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G6Pase {3 mulifunctional enzyme & &4 G6P LI4hic M6P, pyrophosphate # §, & & L TH##
FTHREA ML TVS, I TIOARBEL TR LR, 1aBTid G6P LItz M6P, pyro-
phosphate D WFHOEFICH T 5 hydrolase IFHEDL I 7 v V— LEOFEIZHD ~ b O T ERLIKME
ERLE. COFRREEECRT HEEIAE—TH 0, [a%it GePase DRBICE S Z &
¥FRTLOTHB, FhicwtL Ib BT intact microsome {225\ T it G6Pase ¥k 0 % 1385 7o
{&fEi% R L, M#Pase, pyrophosphatase {Et 3%t & Rk iR L /2. disrupted miorosome T
.#i Ib 27X G6Pase, M6Pase, pyrophosphatase #:{z 3t REL E O iEtE %55 U, Ib iz 3317 5 M6Pase
L G6Pase O latency IR LVWMERTRL-(F2 ),

CLEOBIRIE, 3 7 v v/— ARz G6P & pyrophosphate (254 % B4 @ transport system H37E{E
L, - Ib B¥CiZ G6P transport system { G6P translocase) DS BHEENH LI L ETTLNTH S,
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Table 1. G6Pase Activity in Liver (pmoles/min/g)

Intact Microsomes Disrupted Microsomes Latency (o)

GSD-I1B
YA. S. (3Y) 0.80 10.2 92.3
YU. S. (1Y) 0.50 12.6 ©6.0
Mori. (adult) 1.52 9.2 83.4
GSD-1A (23Y) 0.61 0.45 -
(27Y) 0.20 0.36 44.4
(28Y) 0.32 0.35 8.6
(18Y) ) 0.20 0.24 _ 16.7
(20Y) 0.18 0.17 —
Controls (1Y) 4.80 6.20 22.6
(10Y) 3.30 4.50 C26.7
(35Y) 5.69 8.19 0 30.35
(72Y) 4.78 6. 62 28.0
Rats (n=27) 8.60%£2.8 12.2.£4.51 23.6+15.9
Table 2. GG6Pase Activity in Liver (umoles/min/g)
Substrate Intact‘ Microsomes  Disrupted Microsomes Latency (%)
GSD-1B G6pP 0.50 - - 12.60 96.0
YU. S. M&P 0.47 11.91 96.1
Pyrophosphate 6.59 19. 06 63. 4
~GSD-IA G6P . " 0.18 0.17 -
MGP 0.02 0.09 -
Pyrophasphate - 0.19 0.94 -
Contrel G6P 5.69 8.19 30.5
M6P 155 7.31 79.0
Pyzophosphate 4.97 13.71 63.7
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