*20224F 8 HYGT (852 1)

A AR 3 7 ot o T
20214E 1 HELET (5 1 ML, FFsEfeis) 873950
Bp R OHGE BT, 2 ~ 8 T
HAAR : 364°A B FHEBZ L ISEEVEEES &AE | 22000AMX01523000
HIWZAINWT 77—t (BioFHRA) SEEETRARA WidchIkE | 20084 4 J1

EYBRER, B LHEERELY

F IS A L EEEE I 5 mg

Naglazyme® Intravenous Infusion 5mg
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1.1 KEDHBREHRR (3R EHRTEOLBORKICEET 3
infusion reaction®> &, 77374 7% —RItHH5H
hBFREMD HBDT. FENL. REEICHFEXED
TE5%#me L LTHREEZRRKBL. BEHPRVERER
THTHEBEREZITY Z &, % /- EE Kinfusion
reactionFF4E L £BEICIE. FF DB EEfIEL, B
PEMBEITIC L, (8.1, 11.1.1 BH]

2 BEEAHRALER(IZEFREBEEDSH D EEICHRE
L 72354 infusion reactioniZ & » TEKRD EMIEEH
CHHREMNA HDDT. BEOREEZTHICHEL., &
BB U TEBOERBEITI Lo [9.1. 1011, 1.1 BE]

—_

2. B2 (ROBHICEBELEVWI E)
AHN O LTTF745F Y — 3y 7 OFARED
HHrHEEH (8.1, 11.1.1 BH]

3. HERK - MR
3.1 Bk
. F 7T YA LN
e HHE 5 mg
. " 154 7 v (5 mL™)
e o> it
HRIS | PNV AN T 7 — ¥ GEE T4l 2 )T 5.0mg
WAL v A 438mg
rbuﬂlnﬁimifp“”“*ﬂ% 6.20mg
W
' U YEEAKETT N U ALAHY 134mg
K1)V IVxR— 180 0.25mg

) Fx A =—=ZANARXF =AM S8 E SN,

1¥2) 7T0HAT (U)/mLICH %o HV AN T 7 —¥ GRIEZTFHIRZ) 1U
WEABIEA- ATV XY 7 2 ) VEREES ) 7 A %37C. 14
[T 1 pmollNAK 533 % Hifiro

3.2 WAIDMR

I 58 %4 | 27 594 L SERHER 5 mg

P R | I~ OB I b T AR O

pH |55~61
BB | 09~1.2 (EFAERICETT 2 1)

4. RhEER IZFHFE
LOSFEEVIE

6. BiERUVHE
WHE, ANVAVT 7—¥ (HzFHEZ) L LT 1hkE
1kgdH7z0) I mgZH 1M, LT %,

7. AERUVHAEICEEYT 238
7.1 HIREFEEE AR L 2815552 & KAl
BR3EARY 72 VT, BEE 4B E»T TS T
BTk, PG ER, KEH20kg T OBEORE, WD
@ 1R 3 mL/ R & L AR RIF 2 538mL/ R 12 $e 5

HEE E 5 %2R T 5. REI20kgZBA L EHD
LA, Mool EEIZ6mL/ME LEARENRITFZS
80mL/IRF IZ e G- M & LI, G52 KT 5, [14.2.3,
14.3 ]

7.2 RFEOFL 52 X V) infusion reaction (FE#4. FHFE. J895%)
DRI BN D D, TS DIERFEH O FB e 0%
B ORERZ R I L7201, Pt A7 I VA HEGHE
P F L 2 D & ARF 5B 4G D 30~6045 Wil i 4% 59
HTENEF LV, [8.3. 11.1.1 B]

8. EELERNIEE

8.1 RANIZ-AHERATHY, TFI4T7F Y —avy
MR DMEEDTETE RV, BE2 070,
BHDRD LN G &2 Pk L. B8R E & 17
Tl Fiow TOX) WIEROFEIU A, BAMLE %
M b#EMZ L TEL L, [1.1.2..9.1.3.11. 1. 1 1]

8.2 AHI D512 X U infusion reaction (FE#4, FEFG. FE5%)
DSBS AW EEMEA S % o Infusion reactionid H b7z
AWiE, HGHEEEZ TS0, —HiEkG2dik L. #Wk
WHNER (Bte A% 3 UH, WEERAl, RIS EA L E
VHIGE) RBANEEIT) L,

8.3 MEMEIFMENT-0L % 2 2 ZHE VBB ZIC X D BN B E
RTHY., Btk 25 I VHOFHG- DT D) A 7 % 1
IS HHEED D 5 720, ARAO¥ 5 BIHHT I 5 R
PEDFEMZATH S EDTLF L FEIRER ISR Z MM L3 H:
eI S8 b 1 55 O I B Al B & 920 L T % JBE TlE. AH
$25-H1Zinfusion reaction?¥FEIL L 2 5H Ptk 24 3 VA
P 5T F 2 A 2 BRI L 25 & i, 2
NS OB ILE 2 E HICERBTE S L5 IHEf% LT
BLZE, [7.2 B3]

8.4 IFLALDBEEITHAIN AN T 7 —BHARD A 73T
XN, EHNCHT VALY 7 —¥ EIZTHEEER)

W B HAMAELIT) ZEAEE L, [17.1.1, 17.1.2
Z ]

I BENEREFIHEREICEHTIER
9.1 AHHE - BEEEEDH 2 8H

9.1.1 EEAFRALIISMITRFBREDDH 2 EE
Infusion reaction!Z & - THER O AVEREASEE 2 2 W HEME
BHDHOT, BEOREL THICBEL, LEICBLET
WY RAE 21T 2 ko [1.2, 11.1.1 BR]

9.1.2 AMEMKRBXIIFRB[EEDDH 2BE
BHOZESELIEZEETHI L,

9.1.3 ABEIDHRMNKT 2 BBIEDBEEED&H % BE
[8.1 &)

9.2 BREERERE
9.2.1 BERBEECEELEEDNS 58F
BHEBZARE LA RO REN 2R E L2
PRERBRIZFENE L TV 72\



9.3 FHEEREEEE
9.3.1 fIREEICEELEEDSH 58E
VMHBAET AR E LR Rtz il e L2
IRERBRIIEIE L T2,

9.5 1117

IR OTIEIR L C W A R 0 H 5 BE 11X, IR EOH
WHESEBRYEE LT bbb LU SN E oA T 5
Z&,

9.6 R3LIB
B ORIV R OB RBOAREMEEEB L. ALK
BT IR 5 2 &,

9.7 /B
SIEARMO/NBE G & U RN R O3 2 et L7z
BRRBABRIZ I L TV,

9.8 SE

BIEH OFBUERE T 5 2 Lo EBBEREIMET LTRSS
PapiiE AT

1. BI{ER

ROFMWERD @ HbND T EHNH LD T, Bz T34,

BEDVDRD ONTE IS 2 LT 5 % L) 7 AL iE %
792 &,
1.1 EXAEER

11.1.1 EE Kinfusion reaction CHiEEAN)
EEOTF74 7% =ML (PR EES) %4550
R IFTIENHLDOT, BlgEE 57w, AR
DOENLHEIELICHES ZHIEL. i A5 3 VAL
i BGELRG ) <2 R R LR OV B VK D 5 R OV R R A
OB RLEEITH)Z &, 110 1.2, 2., 7.2, 8.1, 9.1.1
2]

1.1.2 70— UERE (REBES) (HEAY)
TIEEAREN LU E LT AR 7o —YiEmiE (i
THES) BHobNbEIENDH b, B, 5Ok
O GOBIZV A2 XA T4 b EETHI L,

1.2 ZOfeDEMER

5 %MLk 5 %A BHEEAH

SRR | R, B, Wi B
e RPTRRIE | E AT

A R B S| B R

Be M B U385, FIRE. £ | MAREETRIE,
BETRLMERLE | O HE, 5. AL 7 L v —1REE

B 2%, PEIRKzE
WOl B OE | B, MR R
AR DY B it
s L e

M B | ARIME, mIUE | FEi

WRER. MR | RPURIRE, N | g0

e ONHE b e

o K o L, ERRA | A
) R I

M RE E | Rk

R M A ALP b5 4f v 2R

B

14. @A EDXE
14.1 EZIFARFOEE
1411 i & DREIITD RN &,
14.1.2 HZNXA T VIE—MEY O E T2 2 &,
14.1.3 RANCIPIBHRISZEN TR WO T, HREIEH

RPIHNT 52 & HRBRES I TE VTR

2~8TCTHRAFL. 24MRILINICHEI§ 5 2 &o

14.2 EXFARNGEICEET 3R

14.2.1 BEHEOEKIIZHEDO TR OHEGREZRHB L, #5
BN TVEREIET 5o WM X ) LTINS T
VEIYD ML, Rl b THET %,

14.2.2 FBEFNI, B F OFEERELYE RV, KA T
VEBBICTBIZT 2 2 &0 RANZED ) SMFELOE
WE DT PICHBABRDOWETH 5o MR T DR ADGED
LN7ZDDOREMPROENLDDRMEH L2V &,

14.2.3 ARHNG A RAEM IR CHPN L %I BEZ ST
%7280, BEOKREIED TS 2 R e
L. M4 2580 0 )R A% BT 5, RED
20kgPL T @ BEITIZ100mL & L, AEH20kg % B 2 5 H
ZOYAIZI3250mLE T 5, [7.1 B]

14.2. 4 (KED20kgD T OBEZEOYE X, AAOLER%
NATAHLHERY . HIRERAEEI00mLIZW - £
D ERMT %, KA 20kgZ B2 5 BEOYAIE. OF
A AT 250mL A S AKI O LT L SR AR E M- T
BEFE L 72, AFOLERZNAL 7 UHLKEWY, A
R AR Ww o < D EEINT B

14.2.5 A# % 0 AR AR, 2 bz S &,
R ZY RN X85, ABAIREREZ Lanwz &,

14.2.6 BT 59 2 B lCHORL 755 DR A 25 7% W A BUR
ZHBIC TR T 5. WIRTHERATE 2RF ORISR
FBWRBDOAEMEHT 5 L,

14.3 ERIRSEEDEE
THEEZZI, EAKRY TE2HCTALRERI L2 TR
T5HZ L, [7.1 ZH]

RED20kg LT 0 B ¥
B i=120mL™
—_— INAF VA VWL,
Pe 5B ~60% T | LT IE RO HE
(#925ug/kg/ ) -
LT3,
R INA B VA Y DEELT
60~ 12505 (%g?gﬁwﬂ GRS T $ T 0
POTHETRE | T %o

i) REABEA20kg DY
REA20kg % 2 5 B

545 =250mL
6 mL/lF INAZ VA v EREL.
P 5B~ 6053 Y | R L TWAUE R DS
(#925ug/kg/IF) "
L35,
INAZNHA VD REELT
60~ #2505 (%éﬁfﬁiv> VIR ST F T 0
WIOESHEIREN | pe e .5 %

16. FEMENRE

16.1 MABE

HESHIC BV T, A I SRR VIR E 2 1 L L CAH
1 mg/kg# 24 H D70 3 1, 4 R B2 CHIIR
PG L7k 308 1K OH2E0EMBIRE T 2 —
WTFEOEBY) ThH o7,

S BRE N T X — FH (CFIELSD)
S B REFR AR
o %138 52430
8162216 2,357+1,560
Cowe (ng/ml) [n=14] [n=13]
n o | 13260936260 342,448+241,204
AUCo (ng-min/mL) [n=13] [n=13]
118+747 316+752
Vz (mL/kg) [n=11] [n=13]
. 7284148 792+147
CL (mL/min/kg) n=11] [n=13]
. (anin) 111253 228+107
Ve [n=11] [n=13]

) BGBRA H G T 605 £ TOMBEH TNV 2N 7 7 — Lk~
I i AR T TR



16.3 2
2 A ZHEE VI E 7OV & 2 ZARA05~1.5mg/ kg % Bk %
U782 A, BFlE. WL Wi, B OB, FZE. K
BRBLTNY P REIC BV CTRERTG AR iz, F7o, IR
BETFNVAIIHER> SRR EZRG Lz 2 A, MK
F & B 2T Ol TREFRIEEA RO b7z HIEEN R
FNGIFE, R W B OV T 2 ~ 4 H &g S hz?

17. BRERRR &
17.1 FHHERVOCREMICEET 555
17. 1.1 S EE=AHERRHER

PHENZ BT, A I ZHHEVIRUEZ39B 2 0t g & LA
HIDOHE=MT 5 & R mERLE R (LT,
52 HEER) 24T, ARH 1 mg/kgXid 7 T LR %240
fZh 725 THE 1 RS L7ze (1220 AT T o 54T
HAE | & FEARERHGEE . [ 3 5B AEREBRTO
HEGEEE | RO IR 7Y a3 2 700 V] Z5l
WA RMEFHIIEE & L. 50 620R%0chZEh
DOFHNHEH OZAbm 2 RAR & 77 KRB THIEL 72
ZORER, RFBZ T T L REICHART, 1220 M A4
BC92m. 3 S THIBY B - B R T 45 7B/ 3 O B
AERD LI RPZ ) 2% 3 7)) VIR EE227 s/ me
J LT F = OILF AR Hiz?

AR/ AR B CTIEEEWHR TIROME %968 F THERF L
TBY., 7R/ RAFETIET EHER TR 5963812
AFT224+19ug/mg 7 L 7 F = ¥ DAL FA5ER0 5h7z,?
F 7o 12RO OV 2 MIEABRIC SN L. 16834 L) 1=
G2 fkGE L - BB B THIRP ) a3 ) 7
U A P OAL R IRk LT

BB REIC DWW T, e KBRS A=, 55 =B O A A
BECTNR—= T A VD 5245 D 7 H25519L/ 5 L 4%
ZADID, T TR TIR00£15L/5 & ZALId A b o
720 BB ARG B TIUEARRF/ AR BTN — A T 4 VIEH
50638 % DA60£19L//0 T EERKR TRL D bk
L. 77 2R/ AKHHETH28+15L/ 5N WEDED 5
N7z Ty BHMGERL T 1IBRLXR=ZXF 4 VIF»
59638 [H] T FEATRD BNz

ARFN G- 248 %\ EERIE IS L TR L7222 2 A, 38
B 140 % By < BN ARFN X T HIgGHuR A 580 5
720 MERRERDIGHE B2, 461 % KR { &R BPLH IV A
VT 7 —CHRRAECTHEETH 725 (8.4, 17.1.1 &
Hd]

2mg/kg/HEEED1IFI 126N BITEH 25380 H Nz
ZREVE R, MR R B 3 1 (15.8%) Z ) HE 4 B (21.1%)
5% (BN, 282 E0) 460 (211%) ROWEH: 3
%) (158%) Tad 72, Infusion reactionix106] (53%) I

5 H | e Qop) | 77 (00 oY B
1255 BAATRERAE R (m) (CE#ME+SD _
257 ™ 2271170> 381202 17.2 gﬁﬁ'&%ﬁ;ﬂﬁ% .
ol % s B B RGAS (REIME ) ComAstl 7 Bk 5 1 (71%)
ekl 336227 399217 SRR S, EA RN, S0 3 6 (43%)
RS b O%qL 109154 _ ?61(122 Td > 72, Infusion Reaction?® 7 Bl 4 B S 7z, (F
M 92+40™ (p=0.025)" AT 1)
3 o RSB A B B R (BE/4) (CFI9i=SD)
P51 194+12.9 31.0+181 18. FExhEIE
P 15.2438 1% 269+16.8 326+19.6™ 18.1 fEAEE
3 o RSB A B B R (Be/4) (CFI9fE+SD) AFNZ 23 ZHHE VIEI ORI E RN ICERE T2 27
P 5 DAL 74+99 27469 AVI )TV D—FTHLETNVIY VIRBDOT AV
BEME 57+29™ (p=0053)" V= AWK RBEEN-T £ F IV H T 27 M3 V4R
7 ) a3 ) 70 5 Vil (ug/mgs LT F=>) (TFRHESD) 778 - CORRTHBARATH B H I ZHHEVIILE
Y5 346=128 330+114 TV A TITARHK & RS L72RER. 94 v —2do
RE20ER P 17280 7Y Y37 0 AR DR KEIR, B B,
o T (350000 B O R R BRI C U (EUEIE RS I L 727,

BHHVIEEAEIN L L. B, T R OB CIR B
BDOLNL Do T2,"

19. FRIER M CEE T B E{EERIFR
AP G B 10BI FIA%, 2430 0> 55 = H BRI 12 Bt — R ALANT 7 — (RETERL) JAN)

W RE 2 RPUASOE 2 FEBL L 720 BPUKIZGAGIRA R &M Galsulfase (Genetical Recombination) (JAN)
BLZWE) THolee RAKGEBEZED D b ABIZFREL S F OB 466000
AP 52438 F TIZIgERUS 2389 S M7z MPUKRSUE 2g KB L INTEFLETY I VARLT 75—
F 72 13IgER L D38 BL & infusion reaction & O R IZAHEI 1 ¥AhI— F3BcDNARBA L7 v { =—
RO oz, [8.40 17.1.2 ] TND A Y — B A S B 2E X L5 49508
2mg/kg/IHE D19 19BN BIE R 2358 0 b v 72, DT 3 7 WFRIE (CospoHugsNisgOr1rSyss 57 T- 1
2mg/kg/BABETHRO SN2 2 EH . BB 55.841.66) 5 7% M ATE (GrFE
(47%). HE 8 Bl (42%). BHHE 8 1 (42%). Y9 6 Bl 66.000)
(32%). Hilsige 46l (21%). WRURIRSE 4 61 (21%). 5895
4 B1(21%) K OVHESE 4 51 (21%) T3 - 7z Infusion reaction
121061 (53%) ICR® STz,

17.1. 2 S E S =GR R

1) 77 RHETEA 1 G123 248 LI Bk
112) R—=2AF A YETHIE L7 55243H O P35 H+SE
3) BTV - N— 2P DD  pfii

20. BIRWL EDEE
HiwE, WEEMTDL L,

EEAIRERIC BN L 72 30638l 2 b G & L= 22. ‘@3t
HIE B Mk et (LT 45 SAIRESERER) 1235\ TAH L4 7

1mg/kgx B 1 MG Uizo 120 B 4T B (3 ~N—
AT A VIR (CZEBEBRBRBGIE) A 5 4K/ AFIHE T
¥183+26m. 7 T & K/ARA#E T TF141+25m o> Hi >
EENBD S, [ 35 HREB BB S AH /A HI T
TYI131+208 /55 7T & R/ ARANRE T3 7178 /53
DYEED RO SNz [IRPZ7 ) TH I 7Y h ik

23. FE K
DANEEL 8 37 T & AR EH BRI AR (2008
4 3 H28HIKFE. CTD 2.7.65)
2)Crawley AC, et al. ] Clin Invest, 1996; 97 (8): 1864-73.
3)Harmatz P, et al. ] Pediatr. 2006; 148 (4): 533-9.
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DA R 8 3AHIEE Mok ke kbR (20084F 3 H 28 H 7K 2.
CTD 2.7.6.6)

5 AN R B 1/24H I & Mokt BaAER  (20084F 3 H 28 H 7K.
CTD 276.2)

6) LN R 55 2 MHIEE IR HEEER  (20084F 3 H 28 HZKGE,
CTD 276.3)

7)Crawley AC, et al. J Clin Invest, 1997; 99(4): 651-62.

24, XFFERERVHEVEDEE
BioMarin Pharmaceutical Japankkzti &+l
ATALANVA VT H A=V a v
T160-0022 ARG X P T H 14 6 %5
IRFTEI A F 57—

TEL : 03-4578-0638
https://www.bmrn.co.jp/

26. WERFTEEE
*26. 1 BLEERFETT
BioMarin Pharmaceutical Japantkzi &4t
WHASH X FEMTH 1% 6 5

26.2 BT
BioMarin Pharmaceutical Inc. K E



