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Fig 1 M s ectra of fragnentsof the product ionsof MM A (A) and SA (B) without der ivation (n/z 117)
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Fig 2 M s sectra of fragnentsof product ionsof the n-butyl estersof MM A (A) and SA (B)
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1% 5%, m/z 119 , m/z 119 ,
) m/z 175 ,
m/z 231119
, 15min, 65
22
Y= 12.81c 0.0026, c , mmolA , Y
R’= 0.999 6 (SAN =3 0.001mmolA.
3 , 6d, 6 , ,
1 . 4 .
Table 1 Precision satisticsof theM SM Sasay
MMA concentration/ RD (%)
(mmol- L- 1Y) Intra-day (n=_6) Inter-day (n=_6)
0.052 6 3.9 6.6
0.219 0 3.9 5.0
0.4850 1.6 1.5

1.5% 6.6% 1.6% 3.9% ,
6d , '

( ) 0.080, 0.320 0.600mmolA MMA )
5 , , 2 . , 90.3% 101.5% ,
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Table 2 Recovery satisticsof theM SM Sasay

Sanple c(A ddition) /(mmol- L- 1)  c(Found)/(mmol- L™ %) Retrievability (%) RD (%) (n= 5)
1 0 0. 138+ 0.010 i 6.9
2 0. 080 0. 214+ 0.009 96. 1 4.2
3 0.32 0. 453+ 0.005 98.7 1.1
4 0. 60 0. 679+ 0.024 90.3 3.5
5 0 0.575+ 0.017 3.0
6 0.08 0. 652+ 0.014 96. 3 2.1
7 0.32 0.894+ 0.013 99.7 1.4
8 0. 60 1. 186+ 0.032 101.5 2.7
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Rapid D etection of M ethylmalon ic Aciden & by D er ivation and
Electrogpray Tandem M ass Spectranetry

UN Ping', L ANGQiongL in', WANG YiM ing', LUO Guo-An"
ZHANG Ting’, WANG L iW en’
(1 KeyLabof Chenical Biology of M inistry of Education, Institute of B ianedicine,
Tsinghua U niversity, B eijing 100084, China; 2 Capital Institute of Pediatrics, B eijing 100020, China)

Abstract Themain biomarker of M ethyimalonic acidem iaw as know n asmethymalonic acid T herefore,
argpid, <lective and accuratemethod is developed to determ inemethym alonic acid in urine by using elec-
trogpray tanden mass pectrometry w ith n-butyl ester derivation and stable iotope dilution T he concen-
tration of creatinine in urinew as al®o detem ined w ithout derivation W ith this quantitative method of ¢
(MM A ) /c(creatinine), the urines ssmplesof woMM A en ia patientsw ere analyzed through the process
of treatment The rewult show s that it can be used not only for the screening of inborn errors of
metabolisn, but al® in the treatment processof MM A uria patients
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