3.3.19. A x il ¥ 2 F Ao % &(108/9/1 ~ 108/12/1 ~ 111/9/1)

1. %

2.

N S HA

(1) Levocarnitine/L-Carnitine inner salt

(2) Sodium phenylbutyrate

(3) Citrulline malate

(4) L-Arginine

(5) Sapropterin dihydrochloride (Tetrahydro- Biopterin, BH4 )
(6) betaine

(7) oxitriptan (L-5-hydroxytryptophan , 5-HTP)

(8) alpha-glucosidase

(9) sodium benzoate

(10)diazoxide

(11)Cholic acid(111/9/1)
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(1) #7424 2 ¥ % carnitine deficiency B+ B % (free carnitine

<36 pmol/L) -

(2) 374 DB KL AEMe B2 BB BE X F T2 AP RFE w4

(£ % @8> 150 g mol/L) -
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ATA S2& W 5 M RoetE 2B % (blood phenylalanine % *% 200

umol/L) « (111/9/1)
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[. % & #<50 mg/mL P » Insulin>2 1 U/mL » blood ketone<0. 6

mmol/L -
I & stk (B 556 mg/kg/min) » o 454 it £ 3150
mg/mL °
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[. BWFpREL R T RATES & o
[I. 7 -Glutamyltransferase=150 U/L
[II. alaine aminotransferase > 2x upper limit of normal
(ULN)
IV. o2 * pk & =150 umol/L -
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