H 20234 7 HIET (55 2 W)
% 20204F 9 ARLET (45 1 /)

B UWEER, 2~ 8C TR
AR : 36 A

BIG TR Z L O SVEE 1 BUAEHA
JOZ45—t (BEEFHABRA) sEERARE

H AR i i 0 o
873959

Rl | 21800AMX10867000
Wise b g 2006412 )1
AZIeL01

EYRRRGF. BIE. RLTZEEER IR -ERFOLFEICLUEFERTE L

PIFS YA wamznzome

ALDURAZYME? for LV. Infusion

1LEE

AEOBELAICKHICEAETSERELTREAT S
infusion reaction®> 6, 7} 714 7% —RithrH5Hh
ZHEEM P HBDT. KHZ. BEBCTLEHIEDOTE
2%z UL TREZBARAL. HERTRLTHLER
1T52 &, £7-. EEkinfusion reaction IR L 7-154
(ZIE. AFOH/EEHIEL, BYELBEZITI> &, [8.1.
8.2, 11.1.1 BH]

2. B2 (ROBEICEIH/ELEVWI L)
KHNOWPIHLTF745F v —Yay 7 OBAEDOD
¥ (8.1, 8.2 BH]

3. fER% - MR
%31 MK
% 55 134 7 (5mL) o

o o

| gu=y—% B iE2)

% | GEfETRRL) ™ 29mg
b2 |l RPN 439mg

WY YERTKEF MY A K

i 1 63.5mg
Y UEE—KFEF YT ALK 107

#l | Fp Tmg
RY VL R— 180 0.05mg

ED F A =—ANAAY —FIRMIIC & 0 A, ARHNIIERGE TR T
7 VIR RIGE 2 L T2,
112) 500z (U) (2HY, su=F—+¥ (BETFHIEZ) 1UIZEK

WHLAF NV XY T2 ) VA Za= K 15 MI 1 umollizk

GRS B BT,
3.2 HWHIOMAR
i K D7) S L O UL DT 2 I LA O
pH 52~59
9% T T 15~18

4. FHEEN (3R
LOASYEFE 1B

5. XEERISHRICEET 58
PRSI TR 5 2 FRTEIEERD b T v,

6. AARURAE
Wi, 7u=y—¥ (@EETHHER) L LT 1HKE ] kg
H729058mgZ I 1 [, xuHHHET %o

7. RERVRAEICEEY 238

7.1 HRAEMAEHE CHML 22 RICTRESZ IG5 T5 2 L,
B RO Oug kg/ M S HIG L. BFORFNE +
OrHERR L 222 Sl O 1 REIH T150 & L 2B I9IC BT, 200
pg/kg/MELL T TG § %0 MAKGHEIEL2RIZ &5
DETTHETIOREEMIFL. 2~ 32T TG
5Tk, [8.1. 8.2 ]

sanofi

R 7 kg A O B
e G- Rt=50mL
1 mL/W (%10ug/kg/) x 1555
2 mL/W (#20ug/kg/W¢) x 1555
4 mL/I (#50ug/kg/IF¢) X 1555

INAZVHAL vERAIEL, &
FE L T AU B RS O 3B 12

TS,
8 mL/I ($100ug/kg/ %) x 157
16mL /K5 ($9200ug/kg/WF) x 3 F T ga_g%%‘r TIOBRETRS

KT 7 kgbh 120kg L N 0
PG R=100mL

2 mL/IH ($910ug/kg/ ) x 1555
4 mL/Kf ($20ug/kg/ ) X 1555
8 mL/I (¥950ug/kg/IF) x 155
16mL/IK (#1100ug/kg /) X 155

INAZNHA VRMEL, &
52 LT AUZRBE RS o 3% 12
FTETF B,

BHRT T oME THRY

32mL /IR (#9200ug/kg/IH) x 3 g +2

KE20kg % 2 2 B

5 E=250mL

5 mL/ I (#110ug/kg/ W) X 155+
10mL/I (F920ug/kg/ ) X 1555
20mL/IH (¥950ug/kg/ ) x 1555
40mL/#5 ($9100ug/kg/IF) x 155

WA Z VYA el %
FE L TR AU B RS O 3R EE 12
FCTLITA,

BT T OBETHRY

80mL/ IR (#)200ug/kg/ ) x 3 IE[H] +2

7.2 A#FPE512 & Y infusion reaction (L, F&24, UHT. 38955%)
DIB T AR D B0 TNODIRZBRIK S E L2012,
fREGHTEF], Pl R ¥ I VH F 72132 W7 & ARFIR G- BliG
D0 HINCHI G352 EAEFE Lv, [8.2 BH]

8. BEELEANER

8.1 AHNI-AHEABATHY, 7F745F = ayrin
R DMREESTETE VD, BEEH5107v,. 2%
VRO SN IIE G 2R L, #E) R ALE AT 2 L,
F720 20X RIEROFBICHE 2. BELE 2 U 5 i
ZLTBL 2L, 2 a%hlE [ BLER TREBIREDOREE
ERHNI NS, TERT ) YOHEREL TV IHE
WCIREEPLETH L, [1., 2.0 7.1, 9.1.1, 11.1.1 ]

8.2 AHIH£ 512 X Y infusion reaction (HIL. FE&. HE. 815%)
DRI B EEMEDSH B o Infusion reaction AN 7B A 121,
G EEE T2, —HEG 2 quk U, @) 2G5 (6
WREARIVE CHL Pl A5 I VAL EBGER A O PUE
A4 RREREZT) L, [, 2.0 7.1 7.2, 9.1. 1,
11.1. 1 =]

8.3 IZL A LDEFIIgGIKRDEANTHMENS 720, EHN
WZou=g—¥ GEEFHEERZ) ST 2 1gGhiki % 179
ZEDVEF L,

8.4 AHNZ, A F —bNYIBERIIAFYaEDOY VK
W 2 L Cwa A%, B TRICB W Ty Vi ok
W ZFT>TB Y, Tz, ZEEERIRDEE (TSE) B3
LEE R ) A 7l % TV, —EOREMEEZMRT 5 HE



ICELTWLZEERERL TS, L2 LAedS, TSEDOF
MBI/ O G2 B2 W T2 2 L IETE RV &0 b,
FIROEW LOLENL %2 5 IcRE o L, AHl2H59 5 2
Eo T BHICREBBENOARM L REOFI L%
Bya2&, BB, AFFEGICLVTSEN e MIEE Lz L
DOIEIX

LHRENEREZEIIBAEICHT IIE

9.1 AHHE - REEZEDH 2 EHE

9.1.1 AEIDOKRAHT 2 BEBIEDEEFEDH 2 BE
[8.1. 8.2 ]

9.2 BiREERERE

9.2.1 BREICSELEEDH 528E
BRI E O D B F 2N R & LA O Z 4t & 4
B & U7 BRI I L T Ze v,

9.3 fTREEREERE

9.3.1 fiEEICEELEEDSH 28E
JFEE ISR O H 5 BB R L LA R R a2 48
B & U7 BRI I L T Ze v,

9.5 #E4%
TR SRR L C W 2 WD & 2 BE 1213, B Lo
MWD fatz I LTSN A EIC0RKGTH I L

9.6 ZILiw
R EOARIE R ORI EO AR Z ER L, A Ok
Xk iadd 52 L. b FTHiFlh o IcBT 288X
AHTH 5,

9.7 NRE
[17.1.3 2]

9.8 SisE
BEOREZBELAPSMHEICHG T 52 L, —MIZER
BREIMKT LTWA Z ED %0,

1. BIEA
ROBWERDH 5bNDEZ EHHHDT, BEL 5TV,
FRARD SNHE %G 2 Pk 5 74 L) R E %
192 &,

1.1 EXAEER

11. 1.1 EE Kinfusion reaction (JHEEAH)

WEOTF 714 5F 3 — (FPREES) 285hickRo32
ENDHBHDOT, BBE IV, BEDIRD LNZHAEIC
FEBICHES 2Tk L, \EEDEAL. Pte X5 3 VAL RIE
B RV E DR OB G VRS OB LB 2479 2
Lo [1.. 8.1, 8.2 K]

1.2 ZOfDEIEA

5 %2 L 5 %A BHEEAS I
—feM Ay | FE. FBEL | A V7 VT U P RRERGERE,
PRy | 957, B E, 7T 4
FET—, HH

TR - KA | B D . UL,

o R AATIE SIS, RO,
FHIEE
B | 385, O | BOMBREE. FRE. S
HE WABHE B2 i
M SR | IR TR
AL % 5% | D, B, | P THEAR R, TAIRZEE,
M - PR, 2tk

i i R R | BIERREE . BY | AT
I N ]

i T EUIVE VIE, [MiFAST
B, M ALTH
A i SR | AR AR

5 %L 1 5 %A BHEEAN

I W 25 5% NSk, -0 PRI, P e

AR i

E I E - HRNR IR

LY A A
it it SEIE. B v SHE
B I AN e 2 T e A S
KoM R ok, L
1t B ARIEH. KA ) 7 L MAE,

K~ 7 A ¥ 2 UE
z o i il

14. A EDEE

14.1 EZIFARBFOEE

14.1.1 ARF*

(1) BEOKRBEIZHESVCARAOEGREHB L, 5 1C5%E
BNATVEERET Do WHE L ) BGITLTELRNL TV
BAEWOHB L, Silch2 T THRET S (92050) .

(2) FRBFCARF DL J UL TIVNICHE F2 & T hTw
LU ENA TV EHBBET L L, ZaOR SN D
TR SRBALTYS DR LW &,

(3) A#NTHRHABAHETAHRL 2 BIEEKET 5720,
PR RACH ST 2 H R BB & i %, BB ofkE
WCHDOWTHELE T 2R RE LT ET 5, BRI, KT
7 kg Rl 0 BHIZI1Z50mL. fKE 7 kghh F20kgbh T o B IS
1Z100mL & L. fKH20kg % 8 % % BH OB A121E250mL & 3 5,

(4) (1) cHHELAAKoOEGRO%REY (3) ThELAHF
AN Y 7 X D IREID BEET 5,

(B) NATNPSHLEREIRERY . BRI Y 712
W DML, FICRMT %, 2R REBRITET 2
ek,

(6) BEIIEGTHRNICHME T 2RA L TR WhA iz B
MET 2, WIRTHRATE 2T O WEAEHZEOAE
fiHd 52 L,

14.1.2 FBIRIEHRL P I T2 2 Lo MBEEHICHHTE
ZOEER HMULAKZ 2~ 8T THRAEL., 24 LA
AT 52 &,

14.1.3 Hl L ORFTZ TRV &,

14.1.4 HZXA4 T VIE—RIRY O ET L2 L,

%14.1.5 AANX02umD A > 54 v 74 VvF—%@m L THE5T5

Z&,

16. ZEHENEE

16.1 MuehigrE

L IHHE T BB 126012 4 B 220 TARA058me/ kg% 38 1
[ 5 U7ze 85 138, 1208 K 082608 0% 5512 B 1 5 °F
MR EE (Co) 1 31.2~1.7ug/mL, P35 % i 52
HA TR (AUCe.) O F39MEI345~69ug - H/mL. F1
SAFRE (V,) 13024~060L/kg, F31%E 2 1) 75 >~ A (CL)
E1.7~27mL/ %5/ kg, FIHERLERY (t,,) 131.5~368H T
3?)0 f:l)o

16.3 2%
2 aAZHERE T R A 2 IZARA058mg/kg/BUL L5 L7z &
C A FPbE. ERBE. WM. RGOS B, BRE. ABSRICE
WOEEREE B L7, BERIERIIHE TR ® <L T
- 727

17. ERERR R

17.1 EIHROCREMICEAT 55

17.1.1 @58 3 Bk

WM BT, A3 ZHHE T RBESH 25 L LTRAD
EIMT T RN IR EE R R R Z 1T - 720 KA
058mg/kgE 72137 7t KROS5 %8 1 W26 TV, [%7)
i 2 O FRIEE M 284 (DUTF%ZE g e) | KO



[6 55 oBRATHRE] %A% EEFMEA & L, 555
526 % DAL 2 MR TR L 72, 2 OfEA, FEHMIEE T
72 ARRTHAT, %Ml T V3945%, 6 AT ik
THH3BImD UL L0 S 17,

B HE 2) | 7R 23
%% MY QEH FIEIST 3% %)
e 55 484+14.85 54.2+16.00
#5263 50.2+17.10 515+13.13
B & 0L 1.8+7.70 -27+712
T 45 (p=0028*)
6 53 AT HIRE T (m)
e 5wy 319.1=131.41 366.7+113.68
452638 338.8+127.06 348.3+128.82
Pl & 024k 19.7+6856 -184+67.49
T 381 (p=0.066")

*WilcoxonMERZFIME 2 & 5
WFERE, ARHBECH G SR %2 7R L 721861 1361 (72%)

PIEFAL L. 777 REETIE1ABIF 3H (21%) 2SIEFILL 720

JRIGAGEEE 4 BRI DN 23T L, KT L2k 2
DHOREFINE 8 U TR S 1z,

FIVER oSBT, RHIRES45% (12/226]) KT T X Kt
69.6% (16/2361) TH V. KA OFEGIMEH GEBBI% 2 6]
PLE) & @ik227% (560). %95136% (36)). FEHFE. B
HREE J O ER9R9.1% (281) THho7=Y,

17.1.2 B8 3 Ml 5 5Bk

B3 HREBICSIN L 72 BE454 0t & L, 1825 045 3 H
I B Mk R IC B W TAAI058me kg B 1 RS- L7z %
AWML 3 EE MR ICARABER T T &R
FEOWVFTIUT BT b MkBE BRI ik RA/ARAEE

F39-26+7.08%. 7 7 & R/AKAFEE © F39-33+9.07%) L 7295,
WRMICHE BRI TIE e doize —J7, BIliERE (L) 13,

ARH /AR FETIH018+0.28L, 7 7 & K/ AFHIHET0.16+0.38L
LYE Lo 700 6 0 MIATHIME, ARBERBI I oA
#l/AFRETHIY195+7348m, 7 T AR/ AAIRET194+107.36m
DEEEEDIER A A STz,

JFFERIE, ARH/ AR TR G 3H Td o 72 5 Bl 3 Bl IE
WALL. 77 2 R/EHERETIE 9B 7 BIASIEHRAL L 720

ARH /A F D EH ORTGAGOHG1I A b DAL T 51366.3%
T, 77K/ EERTIE-TI0%TH o720

REH OFEBEIE, KA/ ARHI#EE81% (16/2261) KT T+
R/RHIREG601% (14/2361) TdH V. KHIDHR L S N 7=4561T

O EBFEIEM GEBIERA10%LL 1) 1. BIHiIR17.8% (8 #l).

3895156% (7 BI). BERG K O FESHERALBUS A°13.3% (6 51).

WAL, T G . FEEL FIROTELDNLLI% (5 6)) THo
7%,

17.1.3 BHIIEEHRERRRER (5 RKRER)

WA BT 2 5 A O BB 2000103 2 FE B Ml R BRI
BWT, KAI058mg/kgZ B 1 I, F528M#xG Lz 209
B, 4 BNE 26D 512me/ kgD 5% %\ 120 HIEE T
WE R GAGHE X 23U T Ly DARRIE Z O BE s HEFE
BNz IRPGAGIEE OV 31261.3% CTH > 720 #2510
TIEERFEONBREPREMTH - 72205, E52HITB W TI8
BRI BIOIFARIIIEFHME 2 ), o BEHEDOIF A4 2 bk
B L7z LIZI—=TREZHERND TR T 5pc8
EOLEZNMKAFED 5N 72108, 7 B 23555208 TIEFAL)
L7225 1K O #PHN C I ER 55 b 384 L ize Ol
DEALD 2 BITHRD bNze BER (FREUKE) I34E#
MO EAERE LB L-gEE R L. L) HEECEEESHW
VE RN SE R OIS AT B AT Lze 72, 1B A DM
HTHRGRE,S 1 2 AURICH AR SR (5l
DO BFHTEI526H K L. 5 R TIZTFEH258H), 1
=7 —BICHT B IgGHARDTIMNCRRD SN BED ) B 1§

(3

oW Tid, 5B 5125 A % #% L 7285 5 CTLgGHu kD
BOONLRL %R o72,

AHNOBIEAN. FE8 7 B (35%). HIEABI (20%). I
3B (15%). Bk, MRFEFAEICT 3% 261 (10%). 52,
MEOE S, W, BEREZS. €9 e, M #akd, L
Bom, i, HA2E LB (5%) Tho7" [9.7 BH]

17.2 RERFTHRAEEF

17.2.1 EREERTTRERRERES

Frg LR BGRGR A (SBIFA) T, Rathdit SUEHI50
BIH1961 (38%) (CHITER (BRMAMRELH 2 &5t) »R
BHHNTe TARERI. FE. JE8% 76 (14%). FLBE.
ZOIEE. FEB A 3B (6%) . Bk, BRI, RS 2
Bl (4%) THoTzo

17.3 ZDft

17. 3.1 Hufd(
SE1/2MIE BB RER & 28 3 B P ISR O3 5 %2 21T 7
FESSHI 506 (91%) IZBWT T =¥ —BIZx§ 5Pk
Bl BEACIIEI2ZETCICRBL, H1HEEEI2HE
DOHIC—HOBHIIB N THMME BT L EZ LN AR
HlOMHEZ VT F 2 A0 LEADPRO 5Nz H26HIZ D Hifk
VRD LI, —FHOBE TIEHHEAMA LA L T2l d 2
HoHT, COMIIBITRMHEZ YT T AOMHILE 1HE
HETHoT

17.3.2 IGEMAEE
55 3 AHAB OV 3 MRk R (182 ) (2B WC, HaFE
XIFHEE Oinfusion reaction?E U7z 9 HlOBFIZH L, 71
=& — VI RIWIgEDUAR B ORI ATE IS B3 2 A & 47 - 720
IgEMATIZELISAYL, Ml ATE M XM B E LIS X e L
7eo LRLOBIOBHED S B 1 BN 3HMKGRERIZ BV TH
6208 O ¥ 5B IGK S BRI IPWEE A 7714 T F
V—BEIE A AU, AL IEIRARKEYRSLETH 5 72,
70 =¥ — LR RINIgESUA R St ch - 72, 2
OB IR EITER T 2 LRAEME;ROLNTED,
MBEEHPEELZDDE ot EZ BN, W FIOEE
DIgEMARRIIBETETH - 72",

18. ZEhZEIE
18.1 fEA#RF

AHNE H T LHE T OMBE KL O cERT 570 3
IV TUA Y (FNRF VB ROANRT SR O 4
V= AR RS o L4 A0 =5 — ¥ O EE TR 2
WHITH B,

18.2 ZEIR{ER
LT SHHE TR A ZAZHIRNE G- L 7GR BRI, PR i
U ¥ oSE, R OIS B B GAGOIK T A58 b7z,

19. R CRE Y 2 IE{LERIFR

—REH Su=%—¥ GhEfzTHIRz)
Laronidase (Genetical Recombination)

3% (KE) : b a-L-A A0=F—¥%a— F§ HcDNA% Y
ALZ=F v A == ZANH AT —FRHEMT D &
X B628MHOD T 3 7 BEFEIE (CaroHosrNop OssiSioi
5T :70,105.76) S 7 HES VX s (5T
#83,000)

20. BURWV EDEE
o, TR L,

22. A%
5mLx 134 7L



23. EEX#

1)

2)

3)
4)

5)

6)

7)

8)

PR - W SHI T EH R T S AR IR LGB T D
HMBREDMET (20064510720 H &2, CTD2.7.2.2)
R A X DI EIERER/ 54 (2006410 5 20 H A&
CTD2644)

Wraith J E, et al. : ] Pediatr. 2004;144(5):581-8

PR AL 3 M I E M T T 2 Ak IR LR ER (2006
#10H20H 772, CTD2.7.6.3)
GRSV 3 MMk B G- 5R B (2006410 H 20 H KGR,
CTD2764)

PR EsVNRERRERER (2006410 H20H &2, CTD
2.765)

PR NS 3 R I AR B OIS A 3 Rk
5.3 B/ 1gEVUE (20064E10 4 20H &2, CTD2.74.2)
R 4 X OH & BN 2R (2006410 H20 H 2%
2. CTD2622)

24, XEREERKERUBUVAEHEE
W+ 7 1 &R
-ty — THH®RE
T163-1488 WHEUHBHE X HT =T H20% 2 7
71— %4 %)L 0120-109-905

26. RERTHEES
26.1 SOEERTETT

/714K

T163-1488 RREAHBEXEHE=T H20%E25



