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3.3.19. AXPMAMEF 2 FARRKES
(108/9/1 ~108/12/1)
l. 25 A
(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
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(1) #72 ¥2é& # %5 carnitine deficiency ¥
M %% (free carnitine >t 6
umol/L) °

24 OGRS N R R 2 LR A
ZHFF2Z AP RFF L g (& 5 B3R
150 pmol/L) o

(2)

(3) #74 W&tk 57 WEa g (" AP - @
SE o P Re g B ANEE g NI R

s » HMG CoA lyase %) 2. BB % -
AT 2@ A FE BB % (blood
phenylalanine & *% 200 zmol/L) -

(4)

3.3.19. XXM EHEF 2 FAAKES
(108/9/1)
1. 252 4
(1) Levocarnitine/L-Carnitine inner salt
(2) Sodium phenylbutyrate
(3) Citrulline malate
(4) L-Arginine
(5) Sapropterin dihydrochloride
(Tetrahydro- Biopterin, BH4)
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(1) #724 v2é& ¥ 5 carnitine deficiency I
M B % (free carnitine ™>% 6
(mol/L) e
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ATA e & Fpr BB % (blood
phenylalanine % *% 200 zmol/L) -
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(D) #T4 824~ F ¥2 2 P R F]B & &
AR AHEY F(E g ER
150 £mol/L) -

(6) #74 QHEKR - B iy g2 BB X
(tHey % 50 uM) -

(1) #74 SQéte = BH442 2 2 Fpp o B 2B

% (blood phenylalanine % *t

200 gmol/L) °
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(PHHD & » » g T 7]iFi2 2 -
[. % o #<50 mg/mL ¥ > Insulin>2
«U/mL > blood ketone<(.6 mmol/L -
II. % ii—éfﬂi}%’lﬁ(ﬂia?}‘}iii F>6
mg/kg/min) > & #& A4 & F 3] 50 mg/mL °
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(5) #7224 FF2 2P RFB & & 0 P
AL AR F (g B
150 gmol/L) °
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