20234E 6 HkET (851 10

B k2~ 8THAF

HZER < 36 )]

BEFHEBRAT— oRAaEA
1377 —t (BIFHEBRR) HA

H AR i i 0 o
873959

Cebiaa 22300AMX00439
Wise b g 20114E 3 13
CZIeL01

EYRRBR. BIE, LHZEEER IR -EMFOLFECLUERTE L

[/ ®
CLY 7 w15 2002

CEREZYME® for i.v. injection

3. HRK - IR
3.1 %
4 55 1347V (10mL)
B W [ 1375 —¥ GRETHERZ)™ 400 4™
W % #H |D-~r=tFr—) 320mg
% s Al | KU vuN— 180 140mg
f My Al | 2 VT N AUKA 1452mg
pH il % #l | 7 = FAKFIW S et

D) F XA =—=2ANAZ2 57 =PRI £ b ek,
AANIWBETRT =y VG2 AL Tw5b, 72, 2N
v 7 MBS T S ORI RO M) 7Y Y ROy VR I % 4
L7z

W2) A 37Vt T—¥ GEETHIRZ) 1HA: Gl Ep= a7 x
ZWV-BD-ZNVAE S Y REITCT 145N 1 umol 5 5 Hifi

3.2 HAIDOMR

PER - HE~RHGOB KT, 134 7 )V & S K102mL
CCENT L&, I R

pH 59~6.3 (1354 7V & {EFHIK10.2mL THE M L 7215)

4. RpEE IR
j&;zﬁwﬁﬁﬁ@m~m¢ﬁﬁ$ﬁsﬁﬁﬁﬂwﬁﬁﬁ)
DEE

5. SIBEN IR ICEHET 2FE

5.1 AFNIT— ¥ = IZ B BEEEIROBEFHITH Y. Tl
HICHizoTE, T—Y i OBWAHEL L 72BE 25
L35z,

5.2 KK O T— 3 o IR RO MBMEFICBIFLT—Y 2D
IR BRI REIR) SR AT LS T AR
ATRENT W\, [8.4 2]

5.3 AHND T — ¥ = 95 ORI IR § 2 AT L Tw
&\l\o

6. i ERUHAZE

AI70e5—¥ GHETHIRZ) & LT 1 HMAE 1 kgH
72 D60HAL 2 B, 1~ 2 WA TR EHET S X
R R E 1 WAL/ kg/ 5% R R WIEAHEE TR 5,
P52 W72 5 T 1 8N4 7OV &2 1350 H K 10.2mL T fi L.
154 7 V720 100mLA RN 5 LB E ANA
WEHCARL . A RI12100~200mL & § %,

B, FEROBEIC L ) EEERT 5.

F7o, —EHHES Lo ss R e e L. BRI gaiik
DR L CALNBA I, MFHEE LToliE LD
WRLTI WV, BREIRZEERECBELA2DE53~67H
ORFIETE BITHEEIT> T L,

8. EELEARNER

8.1 KA BHREAED A SN D BEIT, BEEDLDH S
b v, L22do T KFZEHES LT s B Eiilmn
WCIgGHUAMA 2479 2 &0 $72. BESERYD & bh e
. EE R ALE O, FEIRFEH O 2BERPNIC N Y 5 —E8
TEEE O E e AR AL R 2 3 vk 5 —¥ GE
R R ) 1S 2 PR D 72D DL~ 7V R
;j%bqu%ﬁLTB<:toWLL9L21LL1
Z

8.2 ARFPLGIT L ) WBUEN T 5 0D b, HKERK
BIERD D S b PA 35 2 ik L. ) 2 i o,
BlERLEPSHEHEEETAZE (e Xy 3 VAOFK
o iiiEEZ TIF250WMEIC X0, KAl B 5 A3k T
ECTHo7)o [9.1.1, 9.1.2, 11.1.1 HH]

8.3 KAl Z GO EF L, B+ 5 HREERE S 720
W R BF ORI EIT) 2 &,

8.4 IHEICHoTIE, AFOT— 3 2 TR KO T3
HREICOVTIE, BT LA T HRMEELZ I N TR na
LAEBEBICTSICHMIL. A v I —AF-arvtry bafh
b2, [6.2 ]

Cerezyme.
sanofi

BWEDEREH I 5BEICHT IR

1 AHHE - BEEZFOH 2 8E

1.1 FENCH T BRBEEFHSNEZ EDHBBE. RS
FHCH U TBBESRRL - BE

AFN % PG Ly Bk & %0 L 2 BE3MIO S B #15%
CEG PG 1 AR DN TgGIUR D REAE DS A b 72, TgGhUtk
OFEEE. 67 HUNIZAL N2 AENL . TFELERT
L PURDHEAEZINTH %o IgGHAENHRIN S NI BHD S
L #946%SEHUER % R L7z [8.1, 8.2 Zi]

.2 RICHEUETH LT - XFERSLARE, Hict
LF—ZRECABEEBEN HDBERE LT — ZFICHT
DERBEFRRL - EDHBEE

(8.1, 8.2 Zi]

9.5 WEiw
Tl U IR LT B W REME D & 2 I i6 L o4 21k
etk z Lz S HB SN HEIC0REGTHI L, K
OB B0 2 EJH BRI T L T 72 \ve AR & Il 12
B L2Ya, BMIBCAERNZ5 R TE9 » Al
RSB Z TS L) piEF S Twiv,

9.6 BRI
T EOF R O BIRBOA S ZE L, BALOMKE:
ik 2 ia 556 2 Lo b MEAHRANORITEIRHTH 5,

1. BIEA
ROFERDH 5D D ZEDHDOT, %L 51170,
RO SN EI3 85 2 Pk § 5 2 SEY 2 LE %

4 -

1o [}

1.1 EXAEHEA

A TFT47F%2— (FHERH)

Z O FERE, WAL, ERRE. A FENE. BOERARPLR, I IR 8
W, MEART. 77 /7 — 8. Bk, R 45 o @ il s 28
HobhbZ bbb, [8.1. 8.2 BH]

1.2 ZODEHER

9.
9.
9.

©

1 %P4 L 1 %Al BUEAD]
W | e Bl BE T
A ki)
A AL
U ] DFEW
GG RO | FEE B Wedr, IR, —fk
JR T HEAR DAV
TEGTARAL AP, ) RS

O
jed3%
% M| ERE, W5 | KL, N JE5
fE R | ALT 13- FIIMERSG I, A% ik
WA, AEruv s
WA, AST L5

L Jik VSRR HHIR

14. BRAEDEE

14.1 EZIFANBEOER

1411 KR Z BT 5HE &3, AR 2 SRAREICRE L 2%, I
S CTEPICERT 5o AMAIRERMIIHTL L,

14.1.2 %L 72BE, WIRCTEYREOOFELZHEEL, Tho
EROGEIEH L 2w &,

14.1.3 1 5 AR CToHGRZLIEIZL T, N4 7V (400)
B ClMokSmz2iifids (HE LA 7 ridfivg
%) ZENWHETDH 5,

14.1. 4 B, EH AR TH»ICHER L, ERL Il
MT 5 e, HfHIE, REEGHE LTRFELZVWT &,

14.1.5 fLo#H L ORFIE ST L L,

14.2 EEHREFOEE
023 70 OBAKER)Z—F VANV T+ VXV TL v
T AN =izl y NEERT S L, UNEYER

v MERR. e




ZMO 2 @HAHA TNy M, BRI 2RI T
oL &,

15. ZDMDEE

15.1 ERRR{ERICE D <18

15. 1.1 B IMEREE T — 2 = WO BMOEIRETH 5o I
BUWTARH Z PG5 o BE i@ MEE RS SNz & ot
DD DT, BEMIFILEEIEIRE B L 7234130l e i
DOFMEEBF L. BYR0LEZTH 2L,

15.2 FEERAREABRICE D { {5
15. 2.1 AHI O EFIREAE B O % 57§ 2 383 B B O e
FTITbN T,

16. EHFhEE

16. 1 MAREE

16.1. 1 BEEIRAIES
T— o5 I MobikBEERE (6 6]) 12, A#I75~60U/kg
% 60747 B WL 0] S0 i L 22 2, 3040 AP LS Ifin v 19 S 4 1 20

SEHIRTBICH)E L7ze G-, M EESG TR E R A 12K

THICEINE, 36~10447 (5.9+24%7), 7 V) 7T » A139.8
~20.3mL/%3/kg (145+4.0mL/%5/kg) . 43 4ii %5 B &, 886~

1461mL/kg (115+24mL/kg) T o7z, I OIHEHPHTIL,

§%$?%\m¢7075yx\ﬁﬁ§%u&5iumﬁb
;ﬁ“ﬂ Zo

AFNZx T PR ER A & 2% IREE o i A BE 0GP A
Sy BABERBLTZ ) T T v AW &R o &A%
ooz HEANF—%),
16.3 9%

< RNIARK 2 HNEIRNE S Lo e 2 A, MIS MR

1D 95~96% AN TIHAL S AL, DT, BRI 504 L 7o

7 v MIARA 0 ~300U/ kg% H 1 #IR N4 53 %\ 135 1 0]
I3 MR G- L 72/ 2 1 B ) 1% o JF LR S I SR TG
A BIHRI S dr o 72,

16.5 HEittt

< AWEE G5, 7 v 28—l o e o MK P 2k
e RN (3~ 4R & RV (79~84 )
OZMHEER L2

17. BRERRC 8
17.1 BHHRURLM(CEET 255

Y E L B IIEANE 7 0 A SR & ) =1.0g/dL
B, MG AE MR A G- R & D =30%3 01, B
TR VS RS AR DS B G- R & D = 10%3084 & L7z,
17.1. 1 EINERRER

AHKN60HAT kg AT 6 » M, T— = [ A 34 & MA
2ONCHG-Lize 2A, SBIHREINLIZ 4 61T, /MR A E
3BT, BFHEE 4 BT BIEIERE S T b T o 72
SHIFEFIT, WE L, IT— Y B E TR RMEZRT
WBURRAT7 77 =¥ ROT X+ 5 vy vEBRBEFIZ. 56
BT LIKTFERIZZE N2 1254~67.3% % 1M29.9~69.8% T

Ho7ze WIS B 2 FIZHES S, T OWFRIGTRPEHIR,

5, KHED% 1 Th o727

17.1.2 HEAT— Y 1 RBEE R E L A EERIEERR
KHE IR (FUT VLT —H) % &1560IEES LS
E T, FNERIER 2 60MAT kg, FEMT 6 » S

B [ T F2ht L 720 ARG8T, 15FI A L1161 T,

M/NBORAIEE 9 BTy FFNEE 8 BT, MM X 4P <, ik

L7z F7z, AEKiZLIplr 7 Bl CRG O X st L7z,

T— Y o HBE TRE S E R TBIEAR T 7 5 —ERTT
YRI T Y VRRIERE, TS NI5HIH 146 T 2 30% KT

L7zo TR & BUREAESRIE, MBETRIEA LN D727,

ARG REORIERZLISHIH 7 61 (46.7%) TH LN, FI5 -
ZIR AR, EG, B OV D SRR A 1B, R AT
2P TH o7

17.1.3 SAEANT— 2 1 mBEE MR E L 2RV EHR
RAN60HAL kg% BTk 5-C 6 » A Lizth. 37 HHEIZ
NEZOE VEOFEZ L, NEZ O Y U ENZ1.0g/dLO
B TIEAA] 2 50%% i L 7% A 5 25~30 7% ] [H o £ HIHE R 5

Al L7z O SRR 51 TUd, e IR A S ARFNCE ) B 2

EIRRICEFA L 72) o € ORER, — @M OG- O %455 7 BiR
ARV NG ETHIUE, RIE L 721% S BE A S L
FodER R (B, M/MRGRAE, IFPE) Zi#iRes o 2 &
PRENTz, Fhow TN YT —ED 5 RANOIERAN LW
O Al MM RE, BRI~ 0 Y ) THRGET
L7z&2h, EHHik TR0k do o RITEH
DFEBIEIZ, AH O RBIMERET533% (8 /1561) J xR
A HARHNY) Y F 2 5N BETT33% (11/156]) Th o 7.

ERRWEIE, ARH O RIMEFRECILERDY 3 Bl 5895 - ZIK.

R, Bl KRR 02 )&% 1 BITH ), r g
SAKNGI ) B2 & NARETIITERAT 2 B, [GhE, BRI -
BRELEIEE, JEBL - IS AL E, IWERIE - TR, M - £
PR PERIDBTERS . MR R L0 LI CHh - 720

17.2 WERERAES
17.2.1 BHLZ X MY R

ICGG (International Collaborative Gaucher Group) Gaucher
RegistrylC Bk SN TWwWab T— ¥ o T BUBRFES0260 (ARHIJE
PeHBE160680. ARFN B 58 (15~60HA7/kal@ P 5-) 34261)
ke 8 MM BER L 725 R 8 T R OV 3 — X W DO a2 i
(DXA) 12 X 2 WS BEDOFHZA 3 713, KA S BET
WER—=ZA T4 V2 OFEAVT T 2% R L7225 RAH
HEEcixagm LY,
17.2.2 EINSRLERFGTRERRERES

% MR T % o A R AR 450 BT A RRE B 1040 F30%]
(27.3%) WZEIWEH (BERMEMORE Z &) 2550 bhiz,
ZOFELLOIE. FIKBE 5B (455%) . FEE 4B (364%).
Wi 3 61 (2.73%). ALT 5. B, 5254 260 (1.82%)
THo7z0

18. FExhEIE
18.1 1R

KHNE, T—Y 2o ra 77— VICERLTWAHEIRY
FhvakLray ROGRBEZR I VI Ta Yy —ED
BRBEHETH D, AHNL, DNAMIEZ HRFICL ) Fv 4 =—
ANKAY —PIRAMCREA SNz M- vakLTa Yy
7— OREHEBEIL, v/ —AKRMICTAI LD,
B Ths~ru7 7 —JICRI LMY AEN, 3
HHT B,
18.2 ZIR(EA
18.2.1 ZatL 7Oy Ficxdd 3168

RRIEE 7 vavr7ay FoT7Fua s Th s EHELp-=
I 7 2= V-B-D-ZNAET ) Y ISR B ARHK) K Ok
kop-rvatlrayy—ERE (4 TV VeSS —
B, Wit B LT — ) OBERSEEREI L EZ A,
BEE OB R B (KoM OV, 182 2 <L BERAEME I
EBThHol.
18.2.2 ¥7O7 7= L7 2—xd 5 o

KHNE, Ty Milili~sa7r—Yoxry /) —ALET I —
WA, Py Y L— by VT VT I Y oRA R
EL, TOMERIIT VIV LT —EBLRA%TH -T2 T2
KRR TT VT VLT —EOPLEHRAED S v Miila~ 7 o
T7—=I V) —AL T I —~DOHGREIZOVTHRE L2
Wi KRNI TV VT — B L [FEE O B O 4 s
2R L7z

19. BT T 2 E{EFERIENR

—fMREIRI A I VT —¥ GlETHIEERZ) (JAN)
Imiglucerase (genetical recombination) (JAN)
Imiglucerase (INN)

1t %2 £ v MNEEMBMEFIICHK T S e FcDNADSE
BUZX ) F v 4 =— XA A7 —FRHH T gk
ENZp-rvaklrayy—X¥eE, Y7 F—
Y. AT NIV —ERPANF I I=F—
YTORFWMHIZ L )P Z~ >/ —RITL
72497 D7 3 7 BEFEHE (CopHisisNer i OriSye & 4
+ & 2)55,509) PO bMERE OfE R
60,000

22. ‘a3
134 7w

23. EEWK
1) R Schiffmann, et al. : Ann Neurol. 1997;42(4):613-21
2) Ay b o ANERMEER. 1997;50(8):145-64
3) G Grabowski, et al. : Ann Intern Med. 1995;122(1):33-9
4) R] Wenstrup, et al. : ] Bone Miner Res. 2007;22(1):119-26
5) J Sorge, et al. : Proc Natl Acad Sci. 1985;82:7289-93

24. B RERUHEWEDHE L
B+ 7 4 Rk S&At
I— )ty — T DMHHREE
T163-1488 B EASHI G X VG HfE =T H20% 2 %5
71 — % £ ¥V 0120-109-905

26. BERTEEF

26. 1 SOEARSTTT

B/ 71BN

T163-1488 REAHBEXAHE=T H20%E25



