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Ib BUISLEHL 0 EH AR Mg 2 405, BOEE 2 RAD b Bl & BB L RHET 28287,
SEFI 32580 KA TH W AARHIT T VR A REMEE ¥ TR 5T €Y — Fidde {, 19RO Hil
BENzA LR B X 9ickY, RERBABEOCKRERRFI BB Shic, AR, E5R(138
an ), ATEEREESE, FFEA (FEWT 6cm ) 23889 Hh, MM 55~80mg/dl, RS, =v = -
Fu—N, REBEOLRAYTRL, 707 b—2R, 77 b—27, S5 ARRE TIORGOS
DLERRBBDOBLI -T2, 5B ERITEREZAVTRELI-ESR, G6 Pase &L intact micro-
some T{I¥HH /& 555 L disrupted microsome CIHIEFEI EOBENLRHBENIDb Eﬂa%én
72 (%1, patient Y. M), latency #3545 L8R Ib B (K1, patient Y.S) Tt 100 % Th
BN LRARTHEI. 7% Th-7, T74bnh, LRAMIL GOP translocase NELKBTHH D
HL, BABCRMI0ZOBEEESBO NI, Licdh> TRRE L RAROBEREROEED
X G6P translocase D KRIFOBENEICE SN L ELZONR S, BEFEEEORD NI AF
iz >\ T G6P translocase @ G6P (2%t+2 Km #HlE L7-&EE, 100mM (I EE¥iI6mM) L)
BVMENRE R, G6P translocase iZEMBEENHZZ EAHLrzER (BL),

FRAEIC 72 ) BELMEFIORHERET /I B AT S ~HRERNF, B8R B
FANRE, ENBEBRICELLIBEERLET.
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Table 1 G61lucose-6-phosphdte ohoéphbhydrolbsé activities
(umol P1 per min per g liver) in the Iiver

"intact microsome"®  disripted microsomes Lutencvm ($4]

.

6SD-1b

Patient Y.S. 0.003 12,60 100.0
Patfent Y.M. 0.85 9.18 9.7
6SD-1a (6) 0.09 £ 0.04 0.12 + 0.04 0

Controls (6)

Mean + SD 4.25 + 0.80 6.26 + 1,22 3.7 ¢ 6.6

Range 3,27 - 5.30. 4,26 - 7.75 23,3 - 41,0

a) colculated using the formulation of Arlon et al. (1980)

activity in “Intoct microsome”
activity in disrupted microsome

b) Latency s defined as [ 1 - § « 100
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(von Gierke ) la Ib la glucose-6-phosph
atase(G6 Pase) b ,19
78 glucose-6-phosphate transport system(G6P translocas
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