12-5 a —glucosidase RIBEOHEEREZH

ABAYBEXHEMER
H & T E

S z B &

FEE B W Tt Fucosidosis ( @ —Fucosidase KRIFF) 2 FR
SwToBEE TV, *oERAMOET, REEZEEOELEAA, IO
BECEToRELBr. AFERREE BT, REEZHE OIS
TWEVWEBND—>TH 22 BBEEREIGEEB L L o

AERRBOBEEHL, 717V —2KBRROREL B - TELHEAET
5o, a—glucosidase (LT aGL) oxBick v, K, OF, BRH~
D7V a—y ERREFTL, D72, BHET, FERAL2EERLLT
SCRARPCRET 2, HEMNZHONKRL 22 0T, REEZEIROR
VEUKBETHDo

BB B & FH%RFE

REZ2H O HORB L LT, KBMERICHES S 0 Rve KiffilH M
¥EA5RMLL, AEBRB LU MBEETS B, EFENK 15 55 VR
SEEL, MlaRRgoBRt EE AV, EEASSEC X oBETME &
BBIUSTBC X 3FR B2daAML L, RERH WA . HEERER
BEWS g OBER (FF) 2Z#HpH (4281062, H1BR)IKT
RIS &%, B L LT 4 —methyl umbelliferyl—a—glucopyranoside
(REE 2mM) 2L 7co BIER BLEXSIHES (365, 488 nm)
KXo

5 A A
Rlicqd oL {EEFEEME pH 4.0~ 4.3, 6.0~65ic220l2d b,
FRNFNEM aGL, ¥ aGL TN B, BRENPA (FA), B (MO),
i (SIB) ik TIERMNES, hEox—>v2RTH, BEAIL
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%E%EMﬁﬁwﬁT,¢ﬁM@ﬁﬁﬁ%étwo:®ﬁﬁﬁﬁk%E%®%
BEmeido
E1RFER(WS) ol mik, BRERGCBIIREGRERLI B
W EMREREREEED 19 %, BRHCIR 41 %LELCET, 0
# 3 ZixhRAEERL T3, XEEE L ORI overlap BhB, ik
aGL Lo ratio RBWTHERIAD bhAv, REBEZELE T TR
B2 o Km (UTF aKm) BV Td EE 3 BINRLBFREOER 2V
BRTCEMICEL, WBEORE aGL 0 Zh EFHL T HRBTD
aKm LR -KBEZRL TVDo

o rt sEADS 526 (NY, WS)JZARERRLTH Do Lo 3R
ThECoRBRIEED L oGL BEEOEATH D, EFM 3, 5EOIEXRE
FFE % AL BBREER 2 RL, EM 4 22 SEERETH 2, WThdHMLXK
O aGL 3REBVSALTH Y, LORBRBVWTEFBEEHEZRD TS0
FEF 4 2BV T aKm BRERETH -7

% E'S

BRREZEZHIC BV TERBEROES, REEOMLHE L MELATRZEH
itk BEORERNEBERETH . RGEMmMER: AREEEFIAT 8K
AL ED&ESET LIS ETh AV, ARROEZANEENEILLD
RREDWOBYTH B2, LROKERIVELD L, AERIREZEEZA7 )
—=yr¥Bzr, BELERREIRATIZLCRFHETH D, LAL, 2
WEED DICIXE 2B OBRARBETH 5, EENBL 0RO overlap,
EREBOEERED —HTH s, MRBC I EMEOTREELZERT 571D
i, RARBOHER, FHY <R, 4K AREEERZFOMFAROEH
BELOLNhD, SHIBERHLEDSITETH S0

n #
a—glucosidase RIBIE 2 M &hlic L, REZBZHEC DVWTRE, &
BB 3RALIEE L, FEALKEAY, AREEXART2EXE
BREE, BREZORUCELERBO TERTHS. LirL, REZEZEFEKC
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;ofﬁﬁ%ﬁié%ﬁ,mﬁeméﬁ,Mﬁ%@ﬁlwﬂ%ﬁﬁ5o,@%
ZLMIZRTTTH 38, RREEECIFCHE2RORBEEMALNETH
%o

1 LEUCOCYTE 4-MU-d-GLUCOSIDASE
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1 ENZYMOLOGICAL STUDIES FAMILY WS GSD-II

' =3
d-GLUCOSIDASE aKm of a-GL { x10°M)
wB(C . MUSCLE wacC MUSCLE
pH (42) (6.2) (4.2) (6.2) (4.2) (6.2)  (4.2)
PATIENT 33 373 0.3 41 0.43 041 571
FA 76 140 1.25 043
MO 106 165 1.08 050
SiB 7.0 113 111 051
CONTROLS  (15) 15) (%) ) (9) (1) m
range 103-294 123-460 4965 55  089-1.25 0.44 0.91
mean 5
+sd 17.3%62 271399 1.002016
nanbmolcs !/ hr! mg prot.
*2 BIOCHEMICAL STUDIES IN BIOLOGICAL SPECIMEN
d-GLUCOSIDASE (pH 4.2) GLYCOGEN aKm of dGL{x10°M)
WBC FB LIVER MUSCLE ‘swet musc. wsec “MUSCLE
. NY ] 1.4 0 7.8
2 WS 3.8 08 0.3 5.6 042 5.71
3 EN 2.5 52.9 8.5 092 190 3.10
4 AS 26 17.6 089
5. KO 3.7 256 7.5 088 0.53
CONTROLS  (15) (o) ) (9) m
range 103-294 75-90 400-1183 4.9-8S5 1.0 083-1.25 091
meanssd 173:62 7312250 1002016
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BREHTX R b OCRGEEMXTER) Y IMER @
WX O—HTEt. BREOEECRTNATNIRANBYET

EFANE

RITAEFEIZ 3 Tl Fucosidosis (a —-Fucosidase KIAJE)2 FRICOWVT DMK
REATV, T O AR ORI, (R KE ZWHE DML Z A, Frlo BIEICET S
AR & 1370 ARFEEEITBLE SIS I W T, IRIKIFE ZBEDOMENL STV VKRR
D—2Th L EH PR 2 RIRE L Lz,

AIENTFAOBER G HL, T4 VY — LRBIIFE O & 72> CXIBET
&%, a-glucosldase (LT aGL) DRABIZ L U, BT, L, BREFH~D 7 ) 71—
TUERENHEAT L, DAE, AR, IFIER e &% FAER & LT XA
T T D, HARTZBIOXIG L7225 & O T, RINEFEBZBNEDOMNLNLETH
Do




