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EN] ﬁ WX LT F749F = avyr0lFREOH 5
BE [8.1zHK]
3. HERE - MR
3.1 g
INA T O EEERT . EFHKL SmMLICERT 5L &, 131

TV 7204.0mL (400HAL) ZHEITE B,

Wioe 44 Y7 7 G ERE 400547

HRMGT  |LSA 7v
RITVET—¥ TNT7 (BETHMRZ)
440$11'i£2)

V] TR 220mg

7 T MY 7 ZOKHIM 56.94mg
7 T ERKAIY) 5.54mg
AR VI R— 120 0.48mg
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3.2 RHOMHERK

W5e4 Y7 7 ik HA00 Hi AL
HIIE EHH ON1 7 L)
PEIR H o~ K H O Bz 7 — % IR
pH 5.7~6.3 (XA 7 Va3 K4 3SmLCHfRL 2L &)
25 270~320mOsm
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5. MEERIIHRICEET 335
5.1 RFNIT— 2 =i LEEZ M S NIZBEIZOATHTLZ &,
5.2 I— ¥ o JFOMEHEIRITH 3 2 RH O R RITHFET & 2w,
5.3 T— ¥ o DA K TR B2 BT B E6AER (RIS B RER)

VRS AR ORI L& T 0 ARMEIREN TV R,
[8.423,5.&]
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WHE, XTI —¥ TN T77 (@) LT 1
WA E kg 72 ) 60HAL % Wl s IR G- % o

7. BERUAEICEET 2158

7.1 #5325 # & infusion reactionSFEH L3\ 720
HOREXBEL DS, 605U LT TG 228, 2B,
HBES A CHEMA L 0 BARAER AN L 2 RIckE 32
Z&o [11.1.1, 14.1.1, 14.1.2z0R]

7.2 A 37Vt T—¥ (BIRFHIER) 25 RENEE 2 25614,

HZE LTA 37 vt 7—¥ (@EFHIRZ) LE—HETR
H OB G %o

7.3 BEOREBIIGLTAHOHECWEST LI LN TE b, X
B KHE1kgd 72 0 60HNL 2 2 5 H X FRAR RS TIEHET S
Twipvy, [17.1.1-17.1.5%H]
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8.3 BHMOTHREmENEEEDL /2012, BN AREL TV LA
EF oM AT T &
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1.1 EDUXE'H’FFE
11.1.1 Infusion reaction (FH#%E5 (3155 FIE240FE A IC
HET 24BN E ERET B RD) (HEAH)
T Zrinfusion reactionk LT, 7+ 74 7F 3 —%2B273 2
EDHBEDOT, TG RUESHOBEE ATV, HER
infusion reaction? il b 7zHAI2Id, G2k L., @Y%
WLE &7 &
AN 21—‘%‘]0)3”'3—"}43bil'nfusion reaction (BEJE. {ZE)ED T\,
I e, O, 5. WIIRE. BEE) d S bk
Wik, EEEREL 7AL;L’(?X%‘LFF€"FLT575‘ —EH‘XEJL%EP
1L, B AREERRR (Ble 2% 3 UHl, fEGER R L

PR ARV E SR OR) RBEAIEETIT) & (7.1, 8.1?5!3.’7‘]
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14, BRALEDZEE

14.1 EFFARBOEE

14.1.1 EHEAKTORMER

(1) BGICRBERNA TV EERE2 ST B L, EiRIZ
ifﬁ%?éo

(2) XA TWIZD & HIBES K. 3mLCTAHI & # L
TVdH7-04.0mL (400HfA) ZHWT 5, [7.18H]
(3) BT % & ZIFHEMIRML., IREITHT L L,

(4) BHLzE &, HETEAEW IO T IEHE L TH S
CERMRL, BEPEMNROONIEEIFA L2V &,

14.1.2 £EEEER TOHRE

(DG ) > 2 CHRAEB AR (100mL) 3y 7O Z25 % i< .
(2) MOFESFHY ) > V2 AT, BEOKRESH) CEHELL
—HOFEGIVELREFmE N TV LRINT 5,

(3) BRI L 7= AH) % B8 H R AEF AR N v 712N AR L i
WE3 5. [7.12H]

(4) FMT 2L &EHEPICRML, FBEITET L 2 &

(5) BEFPIFEY (HLAFALWRE) 2DDL I EDH LM
?E%‘LT““T“J?)%O

14.1.3 3ifs, BRI A2 &, ¢ﬁiﬁﬁﬁ%ai&wt
B - ﬁa%ﬂfﬁ iﬁ% T8, BEHIHEHTEZR
u\@%&ldﬁﬁ&%%tfﬁﬁb\#O@%%Mﬁﬁuw
WG ERT T2 L,

14.2 FHRESEOIE

14.2.1 JLF0. 2um7 4 Vv — %ML TG T5HZ &,

14.2.2 fb#) & ORF LT L 2 &,

16. FEHERE

2% %

13 A

16.1 IMrhiEE
16.1.1 £ 37Vt T —FPDEEY ZITTWIHANT— Y =i E
HoBl (T H g A6 K OV/NE261 e OV RS« /NJE2%1, 11~39

W) A RTHRIT, AHFIA8 . 8~60HLAT kg w 604572 T T IR N
Lk &, [t[L(aEIJ’\77)I/-k7 YTV T 7 R R
TEESOGHE TR RS RRME E TIZEEL ., HRIE—HEERL

7o AL, W% G-2598 K OS5 1B O S B RE /S5 X — & (1Z L)

TorB)THo7Y,

" | Tmax Chmax AUCo- T2 CL Vs

ot E = N ug/mL | %3ug/mL % |mL/%/kg| mL/kg

||l 47210 | 74233 | 4402236 | 10.6+3.2 | 4.0214 | =17
(40-60) | (4.4-13.3) | (259-880) | (7.3-14.8) | (1.8-5.8) | (34-72)

ys| o [48217 | 74241 | 48:249 | 10.1223 [ 4.015 | 63+9
(20-65) | (3.5-14.8) | (213-896) | (7.8-14.0) | (1.7-6.1) | (47-71

| ) Trax Cinax AUCo- Tz CL Vs
BI85 | mgml | sag/ml | 4 |ml/%/kg| mL/kg
51| g 4812 | 8.04.3 | 4892288 | 9.6+2.0 | 3.9%1.7 | 5l%9
(40-65) | (3.7-16.0) | (206-1,013) | (7.3-12.4) | (1.6-6.1) | (38-61)
T+ AR (k)
16.3 9%

F9 MIRFTNET—F TIT77 GEETHIEZ) OBHE
WKL 1mg/kg% BRIEARNTE G- L72 & & A, #5205 # 1 Tl
T b EOIRSTEEE R S, HF5HEHED 5 BRIT0%H
IR CRED BTz RN THGHETHED 3. 0% E ik, 1.5%7AW
fi. 0.5%A%E - BREIZFRO H7?,

16.5 Bt

Ty MIRG T NET—¥ TIT 7 BIETHIEZ) OB
K11 O Img/kg & BIEEARN P G- L7z & &0 FFRs L OV
V2B T BRI R B AR A TR Ly IR O 31 e 2=
(Tize) (AR E DIHILRER], HERARDTH IR (Tiz) &

ZNENHNTRUIEM T o720 F 72,
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17. ERERELIE

17.1 BIHRCRESMICET 32558
17.1.1 BNE DHEEFRRER CGEEHHR)

AARNT = cfifdiaen (18 :

B /N2

11~395%)

JBN2BI N O /N
AK ZB1ERM (122 i) B s

AR P T
Xt % R O BEEHEIEE1390.79~96.52% T dH - 7229,

260 O T

ERNIE G- L 720 &8I I 7 Ve T —EBOEEY I TBY.,
BHROA I 7 VEe T —VYLF—HE (K60 /kg) DR
FNZEI B2 720 NEZ TV VREE MM AR O

HEL
ATA DD

2OV TR R DOHEREAFE
OEALE ORI (FRe/ME,

2O b7z, 55112

BIFHN—

wAMH) (X, NES

OV ViEE—-0.05 (-0.7, 1.0) g/dL. M/MiE-6.2 (-12,
64) x10°/uL. HEMIE L 2FEH0.01 (-0.1, 0.3) %. 1§

EAIE L /2BAFE0.01 (0.0, 0.1) % TH o720 i
PR 7Vt 5—¥ 77 7HiEHER

Mol [7.3501]

BIPE R ZEBUHL1350.0% (3/661) THY . TDONF

Gl GG

D b NTHIRF T 72

(ESITENIE R

oy MR, B BEPEAERORE K OHE RSB AT 971 516 7% (1/640)
Td - 72, Infusion reactionl16.7% (1/6%1) TR HN7zY,

17.1.2 @515 M AHER PR3 B&

(1) AERIEER (CESRIETHBELERHER)
FEMTEOERIEO 2 VAR LL LD TR 77— 3 = 7 E 72501
(ZARFN60HAT / kg M ON45HAT /kg™ Z 51 (12 HR) BE S
REIRIHE S L 720 $%5-51 087 X533 I 12
U DBEALIZOWT, 60HAL kgl CT45HAT kgl & 1) AR E 4
IE LA BB OIKT K & 905729, [7.32H]

BFEZRX=Z74

N AFH
SHME H AT /kghf 6OHLAT kgt

(n=13) (n=12)
NESTE | S ATAY | 107204 10.7%0.4
- P 553 | 13.2%0.4 13.10.5
R ZAt 2.4%0.4 2.4%0.3
(g/dL) % 23.8%4.6 23.3%3.4
N—A54> | 84.4+19.0 | 108.0£31.0
M/ | ¥ 553EEE | 125.3%23.4 | 158.8+30.0
(10%/uL) At 40.9+13.6 | 50.9+12.2
EALE 6641238 | 65.9+16.9

R L A7 A | 4.0=04 3.9+0.4
PR P 55158 3.70.4 3.1%0.2
o Zi ~0.30+0.29 | —0.84=0.33
FALH —6.2t54 | —17.0%4.5

o | N—2F54> | 4.1%1.0 3.4%0.7
wfﬁgégt P 551 2.2+0.5 1.5+0.3
o EACE: ~1.9%0.6 ~1.9%05
° ZALER -39.9%5.5 -50.4+5.3

TS AP + RR R




BIVEH S BB 1260.0% (15/2561) TH ) |
i16.0% (4/25610) AR K O KB IAS 3741 £ 12.0% (3/25

1§J)

MR A AE |

I T

LER

FEBIEHNIL, B

FETED T

. fEIR, BEIR K OIS B 8.0% (2/2561) TH o7z,
Infusion reactioniZ56% (14/25%1) TiRoH SN2,
2 137 tE7—tEEDFESHMHRARR (CESHREENBAIITH

i LB 5 BR)

FEFARTCIRLE D IRIE D W3k UL o0 T8 17— 3 = i 1.3 3445
ZARFI60HAL kg (1761) JidA I 7Vt 7 —E60HAL/ kg (1751)
239 (97 JIH) FalE SRS L7z NEZDE ViR
BEZALRIZOWT, RHDOA I 7Vt T —BIIHT 5 IEH D
mEN GEpt~—T

—lg/dL)e R=RA T4 Do

ALARF TONEZ O U U BRELRLEOBEME (REI -1 37
VT —¥) 130.135g/dLCTH - 79, [7.3%H]
- ENEE LI Nt T—VEE
FHiliH (n=17) (n=17)
~tyne | NmATAL | 115203 10.5+0.3
- FEHALERE | 13.1%0.4 11.9+0.3
R Tt 16+0.2 15+0.3
(g/dL) ZALE 14.322.0 15.3%3.2
N—2A5 4> | 161.1£22.1 | 181.2%24.6
ML | e 5ALERF | 271.5+32.4 | 325.6+31.6
(10%/uL.) IR 110.4+17.2 | 144.4+22.8
AL 772105 | 110.7+23.1
e | R—RAT A | 4.4%06 42+03
wﬁiﬁ; = P 541 3.1%0.3 3.1%0.2
o AU ~13+03 | -1.1+02
° AL -25.4+3.4 | —-23.5+3.4
| ~=251> | 25%06 42+15
W%:E;w‘ Fe 54158 1.2+0.2 1.8+0.6
i ke 13204 | -25+1.0
(%) ZAbak ~498+3.3 | —46.4=7.1

fikS miﬂii’ il + R

Ebiz

Ay PREHNIE L 22

IOWVTRAFTE, A I/ VT —¥hE

EM/F‘HV%IMEW;@M, 1% (8/1761) TdH Y. FHrMEMIL, B8
WM AREDR VT NH11.8% (2/1761) T - 72 Infusion
reactionl329.4% (5/17%1) TiRH SN7Z7,
17.1.3 BS B I/ NEBRKERER CGEEHRER)
13270Vt T—P15~60H N /kgk EH G SN T 7298 L Lo
IR T = 2 REAOBNARK 2 A I 7T —E L F—Hm (&
KO0HAT/kg) CHLAM (124 HIH) BB miasiR NP5 L 72,

NEZ T R, /ML AR OTRETRIC
DHHMNTze #5538 (FFIRAREIC
HR—=ATA b OEALFEO YA (M,

HEFFHTRE

D TIE513H)

AR &, A~

DWTHRIED
[P=153

E/OE EETIZ0.03 (-1.2, 1.1) g/dL. I/M#H%9.5 (-
206.0, 111.8) x 10°/uL AETEAIE L 2JF444120.0(-0.5, 0.6)%.
FREMIE L2 —0.10 (0.8, 0.2) %TH-72Y, [7.35H]
FIEFZEBUBEIE 1227 .5% (11/4060) TH Y. ERRIERIZE L,
BIFEIRE . W9 Nndb7.5% (3/4061) TdH - 72o Infusion
reactionl322.5% (9/40%1) TR SN7Z7,

17.1.4 8518 1/ I HRBMGER CGEERER)

BEFMTREE Z T TR vI8RIL Lo T Hl I — ¥ o i HE 2
AH & 60HAT/ kg TI9H [ Fl R IR NS G- L 721, T— 2 =
IO LERDOIRHRIELEE S 1|2

89 I (T4,

P L7

(2. 10801230~ 60H47 /kg THRIET
REUSR OB 5 HIM b &) B Rk

SEIAOVF - XEAEE (DEXAR) Tl L 728 %

(BMD) ®ZA a7 (Pl ZD95%EHIXH) 12

DOWT, JE

HEBMDDZA I 71 N—Z2F A4 ¥ (Fil bR O RHF #5546 1)

T-1.6 (-2.2,
74 vT-1.5 (-2.1,

-1.0).

FEE FHBMDDZ A I TR — A
—0.8) Thole R=ZAFA LD

ZALRIZOWT, D Z A a7 1d¥%5-24 H120.4 (0.1, 0.7).

K

TR B,

581» Hi

FHBMDOZA 3 713#5-33% H120.4 (0.2, 0.6) & I
IBITFHER=AT4 b

DEALE:

. BEHEDZA 37 TI120.7 (0.4, 1.0). KEEEFEHBMDOZ A
I7CIF0.5 (0.2, 0.7) &, YRR LNz, [7.38H]

BIEMIZSEEIE1310.0% (1/1061) TH 0. 59 K U595
T1510.0% (1/10%1) T3 -7z, Infusion reactionlZ1%]TD
HERD ST,

17.1.5 B5 5 D AR ARG

17.1.20 (1) KO (2) WLOC17.1. 30y R RER 22N L
729361 DR N B OV BB ke BR AT b7z T - Fs
X, 17.1.20 (1) RO (2) OFKRREROE T B IZ60HAL/
kg, 17.1. 30K RE O TN L HTRER & [ — & % @
RN G U 7zo B ARH A3 24E DL_E R i B IR 9 1 5 &
N7zo 18 LA LB THES S 1L72BMDIZ DWW T, BERHTTE
HOWEED e W EHEILGNC BT L EHEBMDDZA 3 7 13—
AT A4 v (WRBORFR G- FIGR) ©-1.8 (-2.2, —1.4)
THY ., #5247 A TOLELRIZ0.6 (0.4, 0.8) & LEH L7
BRI ORI 2 (R CA I 7Vt 9 —¥%92 H
BGBIARH 2 PG L2 BELBNC B B EHEBMDOZA a7
BEN=254 2 (RRABEOA I 7 VT — G HGK) ©-
0.7 (=2.0, 0.7) THY., #&524» A TOZEILEIZ0.5 (0.2,
0.8) L1FFLE. 4370t T—VOEMGRBENS Y BT
TARFPEGAZE) Y B 2 72 RE296112 51) B EHEBMDOZ A 2 7
EN=2 T 1 v (RO ARAIPE 5-B4GER) ©-0.2(-0.7, 0.2)
THY., %5247 AHTOLELEIZ0.08 (-0.1, 0.2) &HEF
ENTo o KRG FERDOBMDI A % LIS 7 22 o 720, [7 .35 1]
BIVE 8 BUHIE1325.3% (24/9501) CTH V. EAEWEILER.
W55 B OV EMUE S0 H 3.2% (3/9561) T - 72 Infusion

reactionld11.6% (11/9561) TR Sz,
) MRMAAGEOHRED 2 EBEIC B 2 S RIZ60HA/kgTdh %o

18. ZFEhkIE
18.1 {EFF
T—2 /I TA VY — AR THLp-7VvatklLTay ¥ —
YA FERI L 2 H ks EfnEEchL, Z7Vatl
TV —BOFEESMET T A2 LIk, ZYvakLTay R
HEIIRIZUT 7=V DITA VY —LIZERE L, FROMOME
K B O IVNOEAE S B a0 B ORE L OERE 7257,
NGV T—¥ TN77 (@EFHIEZ) . e b7 va
tL7uyy—YERUT I /BRI EEREEE L CE~ Y
) — AT RTINS 8 B CTh B Mgl EEm~ Y /) —
ATNE L 5 L TENTHLAYIU T 77—V DT Y ) — A
ZEREN L CTHBENICRY AEART L, 94V —a1IlH
G L2/ VaklTay FeErVa—AktT 3 PRt 5,
1&2$E¢m
T—Y 2/ETFTNE (OV/nullw 7 A) IIXNF 7 VtE5—+
TNVT7 7 GEETHELZ) OS2 7 ve 5 —F GhRiEFHERZ)
(WL B 5, 153360HA /kg) & FAERS L7248, wiho
BRI CcTorIVvatl 7uy Fa kOl SRS
L7e B, BMEOICIEZVvatl 70y FREOZEILIZRD
BN o7z,

19. B SDICEET B IEEZRIFR

— g RNF TNk T - T T 7 GEEFHER)
(Velaglucerase Alfa (Genetical Recombination))

53 F 3 ¢ CosseHsssoNer20711S816

4 F 963,000

RE NG VET—E TN7 7, @Rz e v a
Ll 7udy—¥Thl), b MEHEREMEHTI080% 5 i &
Nbo NFTNEF—F TUT7I349MHOT I ) BEH SR D
Wiy 2N s (5 £963,000) TH D,

20. BURWV EDEE
TR 2RI EEIRTE S 5 2 Lo
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T A T H D At G- 1) & o0t S R IR IR AR 2 E 5 5 &
EICE D KHEHEZEOTRIEMELET 5 & & b2, KH|
DEEEROENEICET 57— 2 BICNE L. AF 0w
EERICLEREEEZHE L L,

22. ‘@
134 7))

23. FEXH

1) R VEF—¥ TNT 7 OMKREEED (201447 H4
H#&ZE, CTD 2.7.2.2)

2) NSV F—¥ 777 OIMREDBRERER M ED
(20144F7H4H A, CTD 2.6.4.4)

3) NGV F—¥ TI7 7 OIMREY B RSB E
(20144F7H4H %, CTD 2.6.4.6)

4) NI ZVET—F TN7 7 OERRENAED (20144FE7H4
H#&#E, CTD 2.7.6.9)

5 NI 7Vt 5—¥ 777 OEKRRERER (2014457 H4
H#4&#%,. CTD 2.7.6.1)

6) NI TNtk T—¥ TIT7 7 OEKRREBAED (201445774
H#4&#%,. CTD 2.7.6.2)

7 NI 7Vt 5—¥ 7T 7 OEKRRERE® (2014457 4
H#4&#8, CTD 2.7.4.2)

8) NIt TF—¥ TI77OEKRREAEG (201445774
H#&ZE, CTD 2.7.3.3)

9) NG NETFT—¥ TIT77OEKRREBAED (20144E7 74
H#&ZE, CTD 2.7.6.6)

10) RFZNVET—F TIU7 7 OEKRABEKES (201445714
H#&ZE, CTD 2.7.3.6)

11) RFZVET—+F 777 OHKRABEKED (201445714
H#&ZE, CTD 2.7.6.7)

12) NI 7Vt F—¥ TI7 7 OIMREIR SRR (20144
TH4AH%&ER. CTD 2.6.2.2)

24, XHBERERVBEVAEHESE
EHSER T3EMaatt (3 M=
T103-8668 HHHSHYLX HAAGAN = T H1#F 15
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