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£ 3 XREH Erythrocyte Glycolysis and lts Marked Alteration by
Muscular Exercise in Type VI Glycogenosis
(FYA=FUBNRICHITIIEERMERBEREHER
CKkBEE)

AXEHER  SOH  THE-E

4k

%{EI% b RE B & ABH Bk

BXWNEOEE

(B )

BHHaRF TN bEF—F (PFK) KIBE (7)) a—4 VRTE ) 31965 EAHETHIH TR
HENFRERNTH S, MEBEORMIKTRHHPFK RIBO/HPFK BEMESETLTHO,
DB ST RIFRIBEARS s BESN L EFHEINZ. ARETI, 2KRAEFHEFRICLTT
DEENT B LT, & SICAETRFRMBREERLTEE I > THOBBTEET S LER
WL, COEFIEHHTF=Vv X7 LA F FRIUED I IMpicmLiz4 7 v vicExdE L
TEI 3yDTHBHT EEHALPIT LT,

5 &)

WEEI 7Y a—F BRI 2 K%, 4EHTH B, 2L 3 BEEHOPFK MEHRIRIFERICKRIE
L, RO PFKEMZH 1/ 2 ICRDO LT3, RIKEEDEEL 6 ZBERRESTENE
AEROTERN - BOAEL, PRBCBRECTON LI, 7Y E=TRBREKTHE L/, R+
H$vFv, 47 YVFHPLCABAOVTHRIE Lo TTA—2EEhiT 40wat it TOEEHEZHAKE
AR SABHE 1 BTt RIFROA Y F a~—va VERIA /Y rvds0RELT v E=Y
LETEFTIIC, 20547 = 72
Bk #&) |
1) Zya—rrREUMESEoRMRCIPFKstep DIBOMBHERRESERD LT/, MERE

& hi{kTd % 2,3 - bisphosphoglycerate( 2,3 -DPG) OFIGEERIARERED T

FENEOH1,/2 THY ( 2.6mmol,/L RBC), ABPREMHRON 13 (1.7mmol, L
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RBC) Th-'w. .

(2) FRIMEK2, 3-DPC BELCKRIITHFEHOEELHRIN LI, 2,3 -DPC BEI~Ny F LLH
#0005 ERPL, N1 HTREEIEL. OB 1IBHoz v 2 -5 EEick0#0.3
mmol/L, RBCH#IL, HELEEEHCRSEL2,3-DPC BEEESIKEELT.

3) #iEBck 2RIMIK2, 3 -DPG BEMMEELHS»ICT 2HNT, T2 — 5 EFHEIROD
FRIMERAERE D RARE, M7 ) v REPEERBELZREL 7o EEMBOK 1 /21T LT
7-7RIMEk fructose 1, 6—Pg, dihydroxyacetone-P+glyceraldehyde 3 —PEE
REEATY &, FENRBOMASIcETEML o £/, EBicfEy, Mhoa /s vid 0.4
59.5#mol/ /L, TvE=7$3505279.mol L & THEML 7,

@) EEALDRMOFERESEEL, 1/ > (0-1504m0l /L) H30WRELTvyE=9 4 (0-1
mmol /L) BETFTA v+a~x—b Lo 4/ Y Vidf v+ax— bRITIIHEBSN, bEFy
YFUBELESN TV, 4/ Y VRINCE » THRIEK fructose 1,6 - Py, dihydroxya—
cetone-P+glyceraldehyde 3 -PREERZELLEML, BHFOEHRICROSNIBEERD
EEpvy — v ISEERES N, HET Yy 2= 9 ARMICE - T, HFDTiESH 258U/ @ER
PRGBREOEFHIBEEI NI,

e &)
) A= RN (2 KRAER ) OFRMKBHEPEERBREZ ST, LT of@Rms587,

(1) ZETI, 2,3 -DPGAEYDPFK step LIRoFRMBRAEEDREAEZRERD L THO, in vivo
B TCORBEREME TORMRD FEERESIEAI N,

2) AETRE, EHRCHOTF=vX 73 F FELMENTHZM /) Vo7 vy E=7HOPTE
LS#EL, £h&REicfructose 1,6 - Py 75 &RMERAERERPRAGKAHHEM LTz,

(8) EEEEARMIRICA / > AFINT 5 &, EHC X 2 REPRIKRE OEHHSERS N, ik
TYEZY ADORMBREOTHLTH > 1o

@) Lk, AEBZHORMERFERIZ, KROKPFK OBEHRBICEIXEEINTOEY, &5
ICER i S M S n 3 BHIEURTFIC K > COEBICHEE 20 TE#T 3,

WMXDEEHRROES

KX, 73— R 2 KR 4ERMICONT, RIMFREERODBEEMMTL, X5IKH
BENCL B2 DFELVEHEPFSPIC LI DTH 5,

7Y a4 RNEEEORMIRTIZ23 - EXFRA T &Y vVBREGHRRAKTNT bdFF—
€ ERELIE O BEDRESRDT 5, AR, DT EEZHELHICL, ®RWT, SEEH
2,3 —ERFRK ) ) VRREEICRNCEEARITTICEEROVE L,
AIETREEOEHICKY, RiflEk fructose 1,6-Py, dihydroxyacetone-p+ glycer—
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aldehyde 3 — P73 & OMEEDEIESIEMNT 54, CZORBZY 2 -4 viRGlICGES = &R LIS
ABENICMPicESTE, /) v itk b AP I,

PLEOFRE, 7)) a4 rRECIBHREUEBETCROVRS NI OTHEH, EFACBT 5:E
Btk RIMRBEBEROLHBEL RS 2800 b BEURETHD, FMNOREICET 3 D&
= B,
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