lmol/mol
Idursulfase) ROVET/MARBEE Y » b ( W08 | 7 s & [fnolmol 1dursulfase) 1
me/ke 7 BESIRARE Uiz & &, 5% 2 EOEIRE (WikER) 3, FRTELEE (£
NFR33.6 RON373%) £F L. 0T, miF (70 RO L6 %), BIE (14 21013 %). B
(0.65 B TR055 %), Hif (022 RTAH0.12%), DM (010 BT 0.08%) KU (0.0 ZT0.01 %)
ORET -7, k., BB COLRTET v MNATEEERRO L, W5H% 24 B oE
sz (i 58) 1. FEcEE (FRFR9SBKN41%) R0, MiF (0.1 %ERUVEER
RaeE) . BEES (0.58 RUN055%) . BHL (006 BTF0.10%) . i (0.02 BTR0.02%) . Dhst (1
Fhh 001%) RO (WPht TETREM Thotk, FEEXUCERICIVCER v ME

SAICRE BB LAV E &R (4374 (433.2) : TKT-720-110-03-443 (EERO)).
HEMETKO = 222 (4 B4R @ T/IMARARAR » & ( IN00e™ ) RUEN/MHEARRED v
RO LNOO8" ) 025 BUF1 mwke % 1 EIE 4 BEIRERRARS Ll &, FETE, F1/
HHEBNEIo y RS I/AEABRT v b 025 mekeg BE5HO GAGEER., ThEh 323
J U8 367 pg/me protein. 1 mg/kg B5-4 TH 21.9 KU 25.8 pg/mg protein T D | #EEK R (137.7
ng/me protein) IZ% L CHBED L (BFAER <7 2Tl 169 pgimg protein), FEJETHL,
FIb BN L0 LIRS LA, EEAERA b M ok, BRTR. 8B /TR
Zio v NROET/AIFABERE 2 b &b 025 mehke CIEEZBVIZH AT, 1 mghkg T
DHUERRIZS LT B Ui, DTS L/LAARAD v b 025 mghke ZFRNT,
DR D R IR IR U TE RIS Uz, R O TR TICLD B RO L O ERE
A BN ot B T/ TMARAD v FROBT/EARRE 2 » FRITIWThoAER T
HERIT BN CLEERRERG bR, R GAG BE L, B I/IFHARAD » ET
SN /HARAESE T FOWTR L AEERFEORBEL B A LN B T/ IERAERE v P RUE
/AR R v P AS 2321372 < . | mghkg Tik2 B HBSH CHRE LR~ U R LFERE
Bk TR L at. 025 mghke CRIRIENHE L HAR e v A0 PO CHB L (4374
(4332) : TKT-720-110-03-443 (SERR7)).

2) B THRECRNER y—A0RiE Ay MEORR
@ % /DA = » P ECEN/MERFE v k

vt A (6 JO/EE) WWE L/MEAEM ey b (N7 ) RUEI/MAEARE v b
( LN00S" ) 1mg/ke % REHIRARE Lz & &, 5% 2 RORIRE (WREE) L.
CEILEIN32.8+2.5 BTN30.0+45 %, BIET090::0.18 ETF0.61£0.08 %, BT 059006
BHTNDA48 £ 008 %R TNEET 0.12 £0.02 R 0.09+0.01 %TH D | MEHERSMILE v PETHE
BILTNAEEZ bR (4375 TRT-720-110-03-444 (4.

M IKO -~ w2 (6 IU/ED) WE /AR > b ( N7 ) ROCEI/MEAERER >

R SRR T A e,
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b (O LNOO9™ )0.25 R OF | mgkg %38 | BI& 5 MRERHARAREG L & & RS GAG EET.
FIBACIE E T/IHEREAIc » PRUET/IHARES v FOWPAOR R0 C b IS
B LOREIZBD L. 025 mehke THE ARy 7 A L FRE TR L, BEcL. &
PSRy PROBH/MAERRED v hOWThOMABCENTLEESRICH LT
HEICES L, FUAMBAREE e « b THSKREESZ -, BB, 5 1/DRRYE
v 025 mpkg FIRWT, BERBICH U THEED L, Moy b ELARBKREERALR
P DEECIEE [/ITHARA D v PRUBT/HEARES v bW o HEICB T HL B
MBI LTHEBIZES L, fiay b b HEREESABN, R GAG BEZ, 1/
FEARA oy FPROBI/NIEAFE v bV b A RERTFN LB Z LR, 8 1/048
AEHD » PEORI/MEARE v MICRERERE . 1 mehkg T2 BHEREHTIX

HERS Lz, AR R OWR T GAGRER., B 1/OMARS o v PECEL/MBEE o » ME
TRETHY EBEEHIW oy FETEE LD L EZ2 500 (4.3.75: TKT-720-110-03-444
(Hl42)),

@ FU/MHEAREay FROHEAEED v &

MM KO <o 2 {6 IL/E) CHEI/MMHEMARE2y b (NI ) BOHEARER v k

( IN020" ) 0.25 TR 1 mg/kg %38 1 IR} 5 BIRERIRNES L L & 1 megke TIRER v b
EBICATE, B BRRCLEC N ThofTYS GAG BEAFRLRD L, FiETIX
0.25 mg/kg TH | mghkg LREBECREABLONE, BHTIE. SN/M4EERET y b 025
mglkg THERBDIH LN P00, BEEENRBONED b, BEE U
TEME b & 025 mghkeg CHBREDS L. RP GAGEEIL., S/EEREoy M &
OTIBARRE D » MEICRERE2 < I nghke TRAERSBIEBEE IR LRBREE T
B L. 2O IR PG U, BT RUIRT GAG EEITE I/IAERREz v b
BOWHEBRE y FATRAETHY . BBERAIAa v METEL L TWAE:E2 50k

(43.7.6 : TKT-720-110-04-607 (J2))-

HEME KO =7 2 (3 IR WHEI/IMARED v b ( N0 ) BROHRARER o
b LNO20" ) 0.1 XUr | mgkg A BLIE], 8 1 E)E 3 T 5 MKESIRNEE L 5, HER
Ol GAG IBE B L/IEARE s » FRUWMRAERRE e FETRECHY . EEEH
By METHEIL AL b (4378 TKT-720-110-04-609 (J50)).

Bt A (6 UL/ (B T/MAA AR 2 » b ( N0t ) BRUHERRFESE 2 » b { LNo20* )
1 mg/kg HHEFIRAEBE LI &, 057% 2 BEOEIRE #58) 1. FET hFh
365460 KTrA302+£3.0%. BT 069015 B1N0.62+£0.14%, BT 056007 RUN0.67+
0.10 %ATGIETO009+ 001 BT 0102002%ThY, MEBSHIIED v METENLTWS
LEZ bR (43710 TKT720-110-04-606 (7).

@ BUMEEARA e v FRUHBAREA T v -

HEVE IKO =72 (5~6 [L/8%) WEIN/IIFEARA D » ( N8 ) RUOTRFYS e »
FoOOWN02TT ) 025 BTN 1 mgke 3 1 MEE S ESEWRARESE UL, Moy b 2B
0.25 B OV mg/kg “CAFHE., MBS, BIER VLB OWTR OB T GAGIRERH EICH, L,

SRR R NS B E R 2
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T BETRBERTENOAESANBS O, RF CGAC BED., BL/IEMARE ¥ ML
OHIREEE o » M x50 < I meke THAIEBSHSICHER s 7 AL FREET
s L. EREREIRT R kS L7, 0.25 merkg T 1 medkg 1 E OB T A Db -7, Mk
DRt GAG RS /IR ARE o v R USIEMEAD » FETERTH Y, FEERA
Fm oy METEE LTV EEL St 4377 TKT720-100-04-634 (H2)).

M KO vy A (8 PRAE) CHI/EREE oy b INo1g ) ROWRMEA= » +
{ LNO21" ) 1 me/kg &8 | FIRMEEIRAERS Lz & X, K GAG IREIZIEHE T 600~
1200 pg/mg creatinine. A5+ & 2 T 300~480 pg/mg creatinine THERE Lz, 2 /A ARAY
e B BRUSEEALSID v FORT GAG BERFER 5%, BESICED L. oy bR
CEFFICHA L. 2 BEBRSREEAR R EFEERL LR Y TOES R
B54 3 BEE T L, B CGAG BER. EU/MHERARAR v b RUHRARAN 2 » b
MCEBETHY., BEESEHo y PEATHHLTWS EEZ bR (4379
TKT-720-110-05-635 (ll53))-

Mepk-w o2 (6 PO/EE) WHEI/HMAMAM e v b ( N8 ) RUMBARA > b
( LNO21* ) 1 mg/kg % BEIFARPIE G Lic b &, BS54 2 BHOERSE (WikERE) . IF
BTENPNRI3£3 0K 031433 %, BET082+0.08 X T70.7620.19 %, BT 0.64=0.14
B R088 £ 0.17 %R T 0.11 £0.02 R0UN0.12 001 %THho Tz, BETIERIRERARLCR
odb oo, MESHIEe y PETELEL TR EELLRE (43711 ¢
TKT-720-110-04-633 (II51))

ML (16 UG, SEMENERLERRS 1 Al aTe) B /AR » b ( INo1s ) &
oEREAT w B (N1 ) 1 mgkeg B 7w A SR THRBIFHEAIRE LI &
LE D dursulfase IEEE VTR O T v MCBWLWTS 2 I EE L, FERICHERS L., 0HT
idursulfase MEAFITHY 4% 24 BFR & Tl COMEE CER FIRARE TP Lit, G (Cow ®FF
R0 CHME L. b X0 mETEE) IS I/MEARA T v FPROTRAME e v bTThE
1 264+34 HTF27.5 454 ugimL., AUCe, i 1,376 £226 R U1 1,398 £ 251 pg min/ml., AUCe.ofd
1418 226 B U0 1,436 4 255 pg min/mb, tiponhd 187 £42 RTM 17724145, CLIL 0754014 &
18075+ 017 mL/minkg. VeiE 73414 BR6T£13%FETHY . W » MADORBERE S
FRA— BT EEERBRD b ok, £, BERETEREL L Cu AUCHL BN AUC &
BT v MAOENEMREE L KBEEMEERR (FDA) X4 ¥ 2™ ZHECTHE
L., # &wbtg mmm&WMmM@%m¥Wﬁ@ﬁ(mwm@muywﬁnmm%%

T%@\WTH%E%@E@®ﬁ@WT%oL(Mlﬂ.ﬁ@ﬂ%ﬂmﬂe
< S DHERE >

<7 L RE SR B RE -~ D BT 0T
BRI, BATOL T VRS R LY B, B, Ui FOBBICEIT S idursulfase D5

us. Department of Health and Thaman Services, Food and Dsug Administration, Center for Drug Evahuation and Research {CDER).
Guidance for Industry. Statistical Approaches 1o Establishing Bioequivalence. January 2001,
SRR VPR BRI S AR e,
"
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TRBRLD Z & BIE LT, ARANAORIS SR LB TROERREROTHHC >V T
REEH B R,

MERa . LT O LS ICEE L., BEsFoRarol, o7 1 #s 21 I wouo
ldursulfase DFEM &H > CTHIFRCONMICITEFE Liah-o i, BiE. BEECOETIT., o
TABTROENKECESICRBAHICEET L L BN, dusulfase O TILBES
DEBHIIS CI A~ OR Y AL 0BT, SRS & AT 2 4%k O TSR TR O
Bz~ DR BEDORE O, M6P BEEERBET HHROEEREOE N Y, £< OBERM
FELTCHDEBZLRTVAR, BEOL ZARMIC OO TIEFRETHS, —F, ERES
DERDP LI, RH GAG OETF RIS LEHE, v7amgoE- (I HR O
mol/mol Idursulfase) =X ABAIMOEIRD LR AN -7, EEBHO GAG DIETFAEEL
UESA it Il molmol Tdursulfase OFFZEH o o b i R Gl ol/mol Idursulfase OFF
KA ay bEEELCEBIISOT GAG B2 EBCET A4, g, BHE LR
S GAG DREDIZFBEEIBO SN Rb ok, HUEDER»L, V7 ABSEOENE0M
TP EIER ~DRBE P & < T GAG BREOEIZENRBE SR AL TR
& i lmolmol dursulfase BIED R X BHLETH S L BES AL, LictioT, FEHD
T NVERE BRI EEEORERN '] mol/mol Idursulfase) “CdhiLid, FEEI7LERES Hi-0
BHEFEEHLTTHOEELS,

B, EBRARBIC VT, VTS ROEVE., BT L 0 GO RIC S RIFL
e, GAGIREZFE L THEBERILILTLLEREATUA N D L) b, HEEICE0
TEEROCTVBREEY. Bl ShEHEL 0 ED ONEERENTERETE - LIt T
REGRREERNEB LS, L LB s, MPSIEE T, FFRCHEE: & 0IFh, EEE
RHIRME, . BEERLEE0H LY A, WEI GAG BNERTASELEEL, T
NEEBOEMER VLI RIETREIZ VT, XS BHIE D 5 = g
ThbdHEELS,

(i) FrERERALER O8RS

< SR EE oHFgE >

MPSI TH IO BENED TN Lt BSOS E T2l S i,
AFBABERBICOWUL, EOBRBECETARBROLRERIN TS,

(1) wEgsHuss @4 lssa-1s0. 4.4.13  JER354-159)
7y PRUHAZ 0, 5. 10, 20 mghkg & HEIFHRARE L2 BB T, WER LSRR
FETED LT, BRSOBIERIT 20 meke DL 1 &I Sk,

(2) HERSHFERE (4.4.2.1; TKT-110-99-011)

P00 05, 2.5, 125 me/kg A0 LT 13 RN 26 MAHIRARSE Lin b 2 &, #BEES
B OTCETOMTE S OEY02 TR & AR B E . 26 ARREE0 4
EHOWERLEOT, EUCHEEFRIRO bRt ok, 28, 13 BEELEU 26 @D T

31



m%uhwﬁ?ﬁﬁﬁﬂ¢5mﬂﬁmﬁﬁméﬂtﬁﬁﬁﬁ%éﬂﬁ%?ﬁBﬁﬁﬁnsﬁé
@¢%ﬁuimﬁfAUCﬁﬁ&bt@mﬁﬁﬁéhtg%%ﬁ%muumgQMmkE%%é
ni.,

(3) WiEFARE. PARNR
i X h T v,

(4) fEFEFeEEREE (4.4.5.1.1; TKT-110-04-016)
S R0, 05, 1.5, 5.0 mp/kg & 9 R (2B2aH 48R 1. REHAR R OSREL R b SRR
i*) B 2 Bl OEE CHitrER S L. %k%@%J/h&*mé%f A, Ty FOBRS
A BB EEOBBIERS LT, BERETHO—ENE. RRECOVTS
mg,/kg/.%u 2 B &l S,

(5) R

5y RO EE R SRR IV, RSN AR IhbDRER
Wb A RTINS e AFT R B S s, SR, v 26 B FRAR P 5
PESRBR T30\ T L ISR & TR SRR B T UL R ORAE( L3 3R B 75, AER
O BRI S R b O T SR AR

<A O >
%ﬁd\ﬁméﬂﬁﬁﬁ&%fﬂﬁ@%ﬁﬁowfﬁﬁfﬁtkféﬁmmowfﬁ%%ﬁ
oY ol
BEEd . LT X 5 icEE Lk, A8, KR CRELE SREA AN VER2- AN T 7 §—F
(128) L ABOBEETH D, FEHOHEEC &0 BRABIEEFT LV ZLTERM, LT
Bos T ShEEE R B O B SR A O REVE BN & MOz 2D EER D, T
5 ORBITERE LR o7, HERSEHRBRCTRELLERAHE (12.5 mg/ke) 2FHHS
t%ﬁﬁﬁ%%@mnwm)@2ﬂ%ﬁ&0\#@D@ﬁ%%ﬁﬁ@f@@ﬁﬁﬁéhkk%i
55$%\mﬁﬁﬁtmmm)wasmwg B 1 W58 PK F—- 7 OWHE (1BE. 27
EACHIE) 0 Coun F4G 1405 pefmL, AUC {39 1995 min-pg/mL TH Y FERSEEAER
@ﬂ%;@ﬁﬂ7w¢®$ﬂ@(1s 85 TR 176 B BHIE) O Cpg i34 18.8 pg/ml.. AUC
2% 1,072 minpg/ml Thoiz o &b KERS S SRR TOBRBEIE hOTRLYKE
R EEESRBIC BT REEEAEOEN TN D T Eh b, v h~OERBEIZ OV, B
£ Fokx AIBL N EER B, BB, AEEEICE LT, RERES B LT, B
ﬁiyh%ﬁmtmé%&wm&%@%ﬁﬁwmﬁwwﬁﬁmﬁﬁ5%&(%mmum>%%
mrch ., 2 ER B ERER Y RECEATECHD,
R v R Ay AR SICES L sz EA OEE L BT E BTREEIC oW TR
BB T b IR AR, 2H SR ERHT oW THIRER 8 B ERERIL. it B0 §HIR
ST B EFAES bRE L EL TN, L LK 5, BIRERE O ROV
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WL AR RS BRI O 12.5 mp/ke @ 26 MRS RHIZE B4/ AUC (82,775 minpg/mL)
Coae (397 pg/ml) & & MEEEESERD 15 mg/kg 85 TH O AUC (TKTOI18 38 25818,
3,177 min-pg/mL) . Coux (TKTOOS BUER D 1 M E, 185 pp/ml) FHET D & AUC 14 26 £5.
Coax 1A 2LETH 0 FEABRBH R SAERETITORATHA I Einh, BEROERM
RZERTDHEAROBLEIEMNTRE B0, FELELA, B, BTREBEOSFFE
%, BARBEEEOERIT, FEMOBRCARTHL B2 5, £, HEEEPOAEEY
RERIZ DV, BB TR, EOMICERERE L, RIS LT SERR S 57
E. BB RREEITOLERND D EELD,

4. FRRICBET 5

(1) A8EMERUEET S5 IEOWRE
<HEHINhEEROEE >

FRTHEROCZ RV BACHAZ LD, b FEREL LAY RS R R U
WA AR, OO RBR OEDFAEER (nvire &1y IWETABRIIERINT
VWAV, iE R idursulfase BT ELISA = (EE TR M G2 I oo/l . idossulfase I
iz, 4-MUF sulfate 35 (€2 TR oVl . BURS GAG REZSAFLAF LT
—aEEeE (EETE M wal) XAy F- L AREFECHESRE, LETH
idursulfase il (JgG. IgB.leM B U IgA) X ELISA BE, ok A — s VS ERBIKERE.
TS TR R B O R RO E R e X 0 M s T,

(i) FRAEMENER UHEREEARBHEOE
<R S BB OWE >

MPS T4 2/ & Uk ifishe 1/IAE30R TKTO08 B (335.1.1) RUXFOMMEERS 25
TKTOI8 RE (53.5.2.1, 53.53.1) | IONTHEAME I/MAEREER TKT024 35 (53.5.1.2) RU#
ORI 5P TKTO24EXT BBk (535.2.2) OiigEN B &k, k. BARABRE T TKT024
HEBIZ 4 4] (FRMERSRE VDT ZEREE 20 §EhThy., Ao D ERABEE2F
P3 TKT024 3BAKE T #8, TKTO24EXT 3BT 19~23 @SN L1,

(1) WA /ISR (5.3.5.1.1: TKT008)

5B MPST Bi@d 126 (FEI3 6L 7R 108 %x@2ic, AF015. 058
LS mg/kg ZEHEEICC2EMIZ 1B (88 26 AREIERIRAES (1 BRAESE) L.,
1 B @M% idursulfase B4 K OEESTEMATA Sz CRENRBAMEMIE 0 #), 3BT
W B /THEARA ( LNooe” ) OMER i, A OBBREI BT, ISP idusulfase
HREE & BEFIEM OWRBIEL L O, MBS idursulfase IREEIE, SIEHERTH (1 BRE)
i Crae /0L, 015, 05 BT LS mg/ke TECENER 12402, 58513 BT 185+ 1.8 pg/mL,

foo AUCotE 0.5 T 1.5 mo/kg B G2 FF0 708 £ 182 TR 3018 800 pg-min/ml TH Y. A
BIZHB Lo 2 &b idursulfase D27 U T T AT 1S mgke FCcERRICETA D L

"R A R A T
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MR X, 015 meke BCRMBHFRECTENKE ., L OF—FRERTHRIDER
RETHEZ A5, AUC R b g/t EXOMOBDTIRE T A —-F 2R HTHZ LT
& Aot fiED idursulfase L 2B THEL ., trantd 03 BTN 1S meghke #TER TN
135 £ 18 U293 £ 163 A EEHT- U O CL I 073 £0.15 X TA0.51 £0.12 mL/minkg, V13 10.1
£31BUN12.7145 BEETHo, 2B, FARBR T, RS ANICESRBERE KM
DN OHEEF AR T S CBRUE A B L T s, BRI TTER, FE, FEOM. i
WAgEs, IFHERE., FEREAFILENA LRI,

(2) #4851/ IR (53521, 5.3.53.1: TKT018)

BEAE L /IFEERER (TKT00S RER) OERITLA#ET Liosd (2 #) £X S, TKTH08
HBORSE (U7 AREFEED) (CEOSEAF 015, 05 B L3 mghke & 28 1 E
(i) RiEHRAEE L, 1 RUV25 A BB SRBOMTED idursulfase BE K CBERTEENFHE
Ehis (EWEEEFRAL 12 ). REEFERRT 1~ B L. TKT008 RIZFRERT
Infusion-related adverse reaction (IRAR) 234 5N BS3 BT ARl LETEETH
ERAEETHh -, ARBRCE, FI/0AM%A ( WINooe | Noo7" ) . 3 II/TFEH R
Z { LNO1Z® . LNOT3* . LNO14* . LNO15T | LNOT7T . LNO18* . LNO19T ) .
WERERA ( WNO21T ) BER SR, B OWBRFIZEV T, BB dusulfase BE LB
HEMORB TR L Ty v, MED idursulfase BEICESWTEH SN EHEREAT 2 —
FIEKAA—URO LB Y Thotz, Tz, FAFHESH 24 8O LE P idursolfase 742 R
WA, ELMER SR, ThOOREEN D, AFEEEERES CHIAERI
BT, BB RERSCI 0B LLRn I ERREINE, 2k, FRRTE, BRR
BRI 015 B 1S melkg HOWREICH L TREREN 0.5 mgke I DEZ LU0, 3
BEREFINCRN SN,

SRR R IR R R T,
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F OTKTOOS B U TKTOIS BE I B A BB A — %

HursulfasefiE
PR/ST A 3 0.15 mgkg 0.5 mg/ke 1.5 mgike

Crae {lgimL}

TRTOUSHER D 1A B (n=3) 118 +0.22 58413 185+ 1.%

TETOISSHEE DB R {(n=4) 1.17£031 NA® NA®

TKTOISHERDZSEE {14} 1.36 = 0.45 nNAY NA®
AUC (min -+ ug/ml)

TETOORRER DI B {n=3) Na® 708 £ 182 1018 £ 800

TRTDISHEOIAE (n=4) 245 + 156° 512+ 416 2679 + 1454

TRTOISHER D25E B {n=4) 210 + 75° 360 4 453 7T & [446
ty (3z) {min}

TETOOSSEER MR E (n=3) Na? 135+ 182 293 & 163

TETO1REE DAL (n=4) 280 + 340° 151+ 116 198 + 198

TETO18REE D258 B (n=4) 146 + 67° 109 £95 233 % 150
MRT (min)

TKTOOSFER 1B (n=3) NA® 138+29.3 276 + 174

TKTOISRER D1 A (n=4) 353 4 444° 160 = 84 i814 102

TKTOIEREE D25 B (n=4) 160+ 74° 137+ 45 196 = 78
¢ Gnb/min)

TKTOOSRABR 18 H (n=1) NA" 40.1:: 6.9 149 £4.9

TKTOISREE 1A (n=4) 33.6 4 23.2° 7324633 20.8+53

TKTOL8EED25H H (n=4) 32.0413.3° 5.1+ 464 182462
E#ikC

(mI/min/kg}

TKTOOSHERM1ME (n=3} Nat 073+0.15 8.51£0.12

TETOIEREE O IBE (n=d} 0.75 & 0.42° 1.69 £ §,50 0.67 = 0.33

TKTOISEBA D25 B (n=4) 075 £0,24° 1.56 & 1.22 0.55 % 0.28
Vi (L}

TKTOOSEBROIEE (n=3) NA" 550+ 1.4 3.57+09

TKTO1RRFR DB H (n=4} 5.6423° 29433 34+

TKTO1885: 02538 A (n=4) 4,64 1.2° 8A£355 33403
V. (%HBW)

TKTOOSES 1WA (=3} Na® 10.1+3.1% 127+ 4.5%

TKTO1SAER DI E  (n=4} 15,7 11.3%° 20.4 +11.2% 99 +22%

TKTO1834 3 D258 8 (n=9) 10.8+ 1.8% 19,0 £13.9% 9.4 4 2.2%

TEHE = 8D

BrERE S - BWEIEEM -dursulfise s LB T LS LA SRS I Hlem

Crax - HAMIEPEE 6 Oz)  RoREEERE . V. ROBOTERESHEH ; Ves (%BW)  (RETHIEL
7oV, MRT ; EEJZR W RERT ; AUC - JEIRJCIFMIZ SME U o i F IR 5 RA 8R4 FEGTE ; 5D« IEYER2E ; NA . AH
R B R ST -2 BRAT,

* LIRS TEREATN LR OB 0GB R,

PO OWRE T, BEEBEEAERBALTORD, PKAT A —F 3B TEAIok,

=3 5 e ldusetfasei A BB O 1= b, FREISPK T A —F 2B T2 THRI LI,

(3) WMAEN/MEFEER (5.3.51.2: TKT024)

BB vesu B ES o6 1) 2 B, B 4 AR ST ERSIC. AR 05 meke
2 LT o () X222 B 1 E R REoRES02WVER Y 7 i iE),
HHVTTTEARE T EMIC 1B 52 IBEEERRIRFES G BEAHEEE) L. 1RO 27#EE
D f{ES idursulfase R E L UBEEBEEAFME L CROEEFMFIE 8~21 4B/, &
BT, BI/T4ERRE {( LNo14 | LNO1ST . LNO16™ _ LNO1Y” . LNO18" ) 4
RS B a OFEBREITWC, BT idursulfase IBE & EESIEMORERITIEEL Ty,
188 (FmE) #5485, mEF idosdfase BEIT 2 AMEICHA L, He OBBRE BT by

"L R E R
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1130 43~35 HA T o7, MiET idursulfase AT A SR TR (3 BFRIE) 10 Cop I
L. RUNV27EE (B5EERMDRV) TEAEN 164 +055 BT 1.17+041 pe/ml, AUCh.
X 23482 BN 165 £48 ng-min/mL, tpanld 30 £36 U39+ 174, WEHZ O O CL X244
£0.97 1R 3.45 £ 1.03 mL/minke, Vi i 192275 B OR233L 108 %EETH D . BPEEIR
wERECIDELE LN D EAREESNE, 2. 27 HBOF—F AV CERE L EEEO
FWFRENT A F R L L & CuilEBAR CRER S TENEN123+04TR T 1L12+
0.35 pg/mL, AUCootE 1752354 BTUF 134 £41 pg-min/mL, tinp i 45+£18 RO 322124, FE
7= @ CLEL3.27+£096 B 1F3.64+1.11 mL/minkeg, Vo bZ 236 £8.1 RTX23.1+£13.2 %EET
Y, FEELFER TR LEERD LN 0T, REERER 24 BRERR U 27 BB %
BRIOITE T idusulfase DR R EN RV, Wb E L BN EN2don il bk,
AENTERE ORERS CHRFEPCERE L £ B L v, ELISA IT LA HIEEARENI
MBI RS TH - TSRl Aa bnk 2 &b, BEHPIC BLISA IO LTESHIC
T RO BERAR T Sz, BAA 4 FiT, FH 03 mg/hke BB 2 IR U T 2 HEE
2 ED T B, BARNER 1 D Cra (275 pg/mL) #3, 3E B AR ASEFI O FH#5(1.61 pg/mL)
LIOBEEFRLELOO, MEREHIIRRELETIRO N2 o, THREUSCEDIRE
THAEANERRNEGITHLOREZALR D o1, k., FEB T, BMEBRL AN
R UREREEICES<BIMEET T,

(4) BASET/MAGREEER 58 (53.52.2: TKTO4EXT [PIEIEEE))

AL /IR (TKT024 38R DR EFMART Lz 9441 (AZRA 4 Fliz 19~23 @ H
ECHRM ARSI, 0Smeke % 1AM 1 E (BR) &E2EHEERRARS G EHA
e L. 1 AN 18 A B O miES idursulfase B R UREREMERTE@E I N/ (GEHIHRENDN
WE 86 M), SR 1EHOREIDT, FU/AHEMREA ( LN018" | 1 LN019" ) RUSHEERA
AL (OLNO21T ) BMER ShT, FxOWRE BT, ED idusulfase JRE L BREM
DOWERBIIRIELL T, TKT024 Bk 1 EE R 278 E, WONCARR 1A E oW bim

£ idursulfase BE 7 — # BB LTV A 21 ) (TKTO24 ERIC BT 5 BRI bAV) %
WEATR S E L e & AR 1B O Coubd 123061 pg/mL. AUCooiT 198 + 74 g min/mL .,
timoght 56 £ 1343, HEHT 0D CL I3 2.84 £0.87 mL/mivkg, Vo Iit216£59 BEKETHY,
TKT024 S8R0 1 ROV 278 E L R L TAREZRBIRD SN o, Fi2, TKT024 R
B DA M L OO SER G4 BT 2FFSE 1B B @ Cup 1 1.20 £0.65 pg/mL, AUCq.,
b2 192 £ 70 pg-minml., tpanid 60 £ 16 47, EEH 2D O CL I 2.95 £ 0.93 mL/minkg. Vi id
243 £ 123 %EETHD, TKT24 HFD | HU 27 8B (BEREFEDL2V, FhEn 28 K&
TRI0GN RHBULTRKEABEZROLLL-T, —F, IKIVA BB TS ERHTho
WEEIIARR TS TAANRE S, 1B FUICEN/IREARA (1 Fi3 S &0 fgfrr
B RO Gl ABE RS Sk, MBI SE O Co LR AUC D BT EHED

(T A SAE I/ ARRAD & o0 BEEREIIE-Zh, 1.02 [086,122] RO 1.06 [0.87,
1. 28] TH Y. AUCHTit 90 BEHEER S AR SN EEECH 5 0.830~1.25 OBFEATH- 2

I ARBO LD CENES STV R, EITEHRC X D E T, RER SR OESE)
S R N SRR
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EOEEREEN I E < HELEDROREHERT L LR TER b EBELLRLTWVWA,
TKT024 73 1 H 2> & AR 18 B RIZHH TL Coaee AUCo tapn BT CL (CRIL T, Hifk
BRCHAYHRLAERTRNEZZENTVE

<A O >
PLEESEEI L D PBETE~ D BB T

B I idursulfase BUAFTIC L 2 RWEIRE ST A — & R ORRD GAG IBF ORI SN T
BEATATREE IR RE L, B LoEREBAT A L 2k,

FSBE L, BTFOL D CEE L, TKT024 35 (535.12) hwW¢, A5 1 EERWN
27 HHOWTNC S MERB A BT R 2 23 PR REI. FERRE L EmipEE - OEis -
VTI%LKQE&Q7 HIZBWTHEBHE Tho 8 Bl Condd, 5 1 BE LB LT
27 BT 0.69 pg/mL (40.4 %) Bid L. BUREEMEH] 15 $10 Cou b 047 pe/mL (285 %) b L
oo El AUCoO 1 Cone & FHETH D, HUAIBMESIT 904 pp-min/mL (385 %), Hilk
PRALBIT 65.6 ng-min/mL (27.8 %) P Uiz, ME &7 0 © CL IZHKEEAFIC 1.47 mL/minke.
BUARRIESIT 0.71 mL/min/kg 3800 U, b RPLEEBMERI T 158 4. FLERIRMERI< 0.1 28R L
T, IRLORERNG, ARRES 1EEND 27 BEICH DIV Con R U AUC. DAL,
BERACEERI MDD LTSN ThH- b D0, BLERME & bk L CHARREIC BT 2
BT ORI E D> T, FEREF 27 1 BB 5 BE8EI 50~200 ThY . =~ o
m%wffﬁﬁ@%%ﬁﬁﬁwQWEUMEMm%%#kW&TéﬁﬁiW®%ﬂ&motu
FEh, 53BA (TKTOMEXT ® B 1ARB) KRIHAERBEOFEC»»H LT, EMERE 45 2
S FREFEROER R Lk, 538 A (TKTO24EXT 548k 1 @ E) (CHAMIS 800 & 1,600 T -
TRBE RS DR , BREE AT A —F 3B S T, Filkdl & e b o
B OWCHRRIC T 5 Z B CEadhotz, —F. BE527 BEICBT AR GAG B, B

RIS & Bl U CHUER R T L D K& < ;‘f@’w L, FEEERESLhIoT,

Bsi, Ex 0B L D ABOBYEBIC L X BESENTEY . Bl ahEF
— & TR, #%%%@%&%fﬁ@%%@ﬁ%h B SEDHERCHEMOFIZZBED
EOBBIETS 7 — B30 Cikvwien, RWERRCHT S GO BETHE TRV
BXD, Lo T, AEOREZL2HEREFOBEICE L T, BRRRECHEEOH
PURETEEHOBAP L LB TELERN DD LEZ A,

(i) & 2hitk M R A BR R D RS

< SN ER OB >

HIEEE S LT, WA 1/D AR 2 38 (53511 : TKT008, 5.3.5.2.1 : TKTOIB od bR
B, EAEI/MEER (53512 TKT024) BRUNEAELR SR (53522 « TKTOMEXT
OHRERE) BEERE LTERAACEY A7 — & & LT Named Patient Use 305k
(TKTO3INPU) (A0 L7 B A AR 4 BIOPRIEE (53544, 53545, FHTHT5
AR T D Japan Elaprase Treatment (JET) OFhERE4E (53547 BB SR,
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(1) HiHhE [/M4ERE (5.35.0 : TKTO08< EEaHERs : 11 AW >}

AEA MPST &% (EAmmEmdr 1 83 . 5 12 8) 2xigic, FElozet, FHERT
B RET A0, ST R REEA TEERENLESBRAEE SN,

M - BB, AH (015, 03 RO LS mehke) 77 B E AREHRE T 100 mL (ZHR
L. AFBHL0.15 myke & VB EEEL, B5% 7 REOEEMEERRE LZRICRKR 05 &
TR 1S mgke BEREN, 2BH T LI T TRIESRARE & &, 5T 24 A
ML AR, (EEECoLTH [ (i) BpeitREBiiRolsE oBEyRBOI L)

tadm Easin) 12 45 (REEI ) S, BeMRUHEIMHORITHSR L SN, B, 2FR
AABOREERT LI

COE(E (FHEHBHEE: 1o/mp creatinine) FX, 0.15 mg/kg #-171.0+£50.59, 0.5 mg/ke 23
181545021, 1.5 mg/ke BE-2602+£9747, 77 EFEE 4427463 ThoTo,

S SHIEE T A MRI T L FIREEO~— 25 4 b 4 BEROELE (FHE
+ A HE(EAE) 12,015 me/ke 18.4 + 46.57 %, 0.5 me/ke BE-42.0 £ 4.83 %. 1.5 mg/kg F-20.8 4 12.41 %,
S5 RBEO4 £ 6 T8 % ThH Y, 015 mgke BEOZIEM Lo, MEERT., 0.15 mg/ke ¥-10.64
2057 %. 0.5 mg/ke BE-22.3 £6.69 %. 1.5 mgkg #-9.0+£1560 %, 77 EAFE0.9+£11.93 Y% T d
i HHSEERE%EVC ¢ 24 BEIREHR OB E (THEEERE, %) 13, 0.15mgkg 93
L 737, 0.5 mg/kg BE-1.06.08, 1.5 mekg BE 474462, 7T RF-87£874 Tholo, 2B, 6
SEETRER (MWT) ToOHATHEED 24 WA SR OELE (ERECEERE) X 015
mg/kg 2£-28.7+38.03 m, 0.5 mg/kg B 8.04 64.21 m. 1.5 mgikeg ¥ 28.0 £ 74.00 m. TR T
£0234m Th Y . FEIOBITESICHHT A BEITRAL P CE Rl Shit.

HEEs (EEREMBYEST) 3. & 2ATRD bhH, PR UETHIEIRED 5
Ao t, ERELFERST. 015 meke B 1 H1 (FZE) . 05 meke BE 2 4 (RBATIE - 1
WA EETE « BETVENE - AR - WD 0 3§10 8 AR b, IR URERARER AT
EEBERTE SR TOAZNE, W bAER LUTLERUERIE LV EE L. B
EEROTETERNEEES LT, BN (GEREERELET) X, AHRET 8%

(8/0 1) 73 1< 0.15 me/ke B 373 41l 4 £, 0.5 meskg B2 3/3 #7129 #. 1.5 mo/kg #F 2/3 #1140 {5 >)
Wb b, TRESE, LToskY) Thol,

0.5 mghkg B | CSmgkeBF | 15mpke EEIWEST 7GR

BE 349 5 247 3 ¥ 54k (35.6%) 8

%0 LB L 289 # | 38 (333%) 10 o
Edise 181 Z ) 8 f 34 (335%) 9%

B IR BE: 27 3 (333%) ek

BEEDE 38T 341 (33.3%) 7%

5B 24 4 1 I (3339 64

ik s ot B 11
I tE et 1L

23 B AL DIV, 0.5 mekg BE 1 AU BEOBBRENSHEO ORI, BEL
¥ BEEE (Infusion-related adverse reaction; AT IRAR} i, 75 %9/12 i 74 45 (0.15 mg/kg
52273 B13 £, 0.5 mpfke B 33 41120 4, 1.5 mo/kg BE2/3 140 P, S FERBE 22 B2 ) IO

* o amhe e Ty D e . % =
STHORGRIG AR R I B E A T,
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Wby, 16 05 mpgke H 1) KEEOESBEO LR, TOMIBEITEET
HY | AHRIEOR R ORIEIC LV EHEAEETh T & i,

FENCHTT D IgG FURBAEE (ELISA 34T CSA FEEHE) 1t 05 meke BF 2 6. 1.5 mg/ke ¥
36ITH Y, LE SURGBHIIIRS bhizho iz,

LLEEVREEIT, A 05 RN LS me/ke B 5 BT 015 mefke FEL U LA DMHENE . BIT
NEREETRLUEEER L

(2) WA 1/ IABREEAER (5352 - TKTO18<  SUEREIRY < 548104 A" >)

TKT008 REIZHAAN B MPST 8% (BEEMNLE 12 §) s, &8 (015, 03
BT L5 myke) ORHBSHOLZEY, oM ECEDBREIZOWTRET S, IFERR
B ER I, BEEHoT-FREHS L,

ML - BB, TKTO08 3RO R E-S& | 4K 0.15 meg/hke, 0.5 mgkg Xi2 1.5 meke
PABAEACHERL 100mL & LUHREIC 1~3 BRI CARBRERAE L L Xht S5

12~13» A% I T 015 myke RO 1S mp/kg HOBESES 05 meke 0L, BE
FRE S AR 0.5 mghkg DIFBBEER ST PR TWD (EPBEBIZ ST T (1) Eipgh
RO oEEEROZ L) |

B SAEREL 12 4] (0.15/0.5 me/kg, 0.5 ma/kg B8 1.50.5 meke BG4 51} 2408, et
EOREDMAT S L S,

FEFHEEH (BB s B F—spo b47 3 THS TKTO0S B~ — R T A BN D
AFIBeE 30 2 A4 (TKTO08 3Bk 6 W AR T TKTOIS 3B 24  A) DR GAG BEOE(LE

(E#HE =AZ YR ZE; ug/me creatinine) . 0.15/0.5 mg/kg BE-266.8 £112.05, 0.5 mp/kg #£-1974 +
55.99. 1.5/0.5 mg/ke #£-2729 3 68.67 Th o',

BUMREEIR H GURBIMZES » Atk T —F h v b4 7)Y THOFBERON-RA T 1 LD
FERE 307 ABOEE (EHEEEREE) 13, 0.150.5 mgkg 8-28.6 £4.94 %, 0.5 mg/ke
FE-39.6 436 %, 1.50.5 mpkg 85-34.0+8.13%TH O . JREER T, 015/0.5 me/kg BE-37.8 &
10.72 %, 0.5 mg/kg BE-32.7:4 1032 %, 1.5/0.5 mg/kg B¥-42.127.05 % T o7, T, %FVOE
(L& (VO £ HEREE; %) 13, 0.15/0.5 me/kg BE-7.7 +3.06, 0.5 mg/kg -2.0 + 1.00, 1.5/0.5 me/kg
FE10551202 Thotk., $7, SMWT (231 28T 30 7 BB 5B 0TE (EHE L
PREEMRZE) 13 0.15/0.5 mp/kg B 13.0£62.75 m, 0.5 mg/kg B 357 £34.65 m, 1.5/0.5 me/ke B 57.7
+£9981m THh v, HEHILHWEVBROLN,

HEES (BHFETERYLET) i RRMeIEs s 1% F—2 by b2 7). 12 FL2EICE
W HNz, FETHD 0.5 mg/kg BIZ 1 HRO G, FEBCERT 3 EEOSIETR(LER VTR
RETHELAHL, AEREN L4 ERCRETREC LIVET L, BEBRIITESRT
Vo, BEERTESRII, 01505 mg/ke B 1 F (B - A50BET; 0.5 meke 858 2 4) |
0.5 mgikg BF 4 4 (PEAREEIE - FEUL K2, BRIRRA, MRRERIE, BER) | 1.5/0.5 me/ke BE 3 4 (3%
BAEIE - U2 - EERRE, Bk - MEIR, /g5 - FERERE - Big: 3 418 % 0.5 me/ke
L E) (TEOLN, 05 me/ke BFOMBRER 2 6 (A0 EHr I BREXEBEE. WThbE
18) k., REBRISEShTHS,

H et o A kg ] . =
TR G I P S s R
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RIfER (BIRRFERE 2T 13, 01505 meke B4 41 11 ., 0.5 mg/ke BE4 4148 4,
1.5/0.5 me/kg BE 3 61 19 T b, EARFSKIT, UTOLBEY Thot,

.15/.5 mgrkg B¢ 0.5 mgkg TF 1.5/0.5 me/ke Bf HE
it 23 2510 205 8 64 {50.0%) 18 4%
HREL 173 4 11834 L1 3@ (25.0%) T
ER 0o 3 4 8 22 54 (41.7%) 10 %
SR 22 & 2143 # oo 4 (8.3%) 5%
PR R oo H 2 4 4 1401 4 34 (25.0%) 5

IRAR 1%, 0.15/0.5 ma/ks BF 4 41 10 £5, 0.5 mo/kg B¥ 4 5 46 #F, 1.5/0.5 mg/kg ¥ 2 1 16 £FIZ58
b%ﬁﬁﬁ\%<®¥%M@ER@*%§T%@\%&%E@%ﬁ%ﬁ%@ﬁﬁﬁ;@%ﬁﬂ
BETCH -7,

AR £ 10G FLRBHER] (ELISA X% CSA EE#R) 1T, 0.5 me/ke 53 . 1.5/0.5 mg/kg
BE3WITHD . REHEBHEEATED b2,

S F A Y OTEIOS < i3 IRAR & HIE S, EENRE CELMCHEIZED bhi
Wk ERLT,

ULiDW%%H\K%®E$ﬁﬁ§%f%bsM%H@Kﬁbf%%&ﬁﬁ&f%é&%

P sNAEEHA L,

(3) ¥ESMEU/MAEEER (5.3.5.1 1 TKT024 <R 146 5 A F* >)

MPS I B35 (AR fik | BE 30 41, 390 A1) SR, AR 0.5 me/ke & BHTRERE
LB A AR S BRI A, 7T A BEER L T SRR
o S SAERON T ME AL, Aeds . AEBRIC BAABE 4 FIBERLBMNL TS,

Bis - IR, A8 05 meke XIET T AR ABEAKERC 100 mL IZFR L, BIC1EL 3
REREAS T AUB SRR S L &, FERENE 52 B & Shit, s, AHIEEE T AR RO
75 B EREICRE S CEOBBERBEEC OV M(§) BRRRDIELORBRRS

FRBRAROME] OEEZEHR)

E iSRG 96 Y (EEEE 32 ). FREEE 32 . U7 EdREE 32 A1) S e R T
HEOIRAT S C o, FUEFIITEARE 1 #) (WERE 12 BRICFEREICLYED) . 77
wREE T (34 0 B E% 10 BRICIHAKEERIC LD OF2FITHo T,

LT A T D 6MWT OFTIEEER U%FVC DA 7 A 6 53 WO Bk O
RF LR AN S 2 AR A D7 (T EERE) 13, FilEE 69.8 £7.03, WA 545
+677. FHEREES0S£8.07 ThY, HERMRURBEEL 77 AL DE L 95 BEHRKR
I (A SRR 77 e AROLS THY | SBERBIIERANICER) | AT 19.02647

[5.99,3193] BRUA129+6.17 [0.51,25.22] TH Y, FERENBDO BN (5B, HUE,
o 2 T A VRS QERS R OEREE R 07 B EFE Lz ANCOVA, p=0.005 R U p=0.042) %%,
VR N RED L ORI EERERRD bl bot (p=0133) ,

BINEEEE Th O MBREO~R—AF A »iph 53 BEE TOEBRIERN-257 +
167 % & 7 517 458 0.6 £ 1.68 %D3ENE-26.4+2.24 % (95%EHEEM: [(-30.85,-21.85] } | @A
BE243 = 172 %L 7T AR EE-0.04 £ 170 %OZET-243 £ 234 % (95%fEMKMH: [-29.00,

RN L B B R R T,

40



-1959] ) CEECEY Ui (RGEE, #0, ~— A7 4 CEOFEH, REEEL 227 LUW
MBREEEZET & L ANCOVA, #hFh p<0.001) 25, iR - RARNICIIE S s
EAYSY AW/ /LY N

RPGAGEBE (7 L7 F = HiE) o {bE GEEE(LE T HE - 1ZHERE5E up/mg creatinine)
WUT L, fiEEE-2249 42210 & 7T EREE 50.6£21.29 DEIX-275.5430.10 (95%BHHR A
[-335.82,215.25]) FREEE-166.6£2070 & 7 T ARBE 454 £20.77 DEFT-212.1 +£28.82 % (95%
BRRER: [-269.80,-15432] ) LHEICEY (RS, MM, ~—A 7/ CROER, KEE
A T RO GAG IREZET & L7z ANCOVA, Fh¥h p<0.001) L, E7-EEE-209.1 =
1647 S TEEEE-162.5 £ 1595 DFE-466222.08 (95%EEERM: [-90.79,-235] } kiREtEey
WH BRI R (p=0.039)

HEEZ (BAREEEZYLED) 2, SFH2FTED LN, AR 2 4 (FEH: §
Bl &4 | ] <BRRA > 7T vREE 34 B 1 H< VU PEREERE >) KRD 68,
WL ERBRIEIEESRT WS, EELEEERIL, BHF o0 (ERUERER, IR
4. FELT, BEYE - RERREETR S, KB, 77 —¥, EolE - B, BIRER
B, BhEERRRE - LEHEME. FARERTR - FAREIEREL) | BREEE 8 4 CFEENR - et
G« ESMEERMIE - B, TF /A FER - BHURK, REYEEROSHE - B~A=7, B
- BIE - ERUH A 0HE. SR B - BIRSHIT R, BB [UE SR, BIRERIRA) |
A H (B, BREEES - LAFERS BHEEE - B - 300 ok B S ER
MEE, FRRERIA R, Lo hBREMEME - BT, BE - =T - BiERHE, hfEk, B4
HER - KBRS SR 2IE - 77 P sk, BIRERARR - furh 2R EREN - &
WIEM) R Lh, EEOFT /¥ | fIRUKERE 1§, 77 2REORS 1 HILL
AORERBBERE, WThbTESH TS,

AVER (REERAEERE LS 1. EETE719% (237324 | FERE 7S % (243241 |
T eRBTIO% (352 F) CBHbh, TRERTTREOLEY Thb,

HEESR | wmhE (R 75 - IRRE
k] OfF 144 | e®1TH 8 17 12
FE TEISHE D THIIS 8 & 24 4

FofEE | TH2 8 44 TH 3 64
EiE o6l 448 5 6 g4

S | SEI0HF ] 4 04 0%
b SRR 21 {F 6 423 4

IRAR i, #FREE 68.8 % (22/32 f1202 ) . FRMEEE 688 % (22032 fl 145 1) . 7F &4
S 635% (QUB2E) EOLNER, TOZ{ABENIPEECHVABREICL D EHETET
hot b ani,
BRMEEETITEER219% (732613 4) | FEE2R1% GR2F10#) . 778K
BE344 % (11324132 40) il bhl, BEBHROTF TRV EARTEERY L, aH5
125% @2 @74 | BERIS6% M Fles) RELLh, BELHEShEORRF
ECYNEAENIETRY, BELY., FOMETTRTEETH K,

AR GRC BT BARFICHT 5 g6 BB (ELISA 30X CSA FEREE) X B 469%
(15732 4)) . BME 469% (15324 Ch v . IgE FIEBEEAITRD Lhvid»Tz,
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P B Y, BHRRERCLERICHEEMICEREOH I EHRRL 6T L
St

BLE L b BEFE, A 05 meke BT EEN L L, FRBER S LRS5O H D E
AR R L RERHEA L,

(4) AT /MBS (53,522 : TKTOMEXT< LBAIHRT - 3411 AR >)

TKT024 BT AN G MPSTAE (BEEFE 04 0 Z5dRIC, A7 053mg/ke & 1
EIAE . 2 ERERE U BEOEDH R OEeR M T A, IFERIENEERAERE SR
Ty, PEEHOF—F RRILANE, ok, BAASRE 4 F15, XKL TKT024 B E
AL, BlEEEE TKTO24EXT REBCHEML T D,

Rk - BER. AF 05 mehke HARAEHT 100l AR L, 3L T 1IEE, A7
BIRNIEE F X, 2. 1838 B E TR TKT024 BBk & B UlERR TS . BhLIRReRE
OHE B QESSETRETE A I & X, ARRASE | ERORSRT T, 38R,
S, BREEESLVERA Y v 72EBIC TKT024 BB CoREEL M OET, BEMERT
HIED S A TAEBELE & Snd, 28, BEAAMGEFICOVWTHE, 19~23 BHET
TKT024 348 b 7 UM 5 &h, T, AARCESVT TKT03INPU BB BT shie (B
g o T () EEERBREOEE ORESEROIL)

s Eys e o4 6] (TKTO24 388 : W3 31 4, ERE R AECT Z 2R3 F) o2
ATt N U S ORI &R & S,

KERBAILI0 ) B =Ky AT ENE 36 HBETORY GAGIRE (LT F=H
E) oz, TROEBY ThoT,

§IT i 1
H
G ,,A %,
. T, _‘?v,_“.,,._.xé;a. .

e qu..- vu",

i

Bep GAGBE fngimp creatiping

{; -
"y LS ? kM S S G Sl A Sl Ak e S (e S MM ML AL et et S L S e
& ) T3 & g 4% 3] S 18 27 B3
TETO24 #.8% YEEE THTOIEXT il
By

TRTO MRR R

B R CAG S OEBEEHER (TKT024 RUVTKTOMEXT REAL V)

HEES (GHFAEERELET) 13 GRS LFes A% F—Fry b47) | M EAIRET
s e (TKT024 S8R « st 3131 4 776 5, BEomBE 32/32 41 871 #F, 77 B4R 31731
841 £ . FECSHIAS 14 (EEEE) B BN, AF 8 R FHAENKEREILSIYIEC
LA, BHEMEREEEIAL TV, BECHESDESLEEFERIL, R 6 (RN

A R R T e



FR 3G, BERE. Booro T  BRERIRE - FIREEE - WIRRE, v - F
REEEY., SHES - ERES, BN - AT T AEHE - Sih. BIRSERT S - B
FECIET 240 - KEIEMERZ) | [REBES & CHFHED - BRFNHTR - SURERRY. iR
Pt~z 7 - GOBE - RENR - BERR - BB - AR, BENSERER, BIRENT
B, FREEGERE, BEBRhER BEPEL, ERR, WREE - =T - B
EMRERR) | YO AR 0 (LERETE. 2B~A=7 ., B - R - R~
=7 - MpERE . BEEREE. EiE, BEE. @R EE R - RELENR BIRERCT B,
EEARL) Thy, BRES (EEE | BERCEREETRR (F7 2408 o3 st
OEHEOERBFEZ. WL EESHL TS,

BITER (BEPEREMEY L) 3, FEE 1431 4131 4k, BER 153261014, 7T
REE 2331 202 HHicED b, TLELT, T AE T, BERE S 54, S e 12
HEOATEES Bl 224, W A 22, FOERE4 B8 ¢, EEETEE S S, HE3 48
PEABME 3 B4 4 BEMES T3 FI3 L BEARTEAS B U F. TRH3IF4ETHE T,

IRAR FZ, ISHE 1231 ) 114§, FRIERE 133261 79 ., 72 BRBE 2301 #) 191 Bic@@s b
hiz,

TKT024 B K OF TKTO24EXT %38 U CARIC w5 oG FUEEHES (ELISA XiZ C8A & &
) k. R 1531 B, PRIEEE 1532 T RFEE TSI EITHY . B FEBEAILEED
Sideiaoin,

AL ZNA T, BRI 4 GRREIH LS, ST ERE 2 1348, BRES
64 (FEEFEIR4E, T ERELH2E). BRERE I H1E (FFERE). BBRO5
28 1 (B PIs R, BRAB 2O, T EHABEAF M), BERmERR 1H#E (E
WE) . BEMAMERET I/ 1 (FF7 R ZFHOh, OThbEEXEPEECThHo
2, FEERSTEIANTEL S, FlBCEE LR BEAL, T23TIRAR LHIES
NTWE, Tk, LENFECHE, REEE, LERE. DEREE TES LA ESEDLE
N, BEEFEAEEENT. b RAR YHIEXRTWD, ToM, B EHEL2S
EEREL RIS STz,

BLE &b 3L, A8 05 meg/ke O 1 BlRREHFRARET., B2 TEUTHHEELLR
HEEBMBALE,

(5) AHICRT AEHRE <&258E>

1) TKT024 SRER D b Ok 4B (5.3.54.4, 5.3.5.4.5.) : Named Patient Use 55k (TKTO31NPU
BB < EBIIN 2 Py b YR A AR EG s A, Rt SEMIAI0, Hig'
D) >

TKT024 RER S Liz 4 B BRABEIIS LT, AROMEREMHERE (GCP B LT
Wiy AfThody, RERRTO, ARTETOREY — Y (REHMIIXIEHA) MEEERE,
M BRI, FF 05 mp/ke 2508 | [B 3 RSN CABERIRANZ S & Shu/k, TKT024 &3
BRSO 4 MIOERIILITOEY Th D,
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% TKT024 RGO R NEEYE

WHREES HERE x| A E & EBREEE | WVCEEE | sMWT HEE
%z 7S AaT" AarH
No. A" FFER = Az | e (o 3 7 1
No. B* fe=Fy ] i1 B [ ™ [ R & 3 3
No. C* EE ] i+a | il R 4 Z 2
| No.D* 77k E Bavg | MR [ &N 4 2 2
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MPS 1T BT . 4 AR R OB 0 7= 0 OB - E ORI KIERSREA 6 U A7 2
B SRR R R EIER IR TE D N, OEBEOETEIESHATIEET
XpLo, EMSMEBE (HSCT) RAPEREEROELEFICE T, SIHEORIEHRU
CEREGE STV A (Shapiro EG ef al., J Inker Metab Dis 1993; 18: 413-29, Hoogerbrugge PM
et al., The Lancet 1993, 345: 1398-1402, McKinnis JR ef al., J Pediatr 1996, 129: 145-8, Vellodi A ef al,
JMMMQMDHw%ﬂl@&MMQﬁ%%ﬁ@%@HﬁﬁK%ﬁ?%%t%@\mAﬁn+
DELFEC L A3 10~25 % TH Y . BALGHHEL LCESTR S, BEBEARE, BRET
O A A b iy D (Hoogerbrugge PM er al, 1995, B, SRR 2003, 46
2003-2009. Vellodi A e al.,, 1999), HHMEE LCik. SHASERUY ¥ Y — AOERITE
WEOHENSH D . B LEROERN, EETEOmE. R - ﬂ%‘iﬂ}ﬁ%ﬁ%@?@w‘&’(ﬁﬁqﬂ GAG
BB O TE S A S CORD 2 LR BTV A, NS OFEFIERRRR T L RE
FERI BT L TR BTy (Hoogerbrugge PM ef al, 1995, McKinnis JR et al,
1996. Mullen CA ef al., Bone Marrow Transplantation 2000; 25 1093-99), AFCIE. EkEEEL,
MPS [ B (= %4 5 HSCT Bedkithh T & kA, BIETIL SREm (37 HEITIE O
ﬁﬂfﬁmﬁw%ﬂ&bﬂTﬁﬁﬁﬁA&47m—ﬁ®mewé L R EREE (Fhbbh
T OBMBRIERE D) TEEOMWEERD L5 bmfwé ®okeid, HSCT i
MPS I B UWVIECHREEN & S TWHA8, *K%ﬁﬁﬁ*%ﬁéﬂﬁﬁ LN Ehh,
ARG b S h TV, BEMRENE (BRT) (3, BSCT $RBR0 K- OLERE
WA, B ET A SIS TERWVWEE LD, _

%%@&mmwﬂmAE%P%a%%EWﬁ%m;G¢¢é$%mﬁééﬁﬁ*@&w:e
% Bz, AFIE HSCT b OfAIsEE RS 2 TRIERECH S, HSCT LR DEKIE HHE

DY A S EMEBET A L. AR oW, EAHERABICEO TR R IR TV D
L AN EOBBERED bh T D &b, MPST BEOEROEBERFBIESYD
B OIREORRE S LT, FEIC L ABRMAREZRO S AESRHELDEERD,

(2) ®WRBHFIZONT

1) R A TS MPS IUEA TR SIS IT DN T

gD, $%®¢KWﬁ%n@ﬁ%ﬁ:owfﬁ%Lkif\¢ﬂ%%ﬁﬁ%%ﬁé%ﬁm
B ARFOBERT 20T, #HE E& O R E R T,

$m”i\u?®$9u&%LLQHHMAﬁﬁk%wT,%ﬁﬂ@%ﬁﬁﬂ%@%@ﬂﬁ\
@ﬁ%@%@ﬁ%%ﬁﬁé%%%waﬂntﬁ\%M}MT&minﬁbnt%%%@ﬁﬁ%
CHREBRTIL, MeOSFRMIEE A YD D TN D G, MBI TR R
S B AFIO AR OV TERRE LT VA, AR AT T D BE TH T h K
R T A TED EERL D Lk, TRMREREE AT A B LES D G
A& TRENWEELD,

AT MPSTL GRS 2 BRI EE MR O— 2 THLIC Th BT, JEERA
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1T BEESRER T EMR X h TV nin g, FFIOERICH o T AF 0 AR R

46
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E)D

2) HERC/NED MPSTEFICOWT

HE, BERBRAEE MPSE BHEOATRAINTND D kb, FHOKERE~DH
R TR DT sk eh Tz,

MEEE, UTOLHCES L, X EEEREREAETHSL MPSITHL, FIBHIIALND
BEERTHLN, 1977 E0HE Neufeld ef ol , AmJ Hum Genet 1977, 29: 435-61) LISE, 30 /T
10l BEITOWTHLHRE SN TWS, ZhLOLMEE T, BEEMREE, 285
% 5 iz MPST O£ 4 THELRBHRERPBO ShD, ERESED TRLILTND T
Lk, ZHREA NS LT ABFERBROERIRMECH D LB A7, Linal - T, Shire Hid,
MPS I B3 O E LR BB R T4 5 Hunter Outcome Survey (HOS) ZHWT, thkicdks
5 MPSTL D3 SR R CHR BRI DV TS A Z L 2B L O D, AEIOEE R UMER
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AR (HGT-ELA-038, 200 = W~ 5 ESHATE) EETSHETHS, £k, 5
BEATEO/NBBREIC VT L, TED HOS (B W CHEDMY: - 2t 0@y — 7 2 IUET S
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OEEFEPFRERPHOS KB W TREANIFHE TCHFRIZE VT b R CERARRO/NEIC
DNTHBGERFERICESM R UESE SR L, Fe2mRaE b Bt i E e
T HBERHLLEZD,

47



3) HERERTHETOHLHREFIOWT
@O 4 & BEE
MR, BERRBICBIT AERROERE L Ao BERI W THRET S L DR E,
MEIEH L. MFO L CEELE, BACARZVERTHD TKT024 REICKIT H D
TESMFEEE THh D 2 BSEHA I T oW SR 74 REEREED 3 BT Y 3 (X
aF 2 AaT 34, AT 5 XIL6) BRUN—RT A RO 3 AT U —B] (5~11 5.
12~18 8. 19~2528%) IDARET LRI, TROLBY TH Y. AHERE. RARRUEH
EirBnTC, 2 maedAa7idnithot—2 54 YEBREEERCGERIT I U —ZBW
TH I ERELY AKX BEOEHERT T 2RE LRIAZ EmEnt, £k 2 BS
SR a7 OERES (BMWT, %FVC) RIRFVC M EBEOEgRE DS, MPSTEF BT
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iR )
TR 2 17 13 14 10 8
EHE (SE) | 79.00(25.00) 79.00 (7.93) 5827 (R.06) 7525 (917 77.00 (9.24) 54.44{10.33)
i Gt 79,00 87.00 54.00 81.00 83.00 61,00
B, B 540, 104.0 13.0, 123.0 5,0, 103.0 13.0,123.0 37.0, 117.0 50,950
[
el 2 17 13 14 9 9
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/4w Rk 27.5,40.0 21.0,110.0 18.0,900 27.5,110.0 18.0, 109.0 30.5,89.0
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LA AEEER (LVH) onwT, 0T a—-RETHIEL ShIEELHER (VM) ZRIK
SIEIEE & LCRMA L7 fE R, REMAA ASEHC LVH 28 LT RS 33/96 fliciir 55—
RS nE 53 B EETOEEEETHIE L LVM OZ{LR (PHECERERE) 12, 77
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TR (971 432883 %ICH L THEBEE (156 -141£446% (p=0.132), FHATE G 96
585 % (p=0.289) Th v, ZRFETRUP 4 HEMTHZLO0, FEZEITHRO LT,
Fio, EEH VAN BABECCEER LVMICEE L, BEF 49 FlidmE LER, 73
TARBTII O EOLTHY, N—ATA 0 LVM BEE Th - o AfiE 544 33/38 Hi i3 53
BHECEFEIZERS SN, ZNOOBENAS, AR MPSTTC LD LVH 3BT 52 &
WRENEEELDL,
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b ot e OEMTIE, %FVC 33 30 %R THh -7 3 BB MIT o ko id, His
HEENEE THD 40~50%DBE T 6/ P, REETHD 5060 %0 BETH 6/6 HlIcdk
ENBH LN, . OMWT SITEBCRBOTLN—AT 4 b 53 B CrAREGITR
T, AMTIERE 320 m KU (BERAOLEEETR) OHERE 5/9 Fl B2 B0, 2 Bl RE,
2PIFET LT, BLEORER LY EEOFRISEREE i HEEEE L1 ) MPST &
FHiR LTh, FRIOERDERTRISATH A,

g, PEFITORMTHY . FREEIICTTAMICIEERY BH 50, AHRSIIL
DEFMAT A~ F OUERBOOREBEREELTOA D &, HEG CHECIT 2NN
MOERICHEALEIEBLRO SN TN L b, YZEFA0BHE LR HE LT,
BEENIEAIZ OV, EERFEEICEREEM LU W BENSHDEEZ S,

(3) BT
1) HEMHEERBIZ >N T

By, BERRABTREShAEEETFMEE &, MPSORFTBEBROEOT Y Fifl»(
FEBZONDZEGTHRLEOBRISWTHBATL & IRDE,

FWF R T O L DI L, EFAFEIC LN, MPSHBRETLHASHECL v FETT
BEERTHEN, MPSIBEEHIIBOLNTNE L E RUERDETHENLE LY, HEOox
VEBRA P THIETFHMATENMES S LEEELBEERBROEREIRECH S,
TKT024 BEiL. BEMMA N EE L EHEETHLY, EGSROBFNEM T, £
DEERERSASA T 4w NESMWT RUBFVC D LR 2RGEHRA T L VAEHTA L 5105
F 7. 6MWT OIRTEERNY, 5 - itk O F 2R URBER B LEEDCRBRUIET 0RA %A
THEFTH Y, FEEIRAEMEERRE OB IO ITERRERERE & oRESERRDbHh
TS, OMWT OFFTIREEO T MPS ILIZ B H4AHEOFME T-Criiv i, BE8R N0 A
ISEOBMBICOWTHENCEREO D ABIEAERAE NS S E 4 5, SITEEOERET.
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MPST &8I 55, HEARRCLDIEROBEAREASICEEL TEY ., Z2AL&TH
RO ESS 525 Bbinb, £, FVC OTEHEICR D8 5% (WFVC) 1L
AR EREE AL L THRSEOREICECERShTRY . #EORTIX
MR SRERERBL, DNIRERBEEORCEOTHEFCHLLERD,

Bty GMWT OAATIEEE 2 %FVC L E® 2 B A llA 27 4 TKTI4 HEBRIC BT 2 £ R
SEARIEE & LSSl W THATS &9k,

HEEER. ATFOLACEE LY, ETREME, KETIRRERUCHGEXETIED
B b 72 A WA B £ A BEREE R R, MPSIUERE OFIRIE R ML O =2 RE
ChBHM, FVC RO RER ThH v B4 2R aEBOREL BERT 5 OE Ehn T
WA, —J5. MPST EF OERTH L HEFTRETHFAREERLCQOL IR TR LIZLT R, T
ERELET, DRgEoRE, BRIk GEE. WEROEREL LS SEEATLILED,
SMWT BT IR RO BER PR L TCWE L0k, Tk, ZnbOREEICEZHERES
BT b isLERENET 4 LHETRETH Y EREEELRIEL TS I EbHIATH D,
Thb 2 SOBERNEEE £ 0 2 S A ST, B—0fiEE ke 2T E
(EOTR L s, S TS RER Y BE BT A ERBEORESRERBE CRT LS
by il

M. 2 ROGHAT FEOT Y FERA v M ThHAETHM : OBFITAHETHH &
Zx B, LHLAREL, MPSITH GAG REMIBICERT L L LRV ERLEHRERE 2
L. BEELAZCLVEARSZ Ehb, - LEAMHIER oRESEBETHD, By
BT L THES b 2V I H oW TIERT 5, SMWT RUWFVC 2oV TL, BE
ATEIEEEE NS A R LTV AISIEL LTEZLNA D b, ARBICT 5 AH O H 0
BT RGO ESERA ST THAT S LI OV CHBENERER DL LD LELD,

2) ERADERIZONT

ek, EREERIRERA BT IO R R R D b AR O R R U R 2EII 0T
FHENTNE D L b, MPSH OFERESICET 2EAAOERIZ 2V THRATH & 2RO,
BESEITBI T O L 5 ICEE Lz, MPST OFRAERITIERAT 1/162,000 (A—A P T U TRU=
w= DT L B, BT 1100000 (HAEBE) ThB, MPS OFEMIC oW, BURTIE
MPS AfEnHT MPS 1 OEEMREC . BATIE MPST OFERNEV OB TH L3, WE
G A A K L EE- AT 7 F - (128) ORI L D AIRES - BT e & UoRBE U
25 RN ERT A N I OWTHARTH Y SEHERRRERS BB bRES I,
AP OREE LT BRI EEESES ST B, MPSTOBETERIIE bHTERT
o WYL T oy hTHETE A rearangement (IRCHKEBRFE 267 FH 355 TH Y (Bunge Set
al., Hum Mol Genet 1993; 2: 1871), ‘E 7=, HA ABAERIBFE 52 FITHI 13 I rearrangement HHE
20 %N TIN5 (Yamada Y ef al, Hum Genet 1993; 92: 110) 28 1F & A ¥ O MPS I DERIT AR,
PO RATH W IEREREA, Fh, BEFEREND MPSI OBRFRERBTETE
AP THAY, E, RS BT R TORECHETHIHATH LD, ERE, FRET
MHELTYL, FORGEFHEAMZE 28 Th s AROERTRENERIC & 282 2T
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CWNEEZTS,

BT, TKT024 3ABR, TKTO24EXT HERE UF TKTO3INPU BB EI0 L= B A AEF 4 FiC
BOTTHEAE - AERECEBRESHERBEAMTHL b, ERan - BEEY
AAA MPST B @l — 0T 5 2 8020 T, BEEORBERDE,

BiEE . ATFoL HEE Lir, TKT024 30Tk 2 FHC 05 me/ke FRIE 12 5 H E# 5.,
TKTO24EXT SHEXCld 4 BI2f175 0.5 me/kg Fil 4 VAN S, £/ TKTO3INPU 38 T 4 ¥
BoSmeghke BEOVAMBRE LINTEY BENTRVWARINGOFT —FIZBWTEAA
OEMERE, BEAFEE, FIMRUESEEEBRSFORICEE L TR B LS,

B, 128 RBH MPSUH BRI THB WO g2 ZET AL, BEXEAACER LT,
HEZBZDHL LI DOWTUITH UL, FAEBFRSERECHCIEATHD, FRLTWD
BMREEFEETH VI RATIERERNATRKERERLNLOEE | WASRBRE» O AEO
HOMLR UL OWTHET 5 Z LI THD LY L7, L Lais, BAAKR
FAERICERBRIZBEDO TRONATWA L L2 b, BEERFERHTICR VT, AfoZek
EUEDHCOWTHETAKRERS D EEZ L, b, REEQ L ICBEENREDTED
NTWAHIEREETAL, BR&ERBRO L S ECREL D EMIRBULTY BEEERN
EENLZ ENEFE Lok bEBLS,

{(4) Bt - A&iconT

Bk, AAoBEEY 0S5meke P BEE L ABILMC W CHREAT A L SR,

SR, DUFOL HChEg Uk, BERERE (TKT008 BB (BT, &% 015, 03
KOV 15 mp/kg 00 24 B B ORSFEFFMPEOR  GAGIREOR/FRIT, 015 mp/kg BT 40 % ThH
o L, 05 meke BEC 53%., 15 mekg BET57%E BRI~ Tk, 351, BFFEEREC
T 0.15 mp/kg BECRIEA G MR ERRO BT BIEATEC W TR 0.5 mg/keg BETHR G
A7 (015 mp/ke BE 11 %, 0.5 mg/kg B 22 %, 0.5 me/ke BE 9 %), FRSEERE TiX, 0.5 me/ky
FELY 15 mpkg BETHEHEMMAL LR, ABKFHRIEITATH 7, LEDI 2k, 05
EU 1.5 mp/kg DFGHEFRRETHY, BARO 015mgke LV EGTHED Z ENFRHRERT
B, BAEO 15 mghke (B LERARRED LW bbb, FFIOBKERES LT
0.5mgrke ZBR LI-, &5, TKTOIS RBRICHWVT, 0.15 mekeg 755 0.5 mekg (0t b # % 7
BRI IRAR MEARA R T A 5 R RIZRO iz 2 &L 15 mp/ke 35 T 0.5 mg/kg
BELD RAR BRUT VA —FIERECRBELEZ LEN G 05 mgkeg OAFHNRBITTH
b=l W

B, BARERICERAENRTEMASBLATHE ZEDD, 05 mehke PEFBHETHS
ZEAHERBIRo TV D EEEVWEVWEELZLO0, HEATHRMENE 3 HECSH 05
meg/kg FIBIR U722 LI0OWTHER T2, BLERTGHICE VT, BRE T CofERCRT
AEER BB > OWTIEE T2 LERHD LB S,

(5) Bii{kpeA L Infusion-related adverse reaction (IRAR) =27
Y, BB R LV IRARBHO VA Z 77 4 F—i 20 THATH LR E,
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MmEEEd . DT K D I EE L., TKTO08 5V T 77 edgi 2 912 R 0.15mg/kg
B2 3 2. 0Smake BETHE3 BIAMNT 29 ¥, L 5me/ke BETIL, 2 BT 40 #0 IRAR PRy
L. EEETIRAR BEOY A7 BEE L AREEIRE SN A, TEKT024 HERIZET S [RAR
DIEEEIT. EEET 68.8% (2232 41202 4F) . [RIEEE T 688 % (23281 145 ), 7ok
SEET65.6% (21825 128 4 Th Y, HEMERER L L HICES L TR, HHMERIT
S H 5 BETRERIRIAE 3~6 A BAICS < IR L Tu i, TKTO4EXT sBCHE, IRAR e
BT 38.7% (1231 0 114 45), RIREET 40.6% (133241 79 #) BHHh, FEFRMANE IR
D T AL D L, BUE L 0, BEEIIRE IRAR ZEBLY A7 ICHIES Ligune
2 5. PRI VT, TKT024 REBCR. SRR R CRETCBOT, 7 ldusulfase fifk
I 22 46.9 % (15132 40) FEE & vk, BT Idursulfase [gG BAFREBIERI D 83.3 % (25/30 3)) 232 44,
AR PRI 55.9 % (1934 1) 115 £FT IRAR 25585 b AL, RS EIC BT AR5 FER IRAR
I, SRR 933 % (1415 ). FREEE 733 % (L5 81) &, HEEC LB TRERET
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