123 Z, ZoBERBRAEBEZ 0L BNETIC >V T
—REEZMHO-DIC —

H AL E B K E
18 ® —

BRRBICS LT ERERBREREORRE CE, BRFEHOBMERA L
o, LAEFEROGHERBEOHE, EREOW]L, , KHHI LS
Vo ZDZERFRAEZEZMHMICOASHAEZN TS, L LEERE, Z0H
ERELO TRHRELFAL DD, TOBHDO—D2L LTI, 3L LEEEZEDE
M ANEE), BEXE, b2V ASE, EHHLLLoBERRY, EEHEAK
PEBRICKESEH LTV AEEXEZ 5h b,

% H Y
FROXOATHREESERL, kAT VA ESTOTVWEERBER
D5 5T, aa—glucosidase , Fructose— 1, 6 — diphosphatase
(FDPase), Glucose — 6 — phosphate dehydrogenase (G6PD)

FALY, TOBEHNZ—VIEOWTHEHAEMA 2o

B %t il %
KELREEZHONFL 2201, FRPEBDIVEBRADZ ERE VS
PEL, FCERBRAL VW T LEEBRESE ZEE L,
a—glucosidase {EH IR e L L, 4MU ( 4 —methylumbelife-
ryl—a—D—glucopyranoside) 2 vV 3B XBEEIC L o /co FDP —
ase {EHEIZEMEREME L L, Barker 0 HEIK L 570 G 6 P DidskmER
¥RB L L, Zinkham 0 FHEIC X, 7o

o R R

1 AMEROFDP—aseiEt
® 25—-33RMOEMALSVT, FHIPEERKCHEEL-FEEEZELIOL
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BYTHDo PH 7.5 COFRAFZYFRHVE, ThTErRV0MHid 3,
QBHEOEELADL, RIDIIKBEROFTBEAS Y300, RED
BB —EOHRRH NG Ve OR—MEAKL BT 5 ERD B EEBIZE L
o (F2) ,

@ FmMEOG6PDEHE(E2)

nBEZAﬁJLfoh‘éEI%%@Ni%b@T’&( HOPCEELEERTH D

aﬁbnéo'f«“<.»~ ' * ’ e .

"R a— glucosidase . ' '

@”%5357 9 0 AlZoWT, acid a- glucosidase(A) &, neutral -
o-glucosidase (N) DOfE#HE (AN ) 2RDER, Z0BRERFE I HE
BRTH oo (F3) OEFHACBIBA/ NHIBEBELBIZELERT S
B, ZORERFEIARBEKRE S (M2) ORMRBEHOHBNERH LA
2L, A, N3 —RBRBHEERTCEVWERALRALD NN, Z0kixn
Hﬁ%ﬁ@&%%cvoﬁﬁﬁﬁkk%t,&(t%ﬁﬂ&%ﬁ??éo@é
%hivﬁﬁmA/N&Lﬂ,k3K5%£@E< %ﬁ%%ﬁ#ﬂ?kom
REZH o (L)

= =

Tk=F ¥ - RBEICEAROEN, %Eﬁﬁ%o%ﬁ?u,wﬁmﬁw%&
SFLTHRY X4, HEEBHERTIERREVLEL OIS, - TRES
PREAZEFPORECY, T, FTHRLTIBEROEBRNAAE 2~V %
BELTBL PR A S, ZOBR»LEAPR TR £L LTHEEARL
DV, %@%@ﬁk#b%#wﬁﬂCR,ﬁm&,Emﬁ>10300ﬁ$
ﬁﬁ@éﬁmzﬁ%&ﬁbn@f%éo

%mﬁ@GePDﬁﬁu,%ﬁAmowrgbwrfﬁLfﬁv;aégﬁ ’
BELAERLDSREDP D, QMIKRFDP— ased, FifHEEKICR
WTHAERBAZRD Y, BOoBRRKIZBHEOHABLLTETH » o
FAUKEHAERDOKey enzymeTh ) B 6 TOMEMIc KRS REROH B A
BEBRET SR, —>RIIFDP— asellEFOBEEZD0SOLBELENE 3
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T EEBELBRV YV a—F v HfBRIZNETS5a— glucosidase RIB
fE ( Pompedi ) DREBZWIC, BREAVWTA/ NEkEXD I HEAFHL
Boztik, bhbhB VRLBSTERELMTH 2, SEOEFNICLY,
A, NfEL 2D S, D, BEFACRBVTIMEB L LIIETL, ZhickKLT
A/NEBEBRACERTIZ LB Lo TLTELICA/NEICIZAEE
BrEbdTH<, BEo8%E, REZMOBNEIEDLD TELSTH 7o
BEXYRmRG 6 PDiEFH LIRa— glucosidase IFE o BB L Tid,
BERLCKBRREZH~O B TAEML TS LS h a2, Al
HKFDP—ase FHicowTik, REBRE~ORBEINKREISBERATY
2tEbhdo

= #

BEEERRKBIECRNEZN ¢, BRE®HOAEBC L . TBIRZ5BE,
LELEHIEREDOZ L3b D, ZOEAD—2IL, EEACBT 3ESEOE
HHEBHPREWAEEOSZ2ZLEERL 2, 3OBEBRBRERIONVT
Wit Lico BEEERAOKRMIRG 6 PDERXZBATEDDT—EL, AELH
RIEEAEAb T, BMIRFDP —ase FEHREAZERAT, AREOY
B, HEZEEHPE LI 7o Ra—glucosidase i e & ICKEL,
A/NEBBREEZHICECHELTWS LB s Ao

F1 HOMEFDP ase (&M
(#moles min, /& white cell protein)

[pH 7.5 ] [pH 9.4]
158 A 0.6 110.16 0.61+0.21 M+SD
(25-337F) (19) (17) (N)
(0.37—0.93) (027—104) (range)
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K1 BMmMFDPase B REITAROBE

[(pH 7.5]

[pH 9,4 ]

1.2 - - ' -

1.0 4

0}-;><;;:::::5
Oﬁ->~<:f,/f’-
0.4 \\

(#moles/min, g cell prot,)

0.2 R
d L 0 0 d
0.6310.14 0.6 3+0.28 0.58+0.14 0.5561+0.24

(8) - (8) - (6) (6)

&2 ﬁ—@AK£w§Eﬁ®A??%
(REBWERILBE)

oEﬁnﬁFDPase (rmoles/min, /g, cell’—p'rot‘b, )
1 [HB 2 [EH N

A. 066 —> 0.42 (—36%)
B. 0047 — 0.81 (+72%)
C. 037 —> 050  (+35%)
D, 040 — 048 (+20%)

oKMMG 6 P~DH (u/g. Hb) .

A, 627 — 651 (+38%)
B, 6.47 — 6.75 (+;3%)
C. 706 — 692 (—20%)
D. 626 — 540 (—14%)
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ﬁ 3 The ratio of the activity at pH 4.0 with added KC1l / the activity at pH 6.5

without KC1

* n X S.D
6 and 7 years old 298 2.2 1.2
8 and 9 years old 260 2.4 1.4
»
10 and 11 years old 232 2.8 1.4

Activity

2001
u

1001

Acid
d- gﬂucosidmn

\
\KQ Neutral
o gluces idoae

N
BN

M

oS o

. ° -

H4 O~1 1~5 B~10 10~15 [5~

+
= 3 2 ¥ h3 ®
O o~ M (o]
LG I 2| \-oj- o~ e ~
MKk 11 16 22 =3 24




R4 BEBIUHEORTERELED HERY

Acid Neutral A/N
~-a—glucosidase a—glucosidase - .
Patient I O . B 0.2 2
114 3 15 - 75 ' 0.20
' 8 33 ’ 024 .
Father 17 14 1.2
39%F 28 20 1.4
14 14 Lo,
Mother 9 12 0.7
39F 18 18 1.0




BREHTX R b OCRGEENXTER) VIMER @
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