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ORAERE WG & LT 7 VLA RITHIIE, B8, &AMk,
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14.1.1 ARFBE
UTo@#E)iiEsysZ L,

(1) BFEOAKEIZIEDVT05me/ kgD HHE TAHRA DK G %4
MU, BTGB ELRNA TVEETRET %,

(2) FAWACAFOLEE TN, TIVHIZE A EET T
WKL TV E BRRET S L, AANZEAEY, L
DEPICILABDOBHR TH L. ZEOROLNDL LD F /1358
WARALTOEIOBMEHA LAV & AHI D22 IRE
T AT L,
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W5,
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B RFNOREVEIHET. L TW v,
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16.1 MuehigrE
16. 1.1 BEKRE

L AL HEE TRV 1202 G & L7z BR B 1/ 2403 BRIC B v
TARKOFEWBEZ W Lz MEPA F2VANVT 7 —+F
M EEIFELISABC & 0 & L 720 A#I015. 058 Uf15mg/kg
1 BER O SIS THIEE G L & & T i -
i T TRE (AUC) I3 s Dl s L7z GHE A7 — %),
16.1.2 R1E#RE

RHFN OG- W (RF05me/ kg% 4558 1 1] 3 I H o &
WEHEICTIRG) OEWBIIE T X — 5 &, IR/
TAHI0Smg/kgZ M 10 3Z 2 EEIC 1 HBH 50 E 7T+
RZ&EIC T F52EE, 2 3L HHE TR EZ6H (HARANEE
4B % ETe) SRS L. #5951 EE R O27E HICHE L
72 () G 1HEHRO2TEED/NT X — F1HHE 2241370
D HNLho2s

FEWBIE ST A — 5 CEHM (SD))

05mg/kg, 538 3 RFR AT 5-
BB T A =5 W) [l 5 Ik 270l H #4505
Chas (ug/mL) 15 (06) 11 (0.3)
AUC (min - ug/mL) 206 (87) 169 (55)
tyz (min) 44 (19) 48 (21)
Cl (mL/min/kg) 30 (1.2) 34 (1.0)
V., (%BW) 21 (8) 25 (9)
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17.1 BHMRUOREM(CET 255
17.1.1 B51852/ 31 Bk

MM BT A L HE TR EHIeH] (HAN 4% &)
ENZICMAE AL EER T 7 £ B IRARY 2170, KH
DEEVET & ONTHREZ M L 720 RRBOX R EH L,
IR O TR 2 T3 (%FVC) 2580%Ai T\
420 VE2ANT 7 7 —EOBREEIRO LN W5 ~
SUROBEMEE L, Mt EZIT) 2L TERVWEHR, X
R EGRT M E BT E 2 VWEFERAL 2 AH
05mg/kg% 5 (n=32) XIiZkEHA (n=32). HHVIE7 It
R (n=32) OWT N2 EIMMEHETG Lize AR O FEFAL
HH I, 670 MA&4TR_E GMWT) K UO%FVCIZHIF 5 ~N—
ATA UHBE3EHEF TICALNEbE 2 AT L, JIE
fEAEILzAa7 e Lize RAT7IC 3B CHENAE E
MRS, T T RRE L RHVGE R L OFENRKTH -
7o ORHVEEPES-8E5 7 5 2 R EE - p=00049) s A2 37 %4
B3 54 OEHOELEFIELZ2E 25, 6MWTTIE,
AR AR 58 7T 2 REEC ACORAT I MEAT35m i L

TWize %BEVCTIE, WBFOZILRICEEXE I - 72 (THR),

B FARAEERIEIR O E IS D W TIEREI L T v,
EYPERHEDONR—=A T4 VIEORPCAGEE TR S L R~ L
TWwiee 77 RBETIE. IRPGAGREIZMK T, HEY

B BERMICEILE o 7eo — T AR 55Tl

5318 H DP9 JR A GAGik B I IR #EPH o L BRAEA & £ CH B
AR L7ce IR OWIEERIE 7 7 AR KL T, A

PG HE T3 WM & & B LT L7z (p<0.0001) 2%

77 L RRETRIEALD A SN h o T2,
RPN, A EERE (3261) <2361 (71.9%). A#IFEEEE (32
Bl) T24B1 (75.0%) KO7 T wAREE (3260) <236 (71.9%)

RO BN Tz RFVEERED T2 RIEHIE, 86 99 (281%).
FEBT B (21.9%) £ 9 FEIE 7 61 (21.9%) . WL 6 61 (18.8%)

SRS 5 B (15.6%) KU 561 (156%) TH o7
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17.2.1 HEFERRAZ
BAVEMRHT O GAE P 7260 83FN R A5R8D S ize T2
AR TS ZER9E 350 (20.3%) . ZE#420060 (11.6%). Z&951961

(11.0%) . WiEME1061 (58%). KLBE 8Bl (47%) TH -7z =
D B ANERL026]56HNI RIVEH A3 S, AR &
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I O AR BUG & 310 (2.9%) . MU/IMIRAE. A HRE .
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R PEBE R 1 eI GAGHE BE D IR AR HATEG 2 o 725, AR
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77— ENRRET B ETHEL B XPEERBUEEHTH 5,
CDOHFIICAGCD TN~ ¥ VHREE L N8 T U HiEE A & Kb
D2-0- TR E MAKDIET Do L ASHHENTITIEA A0 V-2
ANT 75 =LK, LIFRZLTWE720, GAGHHEE
OMBENOY VY — 2IZER L, Mgz o, K
T, HIREREE, MR 2O RN E 25, A 2L HHE
DIIEFH A ZHETH LT, MENDY) VY — L2
FEWM AL Z EDEEE 2D, ) TR EICH DB~ ) —
26-1) Y (M6P) #45% /- L C, B 25HIR 2 i OM6P%
TR R AT 5 2 L TIPS AEh, VYV —
LICER L72GAGR S 5%,

ik A S ol
AFAVgEERE n=32° 75 R n=32" AAVEBEE-T T & R
R=2AFTAL ¥ 533 H AL R=RAFT4 ¥ 533 H ZEAL R ZAbLR D%
6 5 FAATAR RS 5 (6BMWT. m)
s 302108 436+138 é;ig& 302+106 400+106 (_155;47 ) .
hLfi 397 429 31 403 42 -4 35i1i i2$8;;?252>
SRR (25, 75) 317, 486 360, 533 194 341, 469 362, 459 -30, 30 o
LI RS R (%FVC. %)
Fresh 5534159 587193 26??% 556+12.3 563+15.7 (g?i% 27525 (22~176)°
2.7. 7.4, 43+23
g 549 592 21 57.4 546 25 (-027~8:83)
MR (25,75) 436, 69.3 444,707 -08,95 469, 64.4 438,675 ~54, 5.0 (p=007)°
PRIPGAGHEEME#E R (ug/mg creatinine)
s 325.6+1459 1364707 | -1802+1457 | 4194+1944 | 4376=1420 182+169.4 -2074+395
(-2418, -136.7) (-429,79.2) (-286.3~-1284)¢
e 3014 1111 -1589 4058 4124 302 g
SHREA (25, 75) 2084, 420.9 844, 178.1 -2566,-927 | 3086, 5295 360.1, 530.7 -880, 948 (p<0.0001)"
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N—=2 74 YREOER R OIRPGAGHEE THIIE L 723850 B & 7V I 36D B G RER 22 O R PRy s FRIERUE  (95% I ) K Upfitie

AN o)

AN S

SR TSI e GIEIRI AL O T RT3 RS (95% 5K R K Upfific

e (5% EHIXE) KU,



19. BRI ICBE 2 IE{LERIA R

—EI A T2V ANV T 7 =¥ GEETHIER)
Idursulfase (Genetical Recombination) (rINN)

BER(KB) e P AR VB2ANVT 7 —¥HI—FT 5
cDNAZEA L7z Ml A G R HT 10807 &
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