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GC/MS B
B GC/MS
mm GC/MS
SIM nonanoic
acid tridecanoic acid octanoic
acid (C8) decanoic acid (C10) 4-decenoic (C10:1) 5-tetradecenoic acid (C14:1)
MCAD VLCAD GA2
C8, C10
MCAD C8 C10 C10:1 GA2 C10:1 C14:1 VLCAD
C14:1 B
GC/MS
( ) QP5000 DB-5
El
275 300
B 45 225
Selective ion monitoring (SIM)
octanoic (C8), decanoic (C10), 4-decenoic
(C10:1), 5-tetradecenoic acid (C14:1)
B 0.01 0.5
nmol/ml nmol/ml
mm ., ., 10
mm
GC/MS
B
-CoA
MCAD -CoA
VLCAD
GC/MS
0.01
mm 0.5 nmol/ml 2
1.5ml 0.992 1.0 nmol/ml
nonanoic acid tridecanoic acid Coefficient of
nmol 500y | variation: CV 1.5 6.9%
10p | 40 mm 10
% 300y | 2 0.961
150p | 0.999 mm
GC/MS 1.5 14.9%
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C8 Ci0

MCAD C8 C10
C10:1 GA2
C8 C10 C10:1 Ci14:1
VLCAD Ci14:1 B
B 1) Morton H, Kelley RI. Diagnosis of
medium-chain acyl-coenzyme A
dehydrogenase deficiency in the neonatal
period by measurement of medium-chain
fatty acids in plasma and filter paper blood
samples. J Pediatr 117: 439-442, 1990.
2) Onkenhout W, Menizelos V, van der Poel
B MCAD PFH, Van den Heuvel MPM, Poorthuis BJHM.
4-decenoic acid (C10:1) Identification and quantification of
VLCAD 5-tetradecenoic acid intermediates of unsaturated fatty acid
(C14:1) metabolism in plasma of patients with fatty
GA2 acid oxidation disorders. Clin Chem 41:
1467-1474, 1998.
Onkenhout 3) Martinez G, Jimenez-Sanchez G, Divry P,
Vianey-Saban, Riudor E, Rodes M, Briones P,
GC/MS SIM Ribes A. Plasma free fatty acids in
mitochondrial fatty acid oxidation defects.
Clin Chim Acta 267: 143-154, 1997.
Ccs8 C10 Cci0:1 Ci4:1
VLCAD N= 1.8 2.1 nd 104 *
4.1 3.1 7.9 19.8 =*
34 7.4 nd 74.1
MCAD N= 7.6 5.0 1.0 nd
19.7 11.2 6.8 nd *
25.2 12.9 13.9 nd *
N= 18.5 30.8 1.4 24.7
MCT N= 119.7 9.7 nd nd *
N= 3.6-9.6 3.5-17.2 nd nd
N= 2.3-5.5 2.1- 49 nd nd

umol/L whole blood ( * : umol/L serum)

nd: not detect

C8=octanoic acid; C10=decanoic acid; C10:1=4-decenoic acid; C14:1=5-tetradecenoic acid;
VLCAD=very long chain acyl-CoA dehydrogenase;
MCAD=medium chain acyl- CoA dehydrogenase; MCT=midium chain triglyceride



