20264F 3 HILET (45 4 M. PRk )

A H AR HE RS T 3 B
* 20254 8 HWGE] (%6 3 70 873959
B kAR EEOC. 2~ 8THRE
HEHE : 3621 BEFHEBRZ LA JSTEEIVARGER KA | 22600 AMX01393000
IAZRNT7—E PINT7 7 (BFHEBRZ) KEeEERARE (soowwn| 205440

EYBRER, B LHEERELY

B3I LSRR 5 mg

Vimizim® Intravenous Infusion 5 mg
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1.1 Infusion reaction® > bEELT7F7 1 7% — R
PRIETIFEMESHEDT. BREICHLEHIEDT
E2%FEE L LETREEMIBL. BERRVBRERT
BIEITHEHEEEZITI L. % -, EE Kinfusion
reactionHIH L =15 & ICIE. FHOBEEES IChIE
L. BYEREBEITIC L, [8.1. 11.1.1 BH]

1.2 SMBAMITRBREDDH 2 BEHICHRS LI5S,
WHEAER IS K VERDEMIEENSE 2FEMI H 5
DT, BEOREZTHICHEL, DECHL CEY A
MEBZEITIC &, [9.1.1 BE]

2. B2 (ROBEICEBELEWVWI &)
AFAADEFHLTTF745F v —Y 3y 7 OBARED
HHEE [8.1, 8.2 ]

3. HERE - 1K

3.1 #mk
S A R
W 4 E ¥ 2 R
mg
s 1547V (5mL)
e o ik
spss | THAVT 7—¥ TU7 7 GBIET
HRNK S i) 5mg
BEEE T V) 7 2 KA 13.6mg
V) VERZKFEF MY AR 34.5mg
WO A | L7 v = o SR 31.6mg
VIVE h—)b 100mg
K1YV R— 120 0.5mg
W) Fry A4 =—2ANAA5 —JiMEr HREINS,
3.2 BEIDOMHIR
W 58 4 | © X Y A MIMEHEN 5 mg
IR | M S OB UL DT 2 I AR O
pH 50~58
i# & JE | 270~330mOsM

4, hEE (3R
LOASYEEIVARL

6. BiERUVHE
WH, TaAVT77—¥ TILV7 7 GEEHHIEL) LT
1A 1 kgdh 720 2mg% 1 b, AiEHITET 5,

7. RERUVARICEEY 2F8
71 HRAEBEERCHRL 22%IEET 22 L. THES
BB EIELEH DR AR L 575 1R 412 L, 1E
A 7% A TARH 2 mg/kg 4 4 W B (25keg il -
3OMERILL L. 25kglh b - 43MFRILLE) 2 THHES 5 2 Lo

[8.1. 8.2, 14.2.1, 14.2.3 Z]

IR PH 25k g 25kg P I
FE AR 100mL 250mL
P G-Faa~15% 3 mL/Ik 6 mL/IK
15~30%7 6 mL/IK 12mL/IF
30~45% 12mL /I 24mL/ I
45~60%7 18mL/IR 36mL/Ik
60~75%> 24mL/ IR 48mL/ Ik
75~90%> 30mL/I 60mL/ I
907 LK% 36mL/IK¢ 72mL/ I

7.2 RHEOPLHAZ X V) infusion reaction (PEJF. s, NEH:,
B B, MRS PRSI EDVDH D, TNHDIE
REER S D720, v 2% 3 H & B BGR
#il & o Bt TAK 5 B 1R30~600 i A 555 2 L,
[11.1.1, 17.1.1, 17.1.2 =]

8. BEELEARNIE

8.1 AFNI7-AHERFTHY, ERLETF 74 T7F K
ISAIEBLS BN D B 720, B E ATV, B
VRO NI E IR OG- 2 EHIThIL L, #E) 2%
Wi EFT) T ke /2w TOX D) BAEROFEBICHZ, B
SBULE N A HEfE L TBLZ e, [1.1 2.0 7.1, 9.1.2,
11.1. 1 1]

8.2 Infusion reaction?s, AHK|OPG-H TG THH FT
WCHHT DL 0D 5. KRR TRD S 7z EaiEiRi
BE. LG MR, FEEL EIER O TH o 720 Infusion
reaction?SFEH L 72 & 1213, TOEEEICL D, Bl
B T ah, 5% —Hhik L, @Y 23E5005%# e
A7 3 VA RBSEF SUIRIE R E AV E YR oY)
RPRANEEZIT) 2L, /. EEDinfusion reaction3¥E
BLU2HE103 AFlofRG2EHICHIE L, #ib) 2L
2TV, AHFZ G OFRICOWTIR, AR L Gtz %
BLkET A&, [2.. 7.1, 11.1.1 ]

8.3 Bt/ R 2 I L HEIVAREE ISR S b HJE
DEPHETDH 5720, /AT B OB R (.
JE L AOVEUT O DU RRIE, JRIGEE, JeEE5) #@Blig L.
YR UEZITH L,

8.4 RE DG L W PilkEAN TS NG 20, EHNIC
IUANT7—¥ TIV77 GHEETHEZ) 3 2Pk
WMAEZIT) 2 ERLE Lvy, [17.1.1, 17.1.2 28]

9. HBHENEHRERTH2BEICHT IR

9.1 AHHE - HEEEDH 5 BH

9.1.1 AMMMIFRBEENS 5 BE
SBIE RS & o THARD 2R E A 2 5 WA 2
Bo BHHBORGHEEHOREL B L, LIS
Tl R REEIT) Lo Eh, HEAZESELH
EREETHI L, [1.20 11.1.1 ]

9.1.2 FEDHAIHT 2 BIEDREEND S 5 BE
[8.1 BH]



9. 1.3 BIaMRETMED EE
AHNDFEMHAI Y Vb=V HENTHRH S TAR L 72
RBEAIE R A ST, AR, FA 4, A4S
FHHEINDIBENDDH 5o

9.2 BREEEEEE
9.2.1 BREICEELEETDH 5BE
VHBAE AR E LR Rt il e L2
IRERBRIIEIE L T2,

9.3 fHEEREEEE
9.3.1 fiREEICEELEEDSH 58E
VMHBATARE LR Rtz il e Lz
IRERBRIIEIE L T2,

9.5 1T1@

IR SOTIEIR LT W A W EEME O B 2 tEicid, B0
WEAERMEE L2 EHEB SN EICoRKET 5
to

9.6 Il
BHELEOARYE R O HILREOG R Z Z ML, IO
BN PILZ AT 2 2 Lo BIERTATT~OBITH
WHEESNTWED, b ML~ ORITIIAHTH 5.

9.7 hE
5mARTmD/NEE G & L7z Ok & MG L7z
FEIN BRI L T,

9.8 mknE
BITEH OFBUERE T 5 2 Lo EBBEREIMETLTNS Z
PR/ AT

11. BMEHA
KOBMERD S S5b b 2 EhnHDHDOT, BlEzr 51247,
BEDVDRD ONTE G 2 LT 5 % L) 7 AL iE %
192 &,
1.1 EXLEIER
11.1.1 E& &infusion reaction (AFIREHXIFEEKRT
BHETICHBRT IRIE) (54%) :
H# Zrinfusion reaction& LT, 7F 74 FF vy —%il2Z
FTIEDVDHDLDOT, LGP ROEGHITEEE 51247
52, [1.1, 7.2, 81, 82, 9.1.1 =]

1.2 ZOfeDEMER

10%2h 1 10% Al
f°o% R OBOFH B REE

—i - AT REE L LUV SR B 9EDT
&5 o K

EUIE
ook M

YE DE W
W, O, TR, .
R ERHEE. KR

AN WL
B Lo kW R

o | O

14. @A EDXE

14.1 EZZIFARBFOEE

14.1.1 fLoFH L DRAITHTF L &,

14.1.2 EXA TVIE—NEY O T2 2 &,

14.1.3 AFNIBAEH Z BT LT ARwo T, HREBITED
T2 L, MRBEBICHATE VLS. 2
~ 8 C CIRE2UM AL T X D25, Z D24 LI
BHERTTHI L,

14.1.4 N4 7OV OFRHIE RO FIMUHE > CTHEFET 5 2 &,

14.2 EXFARNGEICEET 3R

14.2.1 TRV BHEOREIIEDSN T, HHICLELRN
A7 VE UNEELF YWY B 3) 2ivEd %,

- BEBZYVORLGE (mg)=BEDEE (kg) X 2mg/kg
(REDH 7= b =)

AR oLER mL)=E&DH ) oL E (mg)/
I mg/mL (ARF D)

LB NA T VE=AR OLER (mL)/5mL (123
4T VDFE

(7.1 ]

14.2.2 NA TV ERGEEA ST WL, Rillic% % F Tk
3 %0

14.2.3 TtV BEOREICHED & SRR & g L.
M3 28RO 0 REMEIRRN Y 7 % 5 2,

B ORE D2 kg RGO AL, BB R I1X100mL
L3 %,

- BB OKRED25kgbh EOYEITIE, SRR RIE250mL
L3 %,

(7.1 ]

14.2.4 RHNZ 72 AEEA D720, DI rkitd (CHEH
DMMEIR) 2RO EDNDH D, T AHNTEERL S
WEAOTHIL I DT NICHB LA TH %o BT
HHIWZTENA TV EIER L, 2By rilosohs
WAL 2w &,

14.2.5 “14.2.1" THH L ZZAFOLER L SEE ORE
PAHHN Y 7 h SIRE M- THRET %,

14.2.6 “14.2.1" CTHHLZARFOLER %, XA 7 »
LWo VIKERY . “14.2.5" O HRAEMEER Y 7
WKARHIZW - D EFEAL, HHEE LAV &,

14.2.7 a2 ichlliz S &, A2 — RS ¢ 5, Rk
(Eeiah Rl

14.3 EEIBREEFOER
14.3.1 2ABEZWAE LIS WRTH A4 X02um A ¥ T4
VT ANE A EEHE Y P EHOTARZRS TS

to
14.3.2 Mo 3EH) L 6 UiHE T A4~ TORIEEALET S
to

16. M EHER
16.1 MFiEE
5 ~41ig D 5 I ZHREIVAII B #2361 (HARN @ 261) 12
A 2 mg/kg/IER AR 2 TR L2 S5
IGH R OE22HIC BT 2 YT ST A —F I THOE B
D Thot"

WHRE T A —% e Bla H 452258
. 238100 577+416
AUC,, (min-ug/mL) (n=22) (n=22)
1.49+0.534 4.04+3.24
Cox (ug/mL) (n=22) (n=22)
T (min) 172+75.3 202+90.8
max (n=22) (n=22)
CL (mL/min/kg) 1?{?;55’?3 7(05:21(;3)0
396+316 650+1842
Vdss (mL/kg) (n=14) (n=20)
t,, (min) 752548 359+215
2 (n=15) (n=20)
SR it A ff 2
16.3 44

<Y AHOGREER L - AV T 7 —¥ TV 77 (10mg/kg)
% FUERIRNTR G- L7 & & KBS O EHL GO IEFF.
T8 0 B AL B 08 27 78— I EE 2 B\ THOEATED B
NI TIRAOGIE T 4 VYV — A KIS b hse?



17. ERARIR
17.1 ARHURVRLMICHT 2B

17.1.1 E=AAERHFRRKRFHR

5 ~57i D 2 AL HHEIVAREF 17661 [ 77 & KHE5961,

A 2 mg/kg/HPLGHEE8H] (HAN : 2 61), AH#] 2 mg/kg/
bR 5595 (HARN @ 460)] #X5127 F LR
A2 AL B B RIS E G S iz, EEH i
A5 I VRIOFIG &2 BB U T EASURH R
BIE B ARV E Y HIE OIS % 2T Toe AHI24 1% 0
6 4 M BRAT RO BATHEE IO W T, AH) 2 mg/kg/H
5Tl 7 7 2RISR LA R 2B iz,

= e AH
FEAE H TTERBE | gk B
(n=59) -
(n=58)
N=ZF4 V| 2119699 2039+76.3
651 Y048 | 22544832 2433+835
fﬁﬁ%ﬁﬁﬁ(@?ﬁﬂﬁﬁﬁ AL 135+50.6 365+585
m
y o) _ 225
FE 2 [40409)]
e 296+16.4
N—254 | 300141 (ne58)
31 gty | 336s1sa | 00004
o5 B - B e o S-Be B Y
(Bt/min) i 88
%/min 2L 36=85 (n257
P ) _ L1
FE 22 [-2144]
oo | 2571509 269+14.11
WAL =58 (n=58)
. 24.3+1345 1424838
P 52438 1
Retr 5 5 | (n=56) (n=54)
(ug/mg) -44=27.03 -451+19.9
s 427, 119,
Zie (n=55) (n=54)
: i) _ -40.7
HER 22 [-49.0-324]
oo .| 348273 2834166
NEAIAL T s (n=52)
. 3414287 29.0+14.4
. I
B Be' 24l (n=54) (n=54)
(L/min) 24+20.7 10.8+25.6
PR AV 2z st N A .
il (n=50) (n=49)
i) _ 10.3
BRI [-1.8224]

IR L, AR AT [95% 15 X ] ]
1E) BT D & e

AH 2 mg/kg/HPEGFEIZB VT, $240H F TLI5860H
5761 (983%) (ZHLz a2 77— T 7 7 Hilkdil
oI, HRIPUAR S 58BIFFETH] (98.3%) ICFED Bz,
F 72 REOIGEFAIZEBIT 5 B (8.6%) ICFD N7
AH) 2 mg/kg/ BB TIEEFI A2 BITEHI 25380 H
720 2mg/kg/BEETIRO SN/ ELREITEMIZ. 821961
(32.8%). Wim:-18%1 (31.0%). HEJa1561 (25.9%) M UL
1461 (24.1%) T& - 7z, Infusion reactionix38% (65.5%)
IZRED b7z,

HANEZ 6B (2mg/kg/HBE2H. 2mg/ kgl
LGEAB) <iE. 66 6 BHCEITEM 25380 67z, Hl
TEHOWHIE, EIEIRE, EO Wk, 9857, FBEK T
YEJE T & - 720 Infusion reactionid 6 B0 H iz, (K
)Y [7.2, 8.4, 17.1.2 BH]

17.1.2 REARSHER

‘17.1.1" oREEZE T LBNEZEO/ S N 21736 0 i
HATHRBGRERA T b N7z, 171,17 OB CARAKIEEIZH
DA SRR X 17.1. 17 ORBOE - HEE
Wie s B & &R, 7 REEICEH AT S N8R
FIIAHA] 2 mg/kg/HIIAF 2 mg/kg/ PG L Sh
720 AFHI 2 mg/kg/BEGHNI BT B 6 5 MARIT RO

BATHIBED R — 25 4 75 %7208  TOZEALTIE30.1

[95% 5 M X [H]12.6, 47.6] mTdH V. HRITEAHER S 7z,
ARH 2mg/kg/BREICBWT, B2 05 FE72H D 12

B2 1 PHSARIEDIgEFUARDTTED 7z,

AH 2 mg/kg/ BB TIES6HI RSB BIMEH 25320 61

720 2mg/kg/BARETIRD SN2 E LB, 88275

(482%) W24 (42.0%). BEHG21H0 (375%) M OVELL

2041 (35.7%) Ta - 72 Infusion reactionid56%1 (100.0%)

WD bz,

AARNEZ 66 (2mg/kg/HEE2 6], 2mg/kghd #H P

LR 460) Tix. 6Bl 6 BNCREITEM 2538 517z,

TER QWL FE2h, SO, JE57. L. BB, Wk, B,
THI, F&E, WBREE 774 X —RERDT L

VE— ST o720 Infusion reactionid 6 BIIFED S

7207 (7.2, 8.4 17.1.1 BH]

18. EhFEIE
18.1 fEARAF
AASPHEIVARIZ S A4 VY — A THLN-T L F LA
7 M I V6-ANVT 75— (GALNS) Oitfn 2%
X B YRS R ERETH Do GALNSIHHEIME T3 5
SRy, FVanI oy ay (X UREBRLY 2
v RuA U6 SERL. BRIERA S, Bk
EE IR REA L% 2T 5. AHNIGALNSICE < ¥
) — ZATEE RO VL~ v — AR A AN S
THES R TH Y, AFF VKGN~ Y ) — 26-1
VR EALTIA V= LAHICHD AE N, FA4 Y
V—=ANIZEB L7 a3 7)) h v oRfbEIiE L,
E R ke

19. B3R HCEAY 2 IB{EERIFR

— B EH oAV —¥ TAT7 7 GEEFHEERZ)
Elosulfase Alfa (Genetical Recombination)

2 F = : $113,000~114,000

%% (RE) o2V 77—¥ 7TV 77 HETHHR
RAEIN-TEFVATT 7 M HIV6-ANT 7
F—ETHY, Fr A =—ANARY—FIYE
Ml SEESNE, TUANT 77— T
VT 7d, 496D T I BRI S % B
TL=y b 2P ORI SNBSS N H
Thbo

20. BIRW EDEE
WAk, WEABTL L, T AL,

22. ‘B %
134 7w

23. FEXK

DAL R 5 3 M K R EMOR-004 (20144512526 H 7K 32,
CTD 2.72.1.1)

DANERE <~ AT BT B AR 0110-08-041 (20144E12
H26HKzE, CTD 2.6.4.4.1)

3)C. J. Hendriksz. et al: J Inherit Metab Dis 37: 979-990, 2014

4)C. J. Hendriksz. et al: Molecular Genetics and Metabolism
119, 131-143, 2016

5)Wood, TC, et. al: J Inherit Metab Dis. 369, 2013

#24. XA RERVBEVEDESE
BioMarin Pharmaceutical Japankkat &4t
ATFAHINVA VT H A= a v
T160-0022 HHEASH X HEM T H 1% 6 7
JIRFMEI A4 F 57—

TEL : 03-6837-0844
https://www.bmrn.co.jp/



26. WERGTEEE
26.1 BEER5ETT
BioMarin Pharmaceutical Japantkzi &4t
WHASH X FEMTH 1% 6 5

26.2 BETT
BioMarin Pharmaceutical Inc. K



