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R UsE : AHEBRAMRE, X U—= 7, GC/MS
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GC/MSZ W/ - A HBBRAHREITAA Y — 1) ERRESTK  RERALBEIERLZ.
Z2 T OEREDZ DI, RI00u1Z2H NWEE ROWRAD 1 ml14/= 0 OfRiE. FEO0.25mg, A
DERBOMEREEBNL 2. ATAEEE LT, Fb<wn #0.25mg, 7 F3)10.20mg, FIVE
1ERY STDNTHDERMEES . KDEER JVERO.25mg, £ VNV U LT Y 2 20.5mg. £ R
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#0.25mg, 4-t RO ¥ 7 x Z)VEEE0.25mg,
0y bE0.25mg, FLER0.25mg, PR 1mg. 7
IB0.5mgTH 5. RAEEBD 1 mlK= DO
RiE. 7 5=20.25mg, Z V3 20.25mg, O
320.25mg, AFA=20.25mg, Tz )VTF T
=>20.5mg, FO20.25mg, HI 7 F h—J
0.25mg, ZJ L 7F22.5mgTdH- /.
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1) BERESHOBEE, HEE. A8ED
EIREBOHRE : M1IKFRT LS. FEBICEL

Tit. BEECEEEERLET DS, AEE 4O
v M THRHFEESEINRITIRS, —ALROoF
AFINITINEI I, DT ). I UBETIRE
BEOENERBNWEVWSERTH >/, £25
MER, FENCHERELACTHE0nT N
DALEMTHEEEL D R0 LENINERR D -
. THRAHEMLSKEMATELT D EEKSD
MESERELTEBRIND O TRANMEED
ns. |
BEEEEARIE

FHEEBEUSADILEMIZDNT,
THBRLUZERZK IBIIRLE. Wiihte 5K
EOEINRENGENENDIHERTH-Z. ZOHH
B. 7= /A LOENE
Peak area to PDA (%) [ M}

iR
3
® &

¢ Ala Gly Leu Met Phe Tyr Galtl Cre

BE= : LA, lacttae; MMA, methylmalonate; GA, glutarate; IVG, isovalerylglycine; HMG, hydroxymethylglutarate:
PHPA, p—hydroxyphenylacetate; Ura, uracil; Orot, orotate; Cit, citrate; Ala, alanine; Gly, glycine; Leu, leucine: Phe,
phenylalanine; Tyr, tyrocine; Galtl, galactitol; Cre, creatinine.
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BERDIDICEOPITER NS TREMEDE X
END. P ELAMETEREMETTS
R WEEZLNS.

2) BEOZMRBEORS : T TIZHEZ£OD
ﬁxo’cmé%%@%%mulmxf. RS,

EEE TOIT L ZEERM B OBRHEEII DN T
Bl R1LIORTEDIK, AFI~vorgm
. B-7 FFAT—EREBE 1V EFERMIE.
VA VBRI 1 875, b EBHIEEYE
DABIZALNDERETH, R BEFREELD

R BRERILBEBBNEZIOZHEEOHLE

4 | Creat. 128232373 a3 ik faahrS
B | med e Totimm i [T
AF =0 e o 183 © [MMA © |MMA
| 206 © {MMA © IMMA
) 9.7] © |MMA © [MMA
9 46.6| © [MMA © |MMA
9 1324 © |MMA O |MMA
81.4] © |MMA © |MMA
TovF R # | 187} O |3HP,MC Q {3HP,MC
# | 138 A |Mc % | Mo
# | 108 A [3HP A |3Hp
H | 226 x |(@HP) X {(3HP)
A 68.8] O [3HP,MC O |3HP,MC
b4} 252 O J3HP,MC O |3HP, MC
8- N FA T —H R % | 659] © |2M3HB,TG © {2M3HB, TG
-1 B EER E B, 5751 © [IVG © |IvG
5 27.8] © |IVG © |IVG
TIN5 B E 1R A, 57.5] © |GA,3HG © |GA, 3HG
H 2781 © |GA,3HG © |[GA, 3HG
A 545] © |GA,3HG © |GA, 3HG
75 Bl iE2 B E<Te 57.5) X |— A | IVG
A 278 X |- A IVG
) o—)VIRE i 155] © |glycerol © |aglycerol
A 328] © |glycerol Q@ |alycerol -
4] 256 © |alycerol @ |glycerol
) 10.6f © |glycerol @ }glycerol
AF N2 ORI )T URE % | 530 © |Mco © |McG
TNFTNHINERFT S —¥ R HEiE L2 4.8] A [MCG A FMCG
EROFLAFNIINTIE HMG) A 162] © |HMG, MGCMG- @ | HMG, MGCMG
RAE ke 25.3] © | HMG, MGCMG @ | HMG, MGCMG
Tt SR 3 214] © |GC © [6C
2-OH-7 V% WEERIE b4} 537 © |2HG © |2HG
Ty R ORI % | 206] A |Phe A | (PLA)
% 1.106.9] O |PLA, Phe O |rPLA
s 30.6] O |PLA, Phe O |rLA
% | 3164] O [PLA, Phe O {rrLA
A=Wy TREE b2 19.1} O [2HIV, 2HIC, Val O |21V, 2KIV, 2KIC
FOI UM 1H # 9.1] A |PHPL A |PHPL, (SA)
s AN b5l 57 A forot A |orot
j;g}z?;;;; SAAINZ T —E H 8.3] A |uracil O |uracil
e % | 107.3] O |orot, uracil O {orot, uracil
S 77.1} O Jorot, uracil (O |orot, uracil
BFELTORY. M HEL. L AR, 28 (1~58) . 235 (68BULONR) . MMA:

methylmalonate, 3HP: 3-hydroxypropionate, MC: methylcitrate, 2M3HB: 2-methyl-3-

hydroxybutyrate, TG: tiglylglycine, IVG: isovaleryl-glycine, GA: glutarate, 3HG: 3-hydroxy-
glutarate, MCG: methylcrotonyli-glycine, HMG: 3-hydroxy-3-methyiglutarate, MGC:3-methyl-
glutaconate, MG: methylglutarate, GC: glycerate, 2HG: 2-hydroxyglutarate, Phe: phenylalanine,
PLA: phenyllactate, 2HIV: 2-hydroxyisovalerate, 2HIC: 2-hydroxyisccaproate, Val: valine, 2KIV: 2-
ketoisovalerate, 2KIC: 2-keto-isocaproate, PHPL: p-hydroxyphenyllactate, SA: succinylacetone,

orot: protate. ()
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ERKICBNWTRAEERA WTHEEETAIY —

Z2 T RRBLHBY. LALSEORRNS.

D5 EHEEETRETES < . BRKNLE A
71131 EDOGC/MS T 1 B30k, F12008 ik
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