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0.5 mgikg BF 4 4 (PEAREEIE - FEUL K2, BRIRRA, MRRERIE, BER) | 1.5/0.5 me/ke BE 3 4 (3%
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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
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I (A SRR 77 e AROLS THY | SBERBIIERANICER) | AT 19.02647
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-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
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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
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FR 3G, BERE. Booro T  BRERIRE - FIREEE - WIRRE, v - F
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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
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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
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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
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%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
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Thot- No.A* T 1 (Bgrz), BRE&k5 Thol No.BY T24 (FRIBUAKEDHE
%)%®6ﬂﬁﬁ\“fﬂ%@ﬁf@@btnE%ﬁ%%@%&@ﬁMRm%@%hﬁmoﬁo

L HEET hb4foB KA BRECARERE LEBOAFEHIRGTHH L %
ZAHBEEMBALL,

o) BEEBT oY T ACRITAEMIE KO WERNR (53547 : Japan Elaprase
Treatment-Idursulfase B FRTERTIL< %ﬁ%ﬁ,ﬁﬂﬁaﬁ c6n AR (F—&Hy A7 R FERAG
3R AR OPEEE >)

MPSTI B0 4 LTS 0.5 me/ke % 6B 1 E 3 BERT A1) CAURBHIRINER 5 12 2 Y BER o
&%ﬁﬁ@ﬁ%ﬁfﬂﬁ?b(HPE%%LT@@%)ﬁ%ﬁéﬂxﬁmbtﬁﬁkﬁﬁ7%
O BB, B ETOF 5 [BREHE2~15 M) SREEhk,

7 HIOBRAREFROBY TH D,

VO EEE A O T L 6MWT BRER 2 7 OF
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F IPOBXRABEEE

B %IVe 6MWT

Bk hE | wE | mme o B | o | st | Eas | (BEE | (SEE

g2 O g | em | em | mw | PT | e | za7n | a7 | Any

-

& Cl 21 ' wm 0 3 BET | 05 HF 6 7% (3) | 45m (3

_E"-‘z Z |cong- | N D i | ogpp | RER 50 | 27% (3) | 350m (2)

ﬁ ) IR | I FE Y 0.8 4 6 325% (3) | 163m (3)

g B I $ERER 0.06 3 79.9% (1) | 323m (2)

Noo | N . BER | 09T 6 47% (3) | 27%m (3)

Nob | B C L | EEEE | 07 k% E 42.8% (37 | 468m (2)
No7 | B LB | EE - - 19.4% (3]

A A0 B AT 7 Y RERTESIE (nmol/mg protein/dhe)

BEFZOF—-I0H 5 4 Hld 3 plessErnokE N3l - Exsias,
No sl - & ucsEn . Nol <l - e - B~ = 7 2989 bk, %FVC
i 1 o Noo ). A 15 o i) . B2 03 xotnes<E. TR
23 b, SMWT BATEERE I HEIN 2 ) (No.3 R O No. 1< I . 355 2 #7 (No. 5 B o No s
W) ©of, PSR4 e ehid, MIEAZIL1 6 No3Jl) ©FE. 03
G Liz,

ARBER PR LA EFRIT 4 734 TH 0 NoSYF - 2 (B R UORENR) |
No. 6 M- | # (%) RO SNES WFN bBEE THEE Lz, BRLRHE SRR IRAR
FHR Db, F—FEYR LR REEBEERO Y v 25 1 Nost<ll) #Eo
LhEE L, BRBES D LHEshE, ¥, BRcH+ 2 G Fuifi 4 H2m vt
THoT,

PLEL D BEFIE, TR 4000 A ABEICARE RS LSO RERITRIETHS L2
ALEEMALE,

< OWE >

(1) B EDME-STIco0T

Bz, BRSHC BT 5 MPSTLBEICxT 5 BIE OREER UER OBRE F osESitico
WCEREAT A L SR,

HEEHIL, WTOX 3 EE L, S8k LU, B3 (BEH. MEE, 83008
I, MFEE). 85 (R, #%. FEASEBRITE<CPAP>, H. BEF%). A8
77 b EEIRIEEAN, DIRFEMNT. T Fa—T7oBEASE) . AFBNE CRRERT.
FHAFL,. 77 A Folk, ~A =T EER, BUEE. BHEEH. BB -7V
7% RURE BEER (EEE. FERE. SERE. BRPROBRES) £8bh5,

H urvCBIEER = 7 & 6MWT BERE A 27 O

¥ FVC O FIEMEIC L 1=70%E0 Lk 80%5R % 1 2-50%L0 E 70%3E0% | 3=50%R
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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
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