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Fig 1 Calibration curves for Orotate (M) and
OMP {+)
Regression lines and correlation coefficients are as
follows; . .
Orctate: Y=4 75X + 0.005, r=0.999
OMP - Y=400X + 0007, r=09%

Table 1 Reproducibility in the measurment of orotate in urine
R Urine-114 o Urine-115
un T
AAbs. Orotate® : . Orotate** AAbs. Orotate* Orotate**
1 0 125 25 3 85 0 133 28 3 38
2 0.130 27 6 402 0134 28 5 388
3 0 115 24 2 3 52 0 125 36 5 3.60
4 0.118 24 9 3.62 0124 26 3 3 58
5 0123 26.0 13.78 0 137 20.2 3.96
6 0124 26.3 3.81 0 130 27 6 3.78
7 0126 26 7 3 88 0 117 24.7 3 36
8 0 128 27 2 395 0 143 30 5 415
Mean=SD * 3 80+0 16 Mean+SD 3 77+0 25
CV (%) £.34 Cv(%) 6 59
* ,uM

% % pmol/mmol—creatinine
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Table 2 Recovery of orotate from urine samples

Orotate: added AAbs Orotate found Recovery

(M) (M) (%)
0 0 107 215
32 0.246 50.8 916
64 0.387 80 8 92 6
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Fig.2 Dilution test for urine samples

Urine samples highly excreted orotate and related
metabolites by alloprinol loading were diluted in series
with deionized water
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Fig. 3 Alloprinol loading test for the patient (H
M) with OTC deficiency

Urine sampleé’ were collected diring the time indicated

after oral loading: of ‘alloprinol (300mg)

Table 3 Orotate excretion in urine: from the patients with OTC deficiency

Patient Age Status Orotate
_ pmol/mmol-creatinine
OTC deficiency
H.M 6Y Rest 2 54
Acute 709
Alloprinol loaded(16hr) 195
Mother of H M Ordinary 1.48
: Alloprinel loaded {16hr} 6 34
Y. M* 7Y Alloprinol loaded{16hr} 202
R,W* 1Y Alloprinol loaded (16hr} 391
N M 12Y Alloprinol loaded (16hr) 222
Control Infant : : o
TK 1Y Alloprinol loaded(16hy). 21.4
(n=16) 1-12Y Ordinary Mean*+8D : 3 94+0 67

‘ Range 12 74509

#sibling case
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Mlcroassay for Orotlc Acid in Urine:
Its Apphcatlon to Allopurmol Loading Test for
Ornitine Transcarbamylase deficiency

Akmlro Yamaguchl Atushi Mikami, Masaru Fukushi,
Yoshio Shimizu, Yuko Kikuchi, Tetsuo Takahashi*?,
Heimei Hyuga*: and Shin-ichiro Arashima*?

" ABSTRACT

A simple ‘and reliable microassay for orotic acid in urine was developed by a
modification of the original colorimetric method® which was based on the bromination

followed by the reaction with p-dimethylaminobenzaldehyde

The use of a microplate

with its reader permitted the practical and convenient measurement for a number of
samples, in addition to the efficient results of reproducibility, récovery and dilution tests:
The microassay was applied to the alloprinol loading test for 4 patients with ornitine
transcarbamilase (OTC) deficiency: Massive orotate excretions in the urine samples
from'the 3 patients were obeserved except for the patiént who has been under medical care

from the birth;
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