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Phe >120 uM 7 = =)V N VRIE 32 1
Leu >350 uM A=y TR 473 0
7 Met >50 uM T AF URAE 1A 523 2
i Cit/AA >0.025 ¥R L 1 0
’ v R UV RIBAE
/NEF 1174 3
C3 /o >4 uM A F = a EE 1 0
C3/C2 >0.25 7'a ¥k R ISE
B C5 >1 uM AV FHE R ME 13" 1
R R C5-DC >0.35 uM TV VERIRIE 1 Bl 2 0
C5-OH =1 uM BAEBDNRR L T —F KIS 1 1
N2k 17 2
0 <8 uM HN=F R T AR —H 5 1(1)
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/NgE 7 2(2) 4
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PR R R L H7 7 b A s 2(1)
EP TEPEME L
il 41 9(3)

*1 [Rl—fEC 2 BILL EEHEMAEE E 2o 285E13 1 L5tk *2 95 1 6% Phe B2 Met . *3 55 1 fillk
Leu 2> Met i fE. *4 Fl— AMSF—IH B NEEGEE CEFERINEE £ 7213 BEEREHEDE A 1 L E*5 96
12 I CROERF U NVEEHHTAROENES D . *6 FIERE C8 M2 > C10 FmifEA D Cl4:1 FmfED>D C14:1/C2 &

I & 0 SO R AL

Cit; citrulline. AA ; Gly, Ala, Val, Leu, Phe, Tyr, Asp, Glu, ASA, O, Met, Arg, Cit®> &7t ASA ; argininosuccinic acid.
C0 ; freecarnitine. C2 ; acetylcarnitine. C3 ; propionylcarnitine. C5 ; isovalerylcarnitine. C5-OH; 3-hydroxyisovalerylcarmitine

C5-DC ; glutarylcarnitine. C8 ; octanoylcamitine. C10 ; decanoylcarnitine. C14:1 ; tetradecenoylcarnitine. Gal ; galactose. Gal-

1-P ; galactose-1-phosphate. TR ; galactose-1-phosphate-uridyltransferase. EP ; uridine di-phosphate-galactose-4-epimerase.
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FHED R X v VG H IR
C5 ; 1.800pM C5; 1.021uM R D % 28
® | 3,734g | A ¥ LR MIE " H .
(5d ; 3,806g) (12d ; 3,556g) C5 ; 0.558uM
(16d)
C8; 1.011uM 7V H VIR RAE TR
) C10 ; 2.246uM C8 ; 0.329uM
2oL B LR R TR " H
® | 2,042¢ i Cl4:1 ; 1.709pM — C10 ; 0.836uM
C14:1/C2 ; 0.036 DM v b A 7R
(4d ; 1,948g) (7d)
BREROFHFERKI V=F
HIN=F v NT R CO0 ; 3.59uM M E
@ | 2,520¢ . st -
R — & BE (4d ; 2,334g) CO0 ; 13.24uM
(9d)
Gal ; 1.12mg/dL HZ 7 b— AMIETR
Gal-1-P ; Gal ; 0.44mg/dL
. 30.99mg/dL Gal-1-P ; 25.63mg/dL
2,732g | 57 b—AMIE . — .
& TR IEME S D TRIEHESH D
EP {5155 & EP G172 L
(5d ; 2,618g) (15d)
Gal ; 8.34mg/dL Gal ; 10.34mg/dL
KMEFIRIEIEER Y v >~ b
Gal-1-P ; Gal-1-P ; % I;Hlﬁ M:f)ﬁ /d;
N al ; V.Z2m
© | 229g | TV »—AMIE 3.18mg/dL 4.56mg/dL Gal-L_p ND<gOl .
N N al-1-P ; Im
TR.EP {&EMEH U TREP IEMEH D (20d) &
(6d ; 2,198g) (12d ; 2,270g)

*HPLC EIC X D,
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x4 HOURSY—=2T 1 RgEHRE

By AT Met > sopm | METAMM 2D o032 | Met<aM | A
Met/Phe >0.75
HI RS 11,868 11,868 11,868 11,868 11,868
1 kB v b A 7 B AR S 7 17 13 10 43
LIk > b A 7B @R (%) 0.06 0.14 0.11 0.08 0.36
*1 FIEHR S A R~ T,
*x2 BB v N A T EZ FERICHERE L BRIRIZOW T, ZEREUTEFEL TN D,
*3 %2 DT > N A IR E £ & T2 2 A LR A E R~ T,
£5 HOURSY—=2 52 AR EHFRERUVBIFEMESE
B N F7E tHey > 9pM HCU £&\VVEEFER I 2K 5
1R PN R 3 43 PR I 2R (%) 0.04
2WAy MATE o\ HE e %
R 0 HCU B8\ VELRS R A 2
2\&(7{7‘/]\%—71ﬁ e g #2(0
(%) BURSE R A (%) 0.02

,70,




