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350nm
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(0.03u g/dl)

L -AS 200p | 2
©) (@)
H 1

0.01IN 25

100p mol/l 5.0ml 0.01N
100y mol/l 2.5ml
(30mg/di)100p | 2 2
LsAS 100ml
D

2-2

LC-VP
SIL-10AVP
LC-10ADVP
SCL-10AVP
RF-10AXL
LC-Cs* 46 d.x 75mm
LS-As*
LSBs*
LSRs* OPA
1.400ml/min LS-Rs* 0.300ml/min

* LSAs LSBs LSRs LC-Cs
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HPLC_Phe

3 1 1 1 1 1 1 1 11
2.751 o 9 101
2.5 N o
222: 5] R 3.
° 5 ] 37
1751 o $e = S 6]
1.51 z-5] T 5
1.251 41 =
14 3] 4
751 : 37
51 21 2]
.25 T T T T T T 1 T T T T T T T 1 T T T T
0 .5 1 1.5 2 2.5 3 3.5 -2 0 2 4 6 8 1 12 14 16 1 3 4 5 9 10 11
VFL_Phe VFL_Net VFL(BCA)
HPLC Phe = .257 + 612 * MFL_Phe; R'2 = .525 HPLC Met = .371 + .086 * WAL Met; R'2 = .05 HPLC(BCA) = .87 + 825 * MFL(BCA); R'2 = .652
2. MFL/HPLC n=1,131
1 n=10
1 1 2
Phe Leu Met Phe Leu Met
(mg/dl) 124 | 174 i 050 249 1 349 | 100
123 | 18 | 037 233 | 338 | 076
000 + 012 | 002 006 : 008 | 002
*CV/(%) 71+ 66 | 61 24 1 24 I 27
127 ! 189 i 030 220 1 325 I 064
010 | 014 | 002 011 | 015 | 003
*CV/ (%) 79 i 75 ! 65 49 1 48 i 47
2 1 2
Phe ! Leu ! Me Phe ! Leu ! Met
(mg/dl) 124 ¢ 174 i 050 249 1 349 i 100
122 ¢ 183 ! 035 210 :+ 310 ! 068
001 : 001 : 001 001 : 001 : 001
*CV(%) 10 | 04 i 15 06 { 03 | 07
127 1 184 i 027 210 1 311 i 057
002 : 002 | 001 002 : 002 + 001
*CV/(%) 12 ¢ 09 I 19 08 i 06 i 12
v
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3. cVv 03 19%
31 MFL HPLC 1
1131 24 7.9% cv
MFL HPLC 3-3 2
2
PKU Phe HPLC Met cV 71
121% Leu CV 49 87% Phe CV 46 7.6%
HSU Met Met cVv
MSUD MFL 3.4
Leu Phe0.15 54mg/dl Leu0.06 43mg/dl Met 0.08
Leu,Va,lle 50 mgy/dl
HPLC 3 R’=0.9998 0.9999
(Leu Vd lle)
35
32 1 2001 9 2002 3
2 8,959
2. 3 n=8 mg/dl
T T T 2 T
Met Leu Phe Met Leu Phe
2.16 458 2.44 211 451 2.40
358 | 678 | 358 275 | 587 | 313
. 0.32 0.47 0.24 0.23 0.45 0.21
267 1 542 i 289 248 | 524 i 281
cv 21 | 87 | 84 04 i 85 | 76
4.40 9.86 5.14 4.45 9.50 4.98
586 | 146 | 611 502 | 1163 | 605
, 0.36 0.47 0.29 0.39 0.54 0.26
543 i 1069 ! 561 527 i 1074 i 563
cv 67 | a4 | 53 73 | s0 | a7
9.46 19.24 9.96 9.30 18.80 9.83
1221 1 2295 | 1195 1233 | 2254 | 1156
, 0.78 1.03 0.54 0.76 0.95 0.50
10.94 20.90 10.89 1058 20.79 10.80
cv 71 i a9 i 50 72 1 a6 i 46




HPLC MFL

3 3 Met
HPLC
+ Phe:1.00+ 0.20(mg/dl) Met:0.36
+ 0.13(mg/dl), Leu:1.66+ 0.42(mg/dl) HPLC
HPLC
AccQ TagHPLC 6
cv
MSUD Leu
3.0mg/d 3.5mg/di Phe HPLC
Met 25mg/dl  1.0mg/dl Met 70
Val Tyr Met
3-6
4
(Tyn)
Tyr 15mg/di 3
3 Met Leu Phe
MFL

4.

HPLC MFL Met 2

Phe meant SD=1.00+ 0.20 mg/dl Met meant SD=0.36+ 0.13 mg/dl Leu meant SD=1.66+ 0.42 mg/dl

20%
250 - 15%

20% 15% |
10%

15%
10%

10%
5%
5%

5%

0% 0% 0%
O PO H.D PN DO
O @ @ Va2 R o Q({lf Q@“ ng}’ Q_Sb N Q(\'lf ng,“ ng X Q7P NV A oY o
3. HPLC N=8,959
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val Met Tyr

lle Leu
Phe
. \ | \
[ \ [ \
o ’ 3 5 (fin)
4
HPLC Met Leu Phe
3
MFL Leu
MSUD
Met
5.5%
HPLC 0.7%
HPLC
Tyr
Tyr
Tyr
100
1
5mg/di Tyr 1%
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6) AccQ/Tag
HPLC
22 66-71 1995
7
68-77

, 1989,



Mass Screening for Inborn Errors of Metabolism of Amino Acids using HPLC

1. Study on usefulness of HPLC measurement in mass screening of aminoacidopathies

Yasuko Tagami, Shosuke Nomachi, Junji Hanai, Noriko Hiura,
Yoshikiyo Mizushima, Tsuneichi Ozaki, and Kozo Fujita

In Sapporo City, mass screening for inborn errors of metabolism (IEM) has been performed by
measuring amino acids quantitatively. High performance liquid chromatography (HPLC) system has been
introduced in the primary test since September 2001, changing from microfluorometry (MFL).

We studied on correlation between data obtained from MFL and those from HPLC, reproducibility, and
linearity of the standard solutions. All results obtained from HPLC were more reliable and precise than those from

MFL. We concluded that HPLC is very useful in the primary test of mass screening for IEM.
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