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¥ L B X % Glucose infusion paradoxically accelerates degradation of adenine
nucleotide in working muscle of patients with glycogen storage
disease type VII.
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7Y a —# 2% VA (5 phosphofructokinase KI8ME) i B Tid, EHEEROHENNEKRIN TR0, BB T
O7FUBAAEELIREIN TV S, Lieh> T, F@ERHICIE ATPHBICAH D ATP OEEMTRET 5729
EB DRGNS, B2 5 v TOHBL EOEREEL B, AECX L TEEN S RKEORSERIERINTES T,
TR UBORSELHERICB LIZTHEL ORI Twihot, UL LR, BETER%EL D b EHRE
BN L bR S HERPBETH B L WHBELE ., T I TAHETHE, 7V 27 URVIBELC BT 2 7 KU,
Pelbfels E O 3V F —HBEOF A LESRHOBEM c DWW, EHEEEOT 7= X7 vt F FOSRZIEHE
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MRIZZY -7 RVIBEBEEIABIUVRBEE 6 A, BERZNTNUHNILAERR TH o oo RBOMEZMIC
1 AR R 1T B ) phosphofructokinase {14 O RIB % FEEA U 12, 245 L8 D%, B 5 BEHERAK L D20% 7 F
U E G EEAEAKEL T ml/SOBRE TEIKES LoD, HERE TV T X — 5 EB R T o7z, EEIARIZISW X 2
LD LUIOWX 34328 L 21205 & Lz, BRMICES & CREZERL, 4 /vy, 95>, ERFH
YFUEFREEREOOOL CI8 HHA Z ARV GREEH I a7 4 - &Y, TryEZT, TF U,
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7R EEAROMER T, MBEEEES X CEEE B TRERETOK 2 £(170~182 mg/dl) £ 7% 0, g4 >~
A 3 EBETI0 £ U/ml, 8% H TIE30~50 £U/ml i LE U7z, MR i3 8% TEBIFI676 £ 220 umol/1 & b &
EYR277£24742, HEEETHA470£175 pmol/l L DBOLISIE T L (¥ £ BIHERE),

7T vAF PR RIET 71 T A O

— 306 —



BEBCBOLT, M4 /v BEOMS 3 EBRAEKEAROES TD0.650.38 yumol/1IC L TT F VHEEA
BEDEEITIX1.65+0.37, ML BRIV F L EEOMSZEBRAEKEAROES TDI.4+2.2 umol/l XL T
TR R AR OEH TIH18.37.0TH o7z, $hbb, BEKXBWT, S /v, ERFH 2 F I REITES
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SEE COT F=v X 7 v A F PR ORBERER (1 /v >, F920F Y, ERFY U F O &, £
B AREOEE TOD117 47 pmol I LT 7 F 7 ¥ AR O EE) 13246 £ 100N L 72, EFHIC B W Tid A
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