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Table 2. &2 712 AAZ o)A ALEEE 2834

AL 3 2o A3 ZE2(8%) mg/day oiAEZ
EAYAE e ditE TAE FA biotin(10-20) propionic acidemia
FNART, 2432 o] Adu/Fod Aol multiple carboxylase deficiency
ZgE2¥F/fructose 2 E Z /fructose hyperlactic acidemia(PC)
intolerance AA 2o] carnitine(50-100 P.O.) branched chain organic aciduria
A g 2 A% I3 =23 dicarboxylic aciduria
GSD/E2FEZ g4 F  AX primary hyperammonemia
mitochondrial 2 F+AA(EMCT) hyperlactic acidemia
B -oxidation defect cobalamine, B12(1-2)  methylmalonic aciduria
1oEVHF 183 folic acid(10-40) folate-responsive seizures

A LR AEF
(hyperlactic acidemia)
PC ke
PDH Ad/AEZF LA
RCD A/ A8 G+ A%

¥ % A BF 24

Abbreviations : GSD, glycogen storage disease; MCT,
medium—chain triglyceride; PC, pyruvate-carboxylase
deficiency; PDH, pyruvate-dehydrogenase deficiency;
RCO, respiratory—chain disorder; UCD, urea cycle de-
fect
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RAPHEE sty AR 7Y 5 EF FLT o
£ organic aciduria®ld FATF #FAe 4% dx
g FWsiAY e A= AR Fo UElA 55
F8o] 879 F Y7 W&otk AEHI HEZF
gt AAE AR o]Fojxol 3w, oJix¥
Agole &7 X85 AlFstdof 3t

pyridoxine, Vit B6 pyridoxine responsive seizures

(50~-100)

riboflavin, Vit B2 glutaric aciduria, 8 -oxidation
(20-40) defect

thiamine, Vit Bl hyperlactic acidemia(PDH)
(10-50)

1) Parini R, Sereni LP, Bagozzi DC, et al. Nasogas-
tric drip feeding as the only treatment of neona-
tal maple syrup urine disease. Pediatrics 1993;92:
280-3.

2) Khaler SG, Millington DS, Cederbaum SD, et al.
Parental nutrition in propionic and methylmalonic
acidemia. ] Pediatr 1989;115:235-41.

3) Saudubray JM, Ogier H, Carpentier C, et al. Neo-
natal management of organic acidurias—clinical
update. J Inherit Metab Dis 1984;7:2-9.

4) Jouvet P, Poggi F, Rabier D, et al Contmuous
venovenous hemodiafiltration in the acute phase
of neonatal maple syrup urine disease. J Inherit
Metab Dis 1997;20:463-72.

5) Falk MC, Knight JF, Roy LP, et al. Continuous-
vevovenous hemofiltration in the acute treatment
of inborn errors of metabolism. Pediatr Nephrol
1994,8:330-3.

6) Baulny HO and Saudubray JM. ‘Emergency treat-
ment’ In Inborn metabolic diseases. Springer
pp53-63, 2000.



