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BRNE (R.R.F.C.)2UTlkFRTsER L >TBR LY

U free car. X S creat.
S free car. X U creat. )X 100

R.R.F.C.=(1-
(%)
R.R.F.C.; Reabsorption Rate of Free Carnitine
car. ; carnitine, U ; urine

creat ; caeatinine S ; serum
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Table 1 | Serum Free and Acylcarnitine Concentrations
free carnitine acylcarnitine
“(amol/al)  (nmol/m)  ACYL/FREE
Reye syndrome
stage I (n=3) 28.1 1+ 4.4 16.6 + 4.4 0.59 + 0.08
stage V (n=2) 56.1 * 8.8 33.1t 4.6 0.52 4+ 0.06
Methylmalonic _
acidemia (n=3) 11.4+1.0 39.6 = 5.2 3.42 1+ 0.16
Propionic :
acidemia (n=1) 13.4 34.5 2.57
OTC deficiency
with attack (n=4) 18.0 £ 3.1 25.9 + 8.1 1.36 £ 0.24
Valproate-induced
attack (n=5) 19.4 + 4.6 12.7 - 4.2 0.62 = 0.10
Carnitine deficiency
with attck ~ (n=2) 16.9 + 1.9 37.7 £ 11.3 2.20 £0.30
Controls (n=27) 54.7 £ 2.2 8.1%+1.5 0.11 + 0.02

-Mean * S.E.
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Table 2 ! Urinary Carnitine Excretion and Renal Free
Carnitine Reabsorption Rate

reabsorption rate

free carnitine acylcarnitine ..
of free carnitine

(nmol/mgCr.) (n mol Mg Cr.) @)

Reye syndrome

stage II (n=3) 338 + 138 372 + 24 77.0 £ 11.2

stage V (n=2) 73 £ 23 228 + 22 91.8 = 2.2
OTC deficiency

with attack (n=4) 208 £ 168 328 + 35 92.8 £ 4.9
Valproate- induced

attack (n=5) 432 + 89 842 + 329 68.3 = 9.2
Carnitine deficiency ’

with attack (n=2) 225 + 197 809 + 231 75.5 + 5.9
Controls (n=27) 45 + 8.3 170 + 21 99.4+ 0.4

Mean £ S.E.

Cr. [ creatinine
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EFBERE»RTH, ZREIV=F o REFOERICSTHT 20, Thi
DUTDZ2 V75 v RERRLUIL, TVVAALZF DI Y752 ICHL, 7
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D7V —hNV=Fr, FVIVANZFUoFEOETZ2ED I, 212U, 7N
WNV=F /T )= F QR ADB L, EIKN Reye FEBHEEE (stage V)T
1% 1.56 1 0.88 (control 0.49 £ 0.15)¢ bR L, FHEBTOr v v hv=FrF
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BE»B A b i,

Table 3 . Liver carnitine contents

carnitine (nmol/g NCP )

acyl /free
free acyl
Reye syndrome
stage V (n=2) 0.90 £ 0.66 1.64 +0.13 1.56 + 0.88
OTC deficiency '
(n=4) 2.35+0.41 1.46 + 0.25 0.60 £ 0.11
Systemic carnitine ‘
deficiency (n=1) 0.89 C 0.37 0.42
Controls (n=12) 6.46 = 1.64 3.18 +0.85 0.49 +0.15

Mean = S.D.
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