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SRR, EEERPWLOBEENRHT
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BATEHBEICE SV - LB LEENT, AERSOEMMNBICHD LM b, TOREEUTISRT,

AR YT TIE, LASHEBEOAEERFRAEORLMOERD-O, FRHLOBITEEET 2-OOMELTO P —ILARESAT
L% (Scarpa M, et al. Orphanet J Rare Dis . 2011 Nov 7:6:72.) . 7 AU A TIE, BREBREEEZH2NBOLIZHEEREDNDS B, 92
£ (21.9%) NEETOBRERBEOARER T T, DA EH120 AEETORBREZT1-5942 24 (Z5EI 0O REBERERA (IAR) ANE
=M, ERERAOEHNLERL & TRUAAAESZ of< (Burton K, et al. Molecular Genetics and Metabolism 101 (2010), 123
129) o AFXYRTIE, LISHEINRBREDA TLRLIT7—H, VIEGBREOAHLRAIL I 7 —HIZLBEEAROREMASRES AT
% (Bagewadi S, et al. J Inherit Metab Dis (2008) 31:733-737) .

A0 6 77 T —ROAEERFERBEORENHY ., 77T —FOAEEREEIRELT, BEOHRENUENRINTEY ., BRE
RFCEDARICEFRE <, BEADRSHICHEERESITBITTSTLIT)XLERELTS, (Snid B.E, et al. Molecular Genetics and
Metabolism 108 (2013) 132-137) , 4 2 1) 7 Tl&, 1EHDEEAD T 7 T —FEDBE AR, 0AKME) CEVT, EEBEHTEELE
TAO=F7 v I LIRE (REREEHL 269E) AHD. COMETIE, WLEHEZIT 572D EQG-5 VASR 7 —)LAGBKDBETR—R 51
FYLERL, —H. BERIGEAE (0.093%) TH o=, FabrylHome & IE(EN 5 EAEE FHEN O A LEFART—LICK > THEMNLGEE
E#Abht=CENTRENTLVS, (Mol Genet Metab Rep. 2017 Jun 22;12:85-91.) , Ff-. FIAEUFUTIH, 77T —HKDBESIA (Bt
51N ; FHER 308, KON ; FIHERUE) ~DHLVE— FLI7EEEFHAREICEVT, ReMLABTHEL FORRIF 1T
IZEFE L T D, BADEE (5.7%) (SR L T, 5% (BIES5EHS, 229E (<%t LTO. 9% OFFEBRMARO NNV ThELEERERFEETH
Y, MEEEORECHER Y I VAIOERICKYHEL TS, R, THLIF—ETILI7ICLDAEERSE, RET, BEELAEH .
WaVTSATURANRE LN EARENTWLS, (Kisinovsky I, et al. Medicina (B Aires) . 2013;73(1):31-4.) .

—H. AXYRTR, T—VxFBENE, 77 7)—REEULDBEL LLIFRTORBRRERE (ThTh, 1STLEF—CEETH
WO —E FILIT7) ISHTIHRENABEIATNS, TD35, TV HFBEEWBRE, 77 T —REBWBRAICT U r— MRS h
fzo FRADABRHBILIBADEE (40%) DHNR FLRATHLERESNZOICH L, EERERTEAEAN (%) [CBELASF, T7T
Y—RREDQIZIFLE (19N, 95%) £T— RBE QIADRE, 84%) 2, EEMERIBENTOALL, RETOARKRIE. LYBRETR
FLABDIGEL . FUDBRMTHY . REEFAOEENDLNI EARESH, 48 (%) OHANFERTOREMEERALZE SNz, (
Milligan A, et al. Br J Nurs . 2006 Mar 23-Apr 12:15(6):330-3.) .
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#E L 1=1RHL
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ERNEERO
Zit
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FRREEHD
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10~B0 KHEE

RIE LATOEK .(IEI)

e

RELEQES (@)

4801a] ~ 600 [EIFE &

©BERB T B
- FRFITBITHMED T
- HRE (FREE)

[ERBMTOTIK]
HEREL, BMEICL >t Sh, BETEMERKMICER LBFRMERENITONAS S EANPLTHS, BBV TEAROBEY T
HY. BRERNIZEVNTE, —HOEEEABVEFICEVTE, BRICERVBRETHL A LAEERSSNET—IADH 5,

(BT DZFIE
FEREZ. B
ELEZBND
EE, HRE
Ijﬁﬁﬁ?’é:

i {0k 353
ﬁﬁg;ﬁ%ﬂ FiEH, RECFHOMK
I

ERRBREFROEMAFTRT DR L EHEN RN DERTHE &,
AEBERM (Infusion associated reaction; IAR) 7 & DB O EHHEFRER ISR A REZARINERND Z &

AHIBREDEH
(B, BEMEFOBECAM, FM
HEORBRENF)

ARRBBRBLZLAEH DAY, S4VIV—LRBOEMERKEICHET 2EM, 3 ThoEMEZHEL TARNTELEMICEST
BETHI L, BH. BEMARSIRET 56, EFMORROTTREFLIEEOHENET S &,

Flo, BREEREBEL VY —ICEICEBLTCHERI—TA R —4—2FRATHET, FMAVY—LRDEE. 54V IV—LROEME. #£E
TOBFRMAMEERRITIEMOEEME S FCHBI LI ENVETH D,

Z 0t
(BFFREHA LS 0EZOMD
Z4)

HMELMNYDHERVEMENEREMA LT, AIURUVREUEZERT I ENBETH S,

E3

-EMERZED YR DNB EHE

TONEFET REEFRNLGAE] LLBIC. BEHRMBRBECSVTE. IREOSEREICKIEHETHETORENAFEL LD,

77 T)—FEOBRBDT AL E—ETIL T 7 ORMBEIZHRHMETIE, AEGIHK 493EF T, BIERARREFBIZI21ES (24.5%) TH2
M, BEEE LTI, %5 (26.0%) . BER (20.9%) . WmESE (12.8%) . TH (9.9%) THofz, I<EBELLDOTH >/ (Sasa H.et al. Mol
Genet Metab, 126 (4) :448-459,2019) , Ff=, FHIL I A —ER—BHNEIEHRICE T HEMERADRBERTIEL, 0~67 FT66%, 6~121H
TE59%, 12~184 A TI46%, 18~24+ AT29%, 24~304 A T21%, 30~364 A TIE14%, BRMICEMERTH =, KFDHESZR

(Adverse Event @ AE) FBEEPICKELEIOTHY —MICHEE, BEEHY, TAEXEOETLEFEETHSARTH 7= (BE, BER
B, BB HER, BE, S0FYE)  ERAR0, ABETICOAN RS (BXMEHRIL. T0 Fa—LBRN3E, BT1R) THoT.
2L, 7 745F0—FRI LAV EN oz, BEELEEER (AD) [FB8EHMRER (IR, BME. BMPS. ME. BOTA%k, &,
BEE) TRzl LEEREIAEETCORIMRREONRICAY /-, BEINALUN (D ELBEIDERT) (SIARG L, BREKMREA
RHLNATNS, RIEAEIZRE CEAEETHRENTETEY ., REDOEEGZAEAFELY William R et al, An. J. Hum Genet. 75:65-74,
2004) .

=22 mDERTHD, 1 ITLEF—ETIE, 1994~2004FRMREMEDEMRL E 1 —Tlx, KBHDM (19944 ~19974F) | F59¢DAE
S HAUENEESR (ordfHliZs L) ERESNIAUFLTTS SV ILES—ERRMBESA TS, —RIICIEER, B, BEE, Z5EE.
BT, R5. Wk A%, BER/ENE. I8, FREENEFEN T, ChOAEDKFEIZIRSEFEE Tand/or MBEE HEXZ2IY
EZEDFTRZE ClontorolableTH Y, SHHBARELEL LM o1, H%H (19974 ~20044F) | 199746 KB T14314, 20045 K THI42008
DEENA I TN —EERESN T, (BPHREMETHRANESORZETHY) DM TAERBROH > T-BEIBOHERTEZHRILE, TD
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