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LC-MS/MS

LC-MS/MS

a-1

1-2)

¢)

NBS

Web
Web
LC-MS/MS cv
€))
1
3
VLCAD MCAD
S1)
4
CPT1 CPT2
52,2)
1.
VLCAD Cl14:1 0.4u M
C14:1>C10 Cl4:1>12 Cl14:1>C14
MCAD C8 0.3y M C8/C10 1
CPT1 C0/(C16+C18) 100 CO 80u M
CPT2 (C16+C18:1)/C2 0.62 Cl6 3.0u M
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4

0.05
2.
0.1 0.05
C3 C3/C2 0~0.61% 6 22
C5 0~0.26% 10 18
C5-DC 0~0.24% 3 16
Leu 0~0.23% - 9
C3
C3/C2 3
3
1 LC-MS/MS
B12 C3
C3/C2
C3/Met Met
3.
c3 |c3sc2lc3/Metl Met
uM uM uM uM
35 | 025 | 025 | 80 1.0 5.0
9.27
cblC 10.30 | 1.10 | 1.60 | 6.40 59.7 34.8
15.01 | 1.10 | 0.46 | 3250 | 44.4 17.0
cbID 4.79 | 023 | 0.21 | 23.00 11.0 (-)
B12 3.59 | 021 |0.34 | 10.65 6.7 5.5
214 |1 0.45 | 0.35 | 6.12 5.5 11.8
253 | 023 | 0.28 | 9.00 (-) (-)
MTHFR 062 | 0.13 | 0.13 | 4.98 0.5 49.2
0.45 | 0.05 | 0.07 | 6.63 0.8 10.6
3 ( y 077 | 0.09 | 017 | 4.61 1.3 10.4
( Y] 053 | 009 | 008 [ 6.7 0.7 28.7
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[ LC-MS/MS analysis ]
LC column : Imtakt Scherzo SS-C18
mobile phase : [A] 0.5% Formic acid
[B] (0.5M NH,-Formate & 0.5M NH,OH)/MeOH (1:9)
MRM mode : negative ion mode for 4.3 min — positive ion mode
flow rate : 0.5ml/min
analysis time : 15 min

(negative ion mode) (positive ion mode)
’ control newborn DBS ‘
d;-MMA
3.0e4 | d,-Hey

2

L 2.0e4

.b 3-hydroxypropionic acid

&

2

=

lactic acid (
1.0e4 ‘
\ succmlc acid | l/I-Icy

4.0 50 6.0
retentlon time (min)

LC-MS/MS
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