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1. BEIRGEHRAESRIC OV T

R TR X, Y UV SEE R 38mg (L F, TARAL) 1IconT, HERET (B
IR (2B D REMKR AN ERFIT 222 M E L, REIFETEH (CFRL 19 4 2 A
15 [) 75 Rk 27 4 3 A £ TOFEBIRIPNICAR 255 LI BREfl 2 5 & LT, AR IZ
Fo&FEh S iz, EWN 266 fiiak (BBt 2 & w756 363 fiiak) 7> 5 493 il OEF] 23N S
nic,

F7o, BLEARGE AR LART & 0 Ehi LTz TSMP-536 O 7 7 7' ) — R A 1Tk 5 PR
BR (Flkfe e ) | 1%, BOEIGE AR IS % 1RSI B R a R (LU T, TikReatBR)) & LTHE
it S, BB INICFEE L 8 BB N &G S v, G4 oI 112~248 HTH -
77

7o, R BGETAITSEM S LTV,

GRS TEN TORBIEF DBD TROLNTWD Z o, BUERFE%, —EROER
(£ D7 — 2 BER I D  TORIT, 2IEHIZ X8 HAGERA 2 £ 5 2 L 12 X
D REIEHEREOEFENEREMIET 5 & & bic, RAIOREER OHEIECET 57—
2 RHNZINEE L, AANOBEEE I LERIEEZHE LD Z L,

2. FEEMEFREREOHE

2-1 ek

BRMEIZ OV TIE, UL STz 493 Bl TSR RMEMAT X SER] & S dv, BITEHIZEBUERIH (UL
T, TEMWEAZEER]) 13 245% (121493 #i, 812 1F) Th iz, HEHH, HFRENRLDZ0D
EHEOLEIXREETH 203, ARRAEIC T 2 BIVEM I BLERI3KGR R £ T oRBR o BIFE 583
83.3% (10/12 f5il) RCHME T ORRKRFBRIZ I 1T 2 BIEHFE B 63.1% (4165 %) & Hf L TE< e
Mmolo, KRBTV CTHE L BRRIfERIX, 792 128 1 (6 #) . #EEUEk 103 1 (14 f5) . 4L
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BE o0 (34). MUikm 6314 (1041) Thote, ZDHH, WD 2 {1 L BEKO LAIXEE
BREZThoTN, IE HAEA., AT7aA4 RALL i 22 I H1%) | ;D%mi%%ﬂi@
HWThotz, ZOMITWTNLIERELRFERTH-TZ, ZNHRIEAORIRIIZ, ZhETIC
FEht S AT B PR ARER Ok sk & Rk O CTh o 72,

AAFHEHE CTh L EHGREERE (GRS IHR G- TH 1L REHIUNICRE T 5F5) ©
FEHLRDL) \ZOWT, BIERR BT 12.6% (62/493 ], 661 14:) T -7z, HEER CTORERFIEL
W12 B EFEFICTIROENTND Z LTz, BaAHER & bl 2 & ER OBRIRILAE K| & OF
DEERMCENER OIEFER R D720 EHEOLEIZREETH 223, KRR E TOIRM
41.7% (5/12 1)) B35 LARVEANC & > 7o, AFHAEIZ IV THBL L 72 £ G-RFBE RS 13
%ﬁimy(mﬁﬂ R 9 (98 1), ML 9fl (14F). & SFEE 741 (351F). E%FGﬁ
(59 1) . #=FRIZ 6 Bl (40 1), FEFE 64 (61F). FE 56 (127 1), S 541 (91F). WA
&WSﬁ(5#)f&otoéaﬁﬁﬁﬁ%$$ﬁ(/a/a3# IR %L&D R
PUMESR . FEEAR ONRRERAS 2 . BEEE VK, SR, M, B, K. 2 O FEE. |RZ LU
LA L) ZRILZ66I09 5, &5%%Zﬁuiﬁﬁ%K@@T&Q%%L$%%%ﬁb
TZIEFID 2 6l dn - 7= WATSCEIZIB VT, infusion related reaction (2O T g, #8645 TEFEQR L
AHEE )] OIS L CHEERE L TR, %ﬁbtz&&ﬁﬁ%ﬁﬁmiwﬁh%F%mm

DORWEM ] OIICFEH L TV D,

PURPEAEIZ L D REM~ORENREEIND Z LD, 196G OB ERFI LI Z A, 1gG
BT — X NFGEI% L HI2H D 460 il 24 5T 1gG Bt (3% 5-BRAAHE 2 6 BRIC 19G Hiiktt (50
BRI 2D UVT 196 Bkt (100 (54 ) 23R, W OEN 2 UL EOSA) 58, 196
BEIESE B3R 1% 5.2 (24/460 i) Td o 7=, Z D 5 B 12 FlidAFH B 50k 12 19G A atE kL 7=, 19G
BETHEAE D B PERE R & 152 5-Ip BRSSO FE BRREH] & o0 BRI X fE Tl 7e < | 19G B PESE R T
B BE S LIS ORFEDRIER R % < BB 5 Z & ix7en o7z, F72, IgE BHEITRD 20 -
Too Ko T, PURFEAICB L, FRCHEAITED bkd o7,

TRV LRI TERRF L LT, PR RE, REDEOFE, N 7L —E
O, 777 U =R ERR A OHED R B, JFHRIEO A EIZ OV TENENREIEHSEE

WZZENRBO LN LIZOWT, HFEFIIUTO XS P Lz (B, MRIZHO VW TIX 2-3
Rl 72 a9 24 OHEBHR),

BHAEE THV | TORIEMAIEERIL 28.3% (119420 41) & 72 L] 2.7% (273 41) 12t LT
<, THv ) TRELUZEWERIL [—i% - 2HEER X OG0 O RE J@@JF@ﬁTE%
(EIGREE ), [RER X O FfkES] & 2561 Tho7228, SHHROEGNGOREEBEEZF LT
W5 Z LIC L DBEDRREDENNEE LI AREENE 2 bz,

B TH0 | CORIEMRBERIT 53.8% (7/13%1) T, 72 L) 23.8% (114/480 i) 2k L
TEDo7, [V | IZAHALNEWERO 78055 6 BUIRIER (3~ TAAIE G- H O F 5-REE
B OB T=DITARKI DR 5% Flr L= ER T - 72,

TULAX—]E THY | TORIEHRBEI 395% (34/86 1) L. /2L 21.1% (83/394 ) I
L TED o7z, M CRWERORBENRE B2 L1382, LD T LA¥—%FFoT
WD RBEITIANCH L CHBUKIC KR LT W2 EREBEL T D LB 6T,
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77 7V =i & R G OHE [& 0 | TORWEHFBLED 32.2% (73/227 1)) &, 721 ] 18.0%
(48/266 51) 1Tt L Cridnole, MEECRIEHOREBENRE KRR 52 L1372, [HY ] TOFI
TERZEBIEEN @D S TRRIIAHTH D8, 77 7V —HLINAT D OAIHEEZH L T D 2
LI KD BEDORBOENDEEL TV AMREENRS 2 b,

OFEYE T ) CTORIWERRBIED 35.0% (41117 1) &, (72 L) 21.3% (80/376 fi]) 2kt
LCREMoie, M CREFRAOREENRE S Rp5 2 L3k, [HV ] CORNWERRIEN GG
ST FIFIARHTH 508, FURBOHEIT, A OHE R EBEOREBOEWNI L HEENE 2 b,

Bl i R B AR S e (LU, TR ) 13, L EOHEEE OS2 T/ L, MoV T,
B R CRAZ SN LB /2 R B O BIRRIZ /2 LT L7z, Lo L7eds HA%EIE, infusion related
reaction [Z-OWT i, AAIE OBHEM XM CIEWb 00, 5546 2 0L ERRGE % IR0 TR
BRI ERAZEHE LER LBO 6N TND Z &b BHMEAIZ OV THl X & Mat 21TV,
VBT U T SCEOFL#EZ RETHERNH L & X D,

2-2 AzhtE

L MERRHT T SUEG] 493 Bl D . B EBRBFEOMIET DT T I R hU~F Y o FEE (T,
[CTH¥REE ) 23HIE STV R WE B & OG- BIAA T2 I i CTH IREEDS 1B & IE ST
IRVMER] 54 51 & BRAE UT- 439 B SN 65 & Stz ARhPEix, g CTH BEO L% 1R
FEE U, ARG R SUER] 439 Bl itk CTH JREE 1T, B 5-BAAARE 5.4£3.3 nmol/mL, % 5-
6 7 HHF 4.4+1.9 nmol/mL (Z{t&—1.0£25nmol/mL) ., ##&FF 3.9+1.8 nmol/mL (Z{t&—15=+
27nmol/mL) TH Y, 2 TOBIERFY TN T 2580, KA 6 11 A IR ITEERE R OFEEE +
2 PRV ZERR I O AHERF STz, B BIEMIRIE 31217 FCTh oz, WA 7 7L —T iR
Fred, FRCHBERITRD D o7,

PUARPEAC X BIBBER ORI NES SN D Z LD, 1gG DHEB /it L 72, 1gG Nt TH
o7z 23 FIOMHET CTH JREEZHEHE & U CTRET L7223, 19G Biit & S R osias & o BE M 1T e
TR oTe, Lo T, PUREAICE L, FHCHBESITRO R -T2,

LUE AZIPEICOWTRRES L2/ R, Rt T~ S REITRRD b h o7z,

PRSI, UL OHEEE OB Z TR L, AWML OV THIF R TR 22/ S 236 B2 R B D ]
I &I LT,

2-3 B ERERTLE

Fepll e 5 a9 28 (MR, @mind, BHERELZ AT 285, ITEERTEL AT 285,
D7 7 7V —HBE) oW TIE, FREEMAREERAEICB O T S RER L v i Sh, =
NENZEER OCENMEOREF P TONT, 2B, BEEMMTIC, EER~ORGEHRE 7 F
AT L7, 5 BNTEFICHE L ARG IER Th o7, 16X LA H OEIRRFIE T - 7253,
P PR ARIIARR] & ORIV E LTE Y, 2 Bl H OEIRFHIITIER ICHE, HiAERLEFTH
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Stz 1 PNZEE S OWE Thtsk 4 N AHO T2 BEREA LI T &9, HAERORIL )
FAEROIREBIITRHTH - T,

IR (A4FELLT) - RV SAER & LT 3BHIEEN TR Y, WG KIGZ & TeaIfE
FZBI3RIL 42.4% (14/33 %5l) TH V|, 155%LL E 23.3% (107/460 f4i]) IZtb~_@ho7, MR T
RIEROFEN R E S 8725 2 &3/ <. RWERIC D 2 G RBEHE LIS OFIE A, /M (14 75%
PLF) Tld 95% (82/86 1) &, 157 L LT 80% (579/726 1F) L0 & & olz, L LARNS,
WO B G REBIE S b BALE H D WDIEAT A R E 24 I U AISOREIC X Y EIED
DUNTERRE L T e, Fio, NERTOFEMMEICE LT, MfEF CTH RE DK FIE 15 mll k]
BEICHEL DNE (4B T) ) BECKRE D o7, U (145800 F) ) BECIIWA (M) 3%
V) ROEERMFREE (ERT) B (72 L) 2320) OB TRGAMEN >z, Mg
CTHIREDIKTARE hole B X b,

mlinE (65 LA E) @ MM SUER & L C ARG TN TR Y, &miiiE (65 E) 1
BT DRIEMIBLIERIL 26.7% (12/45 %) TH V. FEmin® (64 LA ) O 24.3% (109/448 i)
EDEFRO LN oTz, £, ElEOAZMECE LT, i CTH REOETIX 64 %
LI BEE TE#E (65 mLl k) BECENRD bNehoiz,

BHRERRE 2 AT 5 BE BRI SYER & LT 21 BlE TR Y | BITEARHEERIL [H
D 280% (59211 %) & 721 22.0% (62/282 i) THEIFFBO LR -T2, £, BHkGER
EEAETHBEORDMEICE LT, M CTHIRE DR T IXEHRERE (o) fEe el B
TEPROL LRI T,

FFHSRERS S 2 A9 2 B« BT GYER & LT 17 HIE EN TR Y, AWERAREEIL IH
V] 235% (417 %) & T721L ) 24.6% (117/476 f5]) TEITRD bR oTo, £io, IFi¥REREE
AT LHBEORDMEICE L C, M CTHIREOIR T IINFHRERES (Hv ) BEE 7oL BT
EDFRD BRI o T,

07 77U —JREE M SIER & LT 26 & EN TR Y G REER G & T
TERFEBIHEIT 423% (1126 6) Tholz, 05> HLEEZBERIL, OEME., ORL, Akl
e, vavr, BRES 1B ThH-oT2, va v Z7IZBEAORWERTH Y | M FREDOET,
BOHESEDORBNEZ GNDIEF TH o7, 7B, RELAEOREGNL, Mk, F71ERER A O
FEBFCAR Z S LI- & ZARER L REOHELZ R L-bDTHY . AFIEE L ORE T4
ETERVR, AFREGRTEL Y BONRH Y | #ERTE 0 BRSO R 2% R L Tz TEekE
WEZ HILAHM, AL REORK & UCRYE, FREOMEIT, EBNC L D55, PRI AT
TREOEEELE Z b,

077 7V —JFERE 23 Flo it CTH REIL, B E5FHAARE 4.1+-1.8 nmol/mL, #1456 & H I
34+ 13nmol/mL (£ k& —0.6=+10nmol/mL) . H &K 35+ 1.6nmol/mL (Z1{k&E —06=
1.2nmol/mL) T&H Y., 6 1 HKOEMIICHEERETRRD 51 (p<0.05) . HikBIZEHIRIX 24
164 ik 5.3 Th o fz, 7o DIRICBEE T 2 A ERREE Cd 5 /o =50 &R A (LVMI) |
JEARRI DR PRRIE & CPEIER I BHREEE Tl AFIEGICE VLT 7 7 U —REBHEOHFIRD
HEJE A il 3 D B AR BTz,
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X, WNRL &, BREEE, IMEREE L2 AT 288 0FIMEL L EMEICE L,
MBS Lo NWE Z 2T, 077 7 U —RRFICONTIEL, AMELARRIE, AEID S &I B
L CRB LIZAREME DB ETE RN &b, THEREANWER] © BIET, D777
—IHDIRENBO HNDBEIZBNT, KAIOFEG T NIHE G/ T 24 FFELINIZ, infusion
related reaction |[ZBHiE U T, /O FEAEY, (OSSN, SIRMEASEAR, OFE M, OARRENH
bl oWENRH D LORLHZE, HEIIRELRWEH LT D, £, 2o, L7 77
U —IRBE OZ MR OEIMECON TR T REMEITRBO b o7 2 b (2 - %)
RICEET M Eodg) o L7 77 U —wEE TOLEME KL OANMEITHESL L TR
ZHIBRT 2,

g Ix, I EOREZEOMBAE TR L, FlRE R2 8T 5HBFICHO VT, ZelROE M
WCBWCEBLRF A CREBRORIEIZ W &l L7z, 7ok, D7 7 7 U —JREFITOWT, [5h8EE « %)
RICET MM EoEE] KO TEEZRERVERE] BB ZUETI T EidE L7
WEEZD,

3. BIfER R OVRYME

PR A ] P CHA (S S IV R BIE N, R e a4 22 (5, AR E 261 TH
ol EREBERENWEMIL, SFERRSET K - EFIEE L L OERGEAOKRRE 8 #1 (11 1),
R RIES 6 B (71F), BHEMEESH (61F) T, BWEMOLRMFITRA4ETH -T2,
EOEENEFHTE ZBEHOBIERIZ 14 61 (29 fF) THY, ThbiTTITERZME LT
B, BEMPOEZBD TR, KR - EEREEMIX 13 41 (16 ) THYH ., L
ML, OAEMEESR (DA ORI LA 16 REARBEE S5 CREEIR & U85 Al )
1B, MHEEZERE (AMEEFE R VT 7 TREZER 141 . SEC (BB 2 B OEARBE 1 451) Tdh -
o WG FIRBOETOAOME, BERRNFEL OBELHEZ X b, AH & OREITZRV, H
LFAHATH D LEZEZD 6D TH T, KA - FEEEZREINEAIL 304 (40 1) AF LA, 3
ELLEFB L 2 FR1T 72 <0 WIS AAIUAOER OB G 65 2 SV ER, FEMFHRART
AHN & OREEDHENE LRI TH D . AH & OREIIRH & B 2T,

I, PR A I RGYE (S B D IEB O WM 13 o T,

BerIL, DI EOBRFEHEOBBZ TR L, KHOZ MOV TR R TRz 2256 i 2N b BE 72 Ky
BEORIBEIT 22 &l L7z,

4. tHEIEH
BRAEHETIC, REOOEMHENER &% 2 N DEFFBFRIZIAT L TV,

5. EXRIHHE, #5000 FR
AENT - 29 42 8 H B, s[ER & 8 WETHAR L, 4 BETHRSN TV D, HHEAY
iR SN AN E O E#R G 1L, eI 28 E 1 Th o7z, MikHEIE, CCDS &
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N SPC (Summary of product characteristics) (235 T, Dl&IC T 7 7 U —IHDOIFREDFRD Hiv b &
FIZBW T, infusion related reaction (ZBHE ™5 ik DA X R AERE SN TWD BREL I
TZEWVWOIRNETH T, BHENBRIZOW T, AFBIZIBNT S 2011 4 1 HIZ [EERAAER]
DIIZEEZBFL LT,

R, LU Lo HEEHE OB EZ TR LI,

6. BFEHE

AN I REEE DR IS Lo AT 2R 5L 3 thdh o7z, T,
Anderson-Fabry JRIZxT 27 W 2 —F o O B EERMFTRIEOFNE L B E A X T )V
VATHEI LD, 77 7Y IR 2 RBEREMAEIEIC L DE - LE - IS 5 H %)
Pa T B AT T 4 TG LT2b D, 77 7 U =i OBEREMFRIEIC OV THRERL DOV AT
YTA VIV Ea—ETolbDTholz, WTNOAAORRE - WREEET DO TIERWN
EEZD, B, BREMICHELH X LB LNAMRRE IR -T2,

BRI, LI EOHEEHE OB EZ TR LI,

7. EKRE&M
HEAXNROEE « ROAGRIFIZB N T, LTOAGRSELERFENTWD,

EN TOWBBIEGI RO TIROENTWD Z &b, SUERTH, —ERDEMNRDT —H
PNER SIS F TOMIE, SIER 2SI R A 2 i 0 Z LIS L0 AAFIEHEE
DEFEREEET 5 & & biC, AFOLEMROAMECET 57— 2 RENCEL, K
RO EMA N L E R FELZHE LD Z L,

PEA IR, DL OB Bl A K OVRF E 8 T BRI A DRl . H B8 &2 & O e L M s &
WE A, AREERMART L2 b O Ll LT,

B T

X, L EOZEMEROBFIEOFMIZIESE, 73 —1 (BN, EREREONE,
HhME R N2 OMEREICET BB URE2HEEIFANONAETONTIUCHEY L
W) ST LT,

ﬂélll

Uk
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