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=2 HAEAEZZVA1E Gaucher RERFRERDILE

RREFEE (R) 20.3
57 BERSEE (%) 9
39 FEHE%) 9
12.8 EEEAQT 10.6

#£3 HZAEA Gaucher’® 1 BIOBAKE (n=35)

FHAETTY VE(g/dL) 9.912.6
B Mm/NRAE (X 104/ 1L) 11.5+7.9
FHEEEATT 8.1+27
4= (SD) —0.7%1.1
S HE(SD) —1.9+1.0

== 94+16* 44107 8
== 7.7+55% AEI0H A
o> 12.0+4.6%** | 6FE 100 R
o> =1.240.8%* 54

B> —2.741.3%" 54627 A

*NS, **p<0.01, ***p<0.001.
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Enzyme replacement therapy for Fabry disease
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Fabry fit, a-# 57 b % —¥ A (a-galac-
tosidase A : GLA) WEHHETICL W ZDEETH
570K M) T7F I NVET I F (globotriaosyl-
ceramide : GL-3) MBI ML, iR, R4
BEE, LR, BOREMEB X ORME L MAE
EWCEBRTAILICLDREETSIE -
Thb, X ZEESHEEERXNT L A7, KAl
LTBRORCERET B (= ~NIEAE) 2721,
EH X REEORERLIR 5 L RETHS
FET S (= EBEENTTEEE).

Fabry f#BiC & b5 BERIE, 30 A6 H
BRI 5E0RB IVCETHOTRBET TH 5,
BHERICE T B EREE LTI, 7YVF 7>
VUEBRBERERST VT T VY Y I EAE
BHEPHWONG, F72, RKEBAEBRE Y
L T IEET BRI TN S,

SHBLFHEREE I, CL-3SMERES
B HIEEEL L TEZMITEE (enzyme replace-
ment therapy : ERT) % 5., &A% Tt ERT %
MR T 5.
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KRS L ORELZRZES T LOMNERT OERET

H 5 RHIRMICERE SN BRIV ) —2-6-
) VBREREEANLCHBERN, £LTI/4 VY-
AIZHYAEN, EBELTWAS GL-3 25T 5,
BE, PRETRERTINVYT—ET VT 7 (Y
VHN®) ET AN T —ER=F (77T 5F
A% O 2TEEOBZRBEHINET ST WA,
2. EEAE

U7 LAV 3.5 mL OB 3.5 mg DEE
EEUCHRREHTHE, N TVPLAEE 1K
H720D02mg &2 B LINEERZ VY VIYT
D, %z 100 mL OABREE R THFRL T
BEHET %0 5340 G5 ET T 2T
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BEIZ02um DA v IAL YT AN — kBT
L PBETH B ‘

777 TWA A EKEH TS5mg & 3Bm
D 2 ODHEOEHNND 5o HGERITIINA T
FIEETHRE K 7.2mL (35 mg BH) HHV
1.1mL (5mg 8E) THEHET 2. WD D
lkgd7h) Ilmg b LIBEERIY VY
Eh, EEMAEEKTHERL TE£= 500mlL |
THABEES 5. MIEEEX0.25me/5 (
mg/BEf) AT &35, HERIZ0.2um O
FAVTANE - FERATAHIEPNEILY
B, WEEEG6 S AR BEZoBZHAC
BEREUESTHIHERSINIGE (=7 V)
RSk B o 125, e i AEEE
DB ENTEBH, 0.5me/5 (=30 mg/®

=
REREES

R BRI/ B
(T 105-8461 EEHERFLIE 3-25-8) Ipa Hiroyuki
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CKD : chronic kidney disease

R7 IARBEEEICHTIHICHE

ion associated reaction
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1) Linthorst GE, Germain DP, Hollak CE, et al : Expert
opinion on temporary treatment recommendation for
Fabry disease during the shortage of ERT. Mol Genet
Metab 102 : 99-102, 2011

2) Feriozzi S, Schwarting A, Sunder-Plassmann G, et al :
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