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BT AR L ROREEE E2: 559 h—R R EE (Leloir pathway) S
J)a—iry .
1 FLa—2z t/l
D) G HsoFhop BEER_ op 2
ADP‘ NADH  NADPH
‘/./ &, J1a-2 A
IMP e G6Pase GALK
1 f’/P- JiR—Z-P | ADP
PREE . p—— | — 1) N .
R —R YR 7 ea—L3-) B e RAE UDP-Z' JLa—2Z HIUb—2R-1-P
=5 PR A tfn | ! A
. chis RS RS GALE GALT
B REAHERET l Sorm ‘
L mme— ELEVE: — FEFILCoA — fEMNER 77 4 La—R-1-p
T ! N l
BRI FH DR ALRFO—L [n;mm] s S—z6p
=] e Eh=]
T ERE R A INE
LT IVEIVER GALT: Galactose-1-phosphate uridyltransferase
. SN B . e GALK: Galactokinase
Ip'\g?.);i;\fps 51457\%*,;&%%.?:2%}@ GALE: Uridine diphosphate galactose-4-epimerase

®1: EROBERAEH
FEBI 1 1m2nA BR E kg, H& T7cm

7:30 I)L%Y 140ml+a—2 X4 —F 10g

9:00 AR

9:45 I)LY 140ml+a—2 X4 —F 10g

12:00 IR

12:30 I)LY 140ml+a—2 X4 —F 10g

15:00 ILY 140ml+a3—2 R4 —F 10g

17:00 HIE

17:30 ILY 140ml+ 33— R4 —F 10g

20:00 WE

21:00 REBREFEA REAIILY 400ml % 10 BN T TEAN)

SV IFERFABERAILIEZRAV:, SILYDOAHTIFERE 90 5 CTIEIEZE
EOf=f=H, IIVIZa—2RE—F 10g #REET A, mMPEET 2 BRI 30
NiEFEINBE L ST o1,

FEI 2 17TEBF AKE60kg. HE 172¢m
7:00 HE. Y

9:50 a—YRB—F 60g

12:30 RE

15:20 aA—YRB—F 70g

19:00 WE

20:30 B, IV

23:00 A—YRE—F 60g+HEE

2:00 aA—YRB—F 70g

1EIENA—YRE—FFDHEVD, HBREHGAT S L TEROLENFLEENT
Wb, AILDOLE@HS . BERFEARAILIZ 1B 2~3ERATHZ &N
BFELLY,

R2: HERBE I+ —I 25O (B 100g )

GSD-D (RRM) | GSD-N (#&RmMA)
IHRIILF— (keal) 428 384
8 (g) 16.2 9.6
BERA (2) 9.5 0
#=E (g) 69.5 86.4
AAE S SR 44.5 61.4
[7‘ Ro¥E [25.0 [25.0

16





