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OUTCOME OF DIETARY THERAPY FOR INBORN
ERRORS OF AMINOACID METABOLISM

disease period of blood amino intake DQ/IQ (age)
(case) treatment acid level
(mg/d1) (mg/Kg/day)
PKU
1. (A.A.) 4y.o.-4y.0.11m (Phe) 6.6-23.3 15 - 18 1Q=81 (4y.o0.10m)
2. (M.Y.) 10m - 2im - 1.6-11.5 13 - 26 DQ=115 (20m)
MSUD
1. (K.F.) 6m - 16m (Leu) 0.9-10.1 76 -115
(ITeu)0.8-4.5 23 - 62 DQ=106 (17m)
(val) 1.1-7.9 28 - 71
Histidinemia
1. (M.N.) 13m - 23m (His) 2.8-9.6 30 - 40 DQ=111 (18m)
2. (A.M.) 9m - 19m 3.7-12.6 44 - 64 DQ=116 (12m)
3. (T.M.)+ 4m - 15m 1.8-13.7 38* DQ=82 (12m)+
4., (Y.T.) treatment rejected 1.6 (7m) ? not measured
5. (R.K.) 3m - 13m 2.8-10.5 70*% not measured
6. (T.0.) 15d - 7m 2.0-8.0 36 - 56 DQ=87 {(9m)
7. (K.0.) 41d - 7m 1.7-10.8 35 - 60 DQ=114 (6m)
8. (M.S.) 22d - ém 4.3-7.7 19 - 89 DQ=114 (6m)
9. (H.T.) 25d - 4m 1.8-9.3 44 - 53 DQ=129 (5m)
10. (J.Y.) 20d - 3m 2.8-7.3 39 - 68 DQ=128 (3m)

* detailed dietary record not available
+ mother of this case may be subnormal in intelligence

(Feb. 26, 1980, KUMC)
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PKU2 MSUD1 10 casel Phe
10 /dl ( 23.3 /dD) 4 10 10 81



