EVIDENCE BASED MEDICINE
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| Fabry iR IC31 9 2 BIEFE X a-galactosidase [FEZIH ? j

Fabry W8 # Tid, a-Gal A OM{ETEEI
£0, HIEANDZ 4V =42k 5 a-Gal AT
PABE T EEREL TS, ZO/BE, a-Gal
ADELEBBETHA5/aRb)TAHILET IF
(Gb3) MMEFTHEICERIL, & & AMRENE
L6 ZENASNT VA, Fabry MOHEHEE
LTk MHEFHAEAZ a-Gal A (agalsidase
alfa, Replagal”, agalsidase beta, Fabrazyme")
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ENEAMIarh o Gb3 fEAsiA L7z Z L A5G & h
7z, —77, Wk 5 FE S Gb3 DFRGHINILT
%, Bk LB a7 FRANE T i iaH o
Gb3 BIZZ LA S Rk o7z EEEREIS TN
RIZONTE, BEREEINIEOZEEHD
HEEREOhE, o720, BEERMFHREE 2T
TWAHET, eGFRIETHEUEIZEIML T, &
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[Fabry fRICH T 2EESEMFTEE D randomized controlled trial (RCT) j
® Fabryf@(C X9 D ERMFCELED randomized controlled trial (RCT) (& 1)
HmE Iz amE OB eowm  EEEE B
BT i RS
(1) Schiffmann 26 agalsidase alpha 0.2mg/kg * 2438 R IR RER
(BtEma+) 28113 B OARBRFEAEME~D Gb3
B
(2)Eng 58 agalsidase beta  1mg/kg * 2008 ARIMEREMEICSIT BEEO 69 %THRIFENEE
(TtE2flEZE) 28IC1E % Gb3 MEWMNTHEL D GLIDEWHHE
rEhlogS ERPLEONENEARTS
Gb3 DEFFHVEL
(3)Banikazemi 82 agalsidase beta 1mg/kg - 3BHB AFICED, Bl D ANVMNORERBERETD
281 @ MERSHELIIETOD 55IC eGFR > 55mL/min/1.73m*

HEANVNOREDE OFIT, AROAREDEL
ESEDCEHTEDD

(DJAMA 2001 ; 285 : 2743 @N Engl J Med 2001 5 345:9 @ Ann Intern Med 2007 ; 146 : 77

NIH 2B W T a-Gal A FEHORIEIZL > T
Fabry ¥ & €2l 2 7= 26 D~ 3 Gk %
A2 18kl LB+ RL LT, —HE
¥ RCT A7hH N7z, agalsidase alpha (GHFEEE,

Replagal”, 0.2mg/kg) &7 5K A2HNT, Zh
ZA 2 EBIC 1 BOWE TEEF 120 (24 38) S
FEEEA TN, BEREETIE, ARSI e R
D Gh3EAET LT, FEIIEE TH
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35, BRZEZBAW-AEBEON S BEFTHER
CHEL TV A ZOMETIRERAT%ICHEER
LEBEIN, BENTIEAY VXY AEBOILK
ARIEEEh, MEAMED GL3 & W LT\,
L2L, ERAOMOMIZIZA SN S Gb3 3G
RFICBWTEHREMBRICELIAONE» 5
7z. MEMAREOEREIINTIHEBLHANS
HENZ, ARV IV T/ A% THE,
FEBED 6.2mL/min/1.73m* KT L 22DIcH L T,
75 KBTI 19.5mL/min/1.73m* £ T L T\
7=, L2 L, W3RN B EEI35 N
TEhh o7z, MAT, EEHTEREIZEIER
REDHREASE»TlEhh 7. KR T,
MRMTREIC L D RO AR L dGF IIRE -
P, BREERIZOWTIIHE N BN 2T
FIENTE Lok WIS, ZOREBIZEML
MEEMTFEAEZT TV B3I 220 6 THEN
HEREET BB 11 FICHLT, B
WABEOWE % 15812 1 BN & ¢ 5 RE %
To7. BERMFTEEDOHE 2B X & 3 EA1D
eGFR 54mL/min/1.73m%>, GFR Z{tL% —8.0mL/
min/1.73m%/year TH - 7-DIZx LT, BEEE
AR LT 2 E%ICAEL 7 GFR Z{L®i3-3.3
mL/min/1.73m%*/year IZFE L T 7=, TOEH
RERIFER D, MRFATRZEICHPLAEL
D%, ACE FHEZES ARB & EDEAOME LD
MZDONWTIE, avba—LElDRBA T-Th
SPMEREMAZZ LIV E A,

agalsidase beta )7z RCT ¢ i T
5. ZME2%%E1 58 4D Fabry #5i8E % 4R
& LT, agalsidase beta ({¥#¥, Fabrazyme”,
1.0mg/kg) &£ 77 v REHWZLNR, _HER
RCT 237b# 7=, agalsidase beta & 7°F K% 2
W1 AHERE X 20 ARIBISR L 7=, 2Dk
FTRTDERE N agalsidase beta DI%5-% 21+ B4
Rkt & 3hmi & /-, BRI LRI SRER
RN MREAND Gb3 TRE MWK L =4 L
L7-. WBHFERFICHOF o h=29D 5 5 20
(69 %) TiX, 20 EMIDWEREDEERIZINT,
N AT 0D 1ML 5 P EZ AIHLZ Gb3 DTk I3 &< 32
Dhh otz —F, TR X294
TiE, $XTOHI(0 %) 12 33 THUMLAE O ML

MDD Gb3 BICIZBEAIH TELELLNA
ks o7z, BRI, BRETIIERR OO
NS O 08 P MBEAN D Gb3 DIEE & WA
LW/, —HT, fERIcBEL T3BREE 7
S RHOMICEREZRIAORE» 57z BF
12K B ERAORE L RAET 5 BT RAERG
M6 » ADKRTHEEREIT- . _EHERIF
1275 2 RIZH T S EZEICE D 1)
bhr=fle & diz, REKENEMIED 6 DFERL
Gb3 DR EMNEREh, MEFEHPLA VXY
LfRE, REMEMNES, S & HYED Gb3 kR
FEhTnz, —F, SREE_ERMTaeERM
B LMD Gb3 DEREEF DT »ICEEEHT
Wiz, ZOREBRIZES5IZ54 5 AlibhsTHE
Eh. REKANEMIES & DEL L Gb3 DR
EZZOWIBPHEFFE N T W2, 54 5 OB
TEL DFDOFREET — 2 IIMBE I L7 F =V,
eGFR & g ICHfREhTwv/=. Lo Lad 5l
FAMABFICIRE A2 % < DL RERIFICHENR S
o 72 6 NS HEFTHE I BB BE S AL L T/,
Fabry #f8# 2%V T, agalsidase beta IZX %
BEEH, H0m¥E - IMiE 4 X~ EFECOB
ALVFKRAVIDREFESEBILNTES
PIZDWTRETT 372012, 9 »EH41ERIZH W
T2HBDEEH» 5P EFEDEREBELETS
Fabry B EA MR L LT, “EERRCT T
bHbN7:. agalsidase beta GEFHE, 1mg/kg) /=13
7T kR % 28I 1 [BOFE THEMEEHEZ TV,
BRA35 » A (Pgfii185 » H) BIgELE: 75+
ABIZHID 1 &z 315 1315 (42 %) & ik
T8 HF 57z 51 141 (27 %) 124 XV
FARAE LI R—Z2F74 VORBEARTHIEL
7= intention—-to-treat AT TiZ, 77 ARIZIL
BLUTHEBENZEWT, 91 TAXY FBRE
THETOMNEES SN BE O — Flb
0.47[95% CI 0.21~1.03] ; P =0.06) 23H] 5 M
Koz, 70 b3 — L& L BNRER % I
T5&, 77 RLIERTHBHTIIARIZA
NV FBRRAET D TOMBSELE O — Flib
0.39[95% CI 0.16 ~0.93] ; P=0.034) *¢5h
BTEMYSMICE S I GBHEOBEL ST
BILMTELIMEMMILALZA RN=2541
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3 — 1 vy 23 & HU0MZ Fabry #50 B SARGE S §F %
iFCHEDO RN R 7 & A BETT 5 7212 The Fabry
Outcome Survey (FOS) 7 — # X—ZAREK 1
7. ZOF— 4= Z%HT agalsidase alpha
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ERDIFIZ BT LTS Z L, KA
A7 B XV QOL DU AFRY S T L AL »IC
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fiCEREIEBEOMK RzdGE T2 &, &6
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® IRIE{EADJEEL agalsidase alpha B & U agalsidase beta D& B SDEANERA VN CBERETTEEIC
BNWCTH, BRIKEARMIEND G DERBIFIIFIARETHD (TEFT VALV, BisaER
£, B - DIMERANY FRESRURCZEESTY Rk > & UMER, agalsidase beta ZF
WWEBESRRTEAFA N NORESELESED. L EOEEHS, BERBREED. BEOm
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