Problems with the Detection of
Uncommon Amino Acids

using the Biochrom 30
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Is TLC useful ?
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Short Run on Biochrom 30

Overlay with Sigma standard
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Is TLC USEFUL ?
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TLC - Deterioration??
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Urine Scys = 251 pmol/mmol creatinine
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Plasma on same patient,
diagnosed with Molybdenum
Cofiactor Deficiency

*Low plasma uric acid

{ Scys not increased

:
3
g

J Watkinson



=
=
=
fd
=
)
S
©
Q
=
O
=
U
Q
=
=
)

hypophosphatasia

(OHY)

0Lverl ¥YO Z60'1T1 <
(SNY)

122801 HIWE &h.@ <

C5iv6F SIH 09r |1 ~——J

T BB T s

(NHO)

(1 SATHO)

FIFEYOSL EHN O 26 |

O e A
(A9H)
e 191 <|
Z667€ AIA 18.78
%2/9 3Hd 19678 ¢

{vve)
809911 ¥AL 8268 <

52058 TN T9E'Q, ==———"]
S680F NI 965 7L %

Eg))
{149

291y 13N 62898 T
SBZBE SAD 96679 §

LBZ6E WA 96C°LS |

@y
119

SLTTIT VIV 0ES 05 <<

(odd)
()

(oHvs)

88990EC A19 0E6'8Y

9519v. N19 1959, = |
(M9

S86/9 B6KTE ¢

BLIGEY YIS 99647 ~=—

166971 HHL 8659 <
(0HdHO)

6Cres dSv ZELV'IT 9

BBAAE  EEFBI €
6ozes 665wl

< RV €701
§E9 8

E\Km.ﬁlﬂnu.vhgg 91667 NV uF O =

o o ol 2 e

J Watkinson




TLC on same sample using
different ninhydrin stains




lent with ASA

)
O
Q
=
O
O

U
(O
-
)]

(©

o

J Watkinson




NLE +ASA

O
-
0
0
Q.
)
-
Q
©
=
O
)
C
)
S
©
Q
Q
&
(G
)

J Watkinson




J Watkinson

Points to Remember:

llook at Urine and: Plasma samples
TLC can aid identification

Sulphocysteine is very: hard to detect,
= measure the uric acid and total homocysteine
= look at amino acids on several samples, including/ CSE.

Urine Organic acids should alwaysi be analysed
Internal standard areas shouldl be similar
Utilise the;"Branch Chain™ program
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