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190
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1

2 3

1

2 3

4

1 anabolism

catabolism 2

3 4

5

carnitine

MSUD B1
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Tyrosine

Product 80056

Product 80056

Product 80056

linoleic acid

linolenic acid

Product 80056 

glucose polymer

3.8



14 15

8.3

87

trace element

Phenylketonuria PKU

phenylalanine tyrosine



 phenylalanine hydroxylase PAH

2~5mg/dL

PAH BH4

BH4 L-Dopa 5-

HTP

胺基酸代謝異常的種類很多，

下個章節中，有常見種類的疾病介

紹及飲食建議。



16 17

Aspartame

( / )       ( / ) ( / ) ( / ) ( / )

0 3 25~70 300~350 3.00~3.50 120(95~145) 135~160

3 6 20~45 300~350 3.00~3.50 115(95~145) 130~160

6 9 15~35 250~300 2.50~3.00 110(80~135) 125~145

9 12 10~35 250~300 2.50~3.00 105(80~135) 120~135

( / )          ( / ) ( / ) ( / ) ( / )

1 4 200~400 1.72~3.00 30.0 1300(900~1800) 900~1800

4 7 210~450 2.25~3.50 35.0 1700(1300~2300) 1300~2300

7 11 220~500 2.55~4.00 40.0 2400(1650~3300) 1650~3300

11 15 250~750 3.45~5.00 50.0 2200(1500~3000) 1500~3000

15 19 230~700 3.45~5.00 50.0 2100(1200~3000) 1200~3000

19 220~700 3.75~5.00 50.0 2100(1400~2500) 2100~2500

11 15 225~900 3.38~5.50 55.0 2700(2000~3700) 2000~3700

15 19 295~1100 4.42~6.50 65.0 2800(2100~3900) 2100~3900

19 290~1200 4.35~6.50 65.0 2900(2000~3300) 2000~3300

0-12

1-19



18 19

Maple Syrup Urine Disease MSUD

 branched-chain -ketoacid

dehydrogenase valine

l e u c i n e i s o l e u c i n e

decarboxylation

1

3





2120

2 4

mol/L
ILE 35 105

LEU 85 190
VAL 95 300

( / ) ( / ) ( / ) ( / ) ( / ) ( / )

0 3 36~60 60~100 42~70 3.0~3.5 120(95~145) 125~150

3 6 30~50 50~85 35~60 3.0~3.5 115(95~145) 130~160

6 9 25~40 40~70 28~50 2.5~3.0 110(80~135) 125~145

9 12 18~33 30~55 21~38 2.5~3.0 105(80~135) 120~135

( / ) ( / ) ( / ) ( / ) ( / ) ( / )

1 4 165~325 275~535 190~375 30.0 1300(900~1800) 900~1800

4 7 215~420 360~695 250~490 35.0 1700(1300~2300) 1300~2300

7 11 245~470 410~785 285~550 40.0 2400(1650~3300) 1650~3300

11 15 330~445 550~740 385~520 50.0 2200(1500~3000) 1500~3000

15 19 330~445 550~740 385~520 50.0 2100(1200~3000) 1200~3000

19 300~450 400~620 420~650 50.0 2100(1400~2500) 1400~2500

11 15 325~435 540~720 375~505 55.0 2700(2000~3700) 2000~3700

15 19 425~570 705~945 495~665 65.0 2800(2100~3900) 2100~3900

19 575~700 800~1100 560~800 65.0 2900(2000~3300) 2000~3300

0-12

1-19
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sodium phenylbutyrate

90 g/dL (60 mol/L)

22

( / ) ( / ) ( / )

0 3 1.25~2.20 125~150 130~160

3 6 1.15~2.00 120~140 130~160

6 9 1.05~1.80 115~130 125~150

9 12 0.90~1.60 110~120 120~130

0-12



2524

( / ) ( / ) ( / )

1 4 8~12 945~1890 945~1890

4 7 12~15 1365~2415 1365~2445

7 11 14~17 1730~3465 1730~3465

11 15 20~23 1575~3150 1575~3150

15 19 20~23 1260~3150 1260~3150

19 22~25 1785~2625 1875~2625

11 15 20~23 2100~3885 2100~3885

15 19 21~24 2200~4095 2200~4095

19 23~32 2625~3465 2625~3465

1-19
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50~100 mol/L

isovaleryl-CoA dehydrogenase IVD

glycine carnitine isovaleryl-

CoA isovalerylglycine isovalerylcarnitine

150∼300 100

C5



26

anion gap 20 /

100mg/kg/day
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A propioyl-CoA carboxylase PCC

propionic acid

methylmalonic acid

1 2

isoleucine valine

28

3-methylcrotonyl-CoA

C5-OH

HMG-CoA lyase

20 25

100 mg/kg/day

C6-DC

( / ) ( / ) ( / ) ( / )

0 3 80~100 3.00~3.50 120(95~145) 125~160

3 6 70~140 3.00~3.50 115(95~145) 130~160

6 9 60~130 2.50~3.00 110(80~135) 125~145

9 12 50~120 2.50~3.00 105(80~135) 120~135

( / ) ( / ) ( / ) ( / )

1 4 500~900 30.0 1300(900~1800) 900~1800

4 7 600~900 35.0 1700(1300~2300) 1300~2300

7 11 700~900 40.0 2400(1650~3300) 1650~3300

11 15 700~900 50.0 2200(1500~3000) 1500~3000

15 19 620~820 50.0 2100(1200~3000) 1200~3000

19 620~820 50.0 2100(1400~2500) 1400~2500

11 15 1100~1500 55.0 2700(2000~3700) 2000~3700

15 19 1100~1500 65.0 2800(2100~3900) 2100~3900

19 1000~1400 65.0 2900(2000~3300) 2000~3300

0-12

1-19
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glutaric acidemia type I GA-1

lysine tryptophan

A glutaryl-CoA dehydrogenase GDH

glutaric acid

choreoathetosis

opisthotonus

45 90

30

methionine threonine

100mg/kg /day C3

A methylmalonyl CoA mutase

MMM succinic acid

MMM

B12

adenosylcobalamin MMM

35 105 mol/L

18 45 mol/L 55 250 mol/L

95 300 mol/L

( / ) ( / ) ( / ) ( / ) ( / ) ( / ) ( / )

1 4 485~735 180~390 415~600 550~830 30.0 1300(900~1800) 900~1800

4 7 630~960 255~510 540~780 720~1080 35.0 1700(1300~2300) 1300~2300

7 11 715~1090 290~580 610~885 815~1225 40.0 2400(1650~3300) 1650~3300

11 15 965~1470 390~780 830~1195 1105~1655 50.0 2200(1500~3000) 1500~3000

15 19 965~1470 275~780 830~1195 1105~1655 50.0 2100(1200~3000) 1200~3000

19 925~1410 265~750 790~1145 790~1585 50.0 2100(1400~2500) 1400~2500

11 15 540~765 290~765 810~1170 1080~1515 55.0 2700(2000~3700) 2000~3700 

15 19 670~950 475~950    1010~1455 1345~2015 65.0 2800(2100~3900) 2100~3900

19 1175~1190 475~950    1010~1455 1345~2015 65.0 2900(2000~3300) 2000~3300

( / ) ( / ) ( / ) ( / ) ( / ) ( / ) ( / )

0 3 70~120 20~50 50~135 65~105 3.00~3.50 130(95~145) 125~200

3 6 60~100 15~45 50~100 60~90 3.00~3.50 125(95~145) 130~160

6 9 59~90 10~40 40~75 35~75 2.50~3.00 120(80~135) 125~145

9 12 40~80 10~30 20~40 30~60 2.50~3.00 115(80~135) 120~135

0-12

1-19
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mol/L 15 65 mol/L

B2 100 mg/day

100 mg/kg/day

C5-DC

( / ) ( / ) ( / ) ( / ) ( / )

0 3 80~100 10~20 3.00~3.50 120(95~145) 125~150 

3 6 70~90 10~15 3.00~3.50 115(95~145) 130~160

6 9 60~80 10~12 2.50~3.00 110(80~135) 125~145

9 12 50~70 10~12 2.50~3.00 105(80~135) 120~135

( / ) ( / ) ( / ) ( / ) ( / )

1 4 55~65 8~12 30.0 1300(900~1800) 900~1800

4 7 45~55 7~11 35.0 1700(1300~2300) 1300~2300

7 11 35~45 4~10 40.0 2400(1650~3300) 1650~3300

11 15 30~40 4~6 50.0 2200(1500~3000) 1500~3000

15 19 20~30 3~5 50.0 2100(1200~3000) 1200~3000

19 10~20 3~4 50.0 2100(1400~2500) 1400~2500

11 15 30~40 4~6 60.0 2700(2000~3700) 2000~3700

15 19 35~45 6~8 65.0 2800(2100~3900) 2100~3900

19 35~45 3~5 65.0 2900(2000~3300) 2000~3300

0-12

1-19
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8 1

B1 B6 B2

100
356
0.3
88

4.5
0.3

0.15
1.9

100
Arginine 13.1
Cystine 4.8

Isoleucine 6.7
Leucine 13.1
Lysine 13.2

Methionine 3.5
Phenylalanine 10.0

Threonine 7.6
Tyrosine 5.7
Valine 11.3

100
200
20
10
50
4.0
5.0

B1 0.5
B2 0.5
B6 0.4
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100

1 5 Low Protein Egg Replacer

1

1 5 Low Protein Egg

Replacer 2 30C.C. 1

-

3

36

SHS Loprofin Low Protein Mix 

8

14

2.8

0.28

0.13

--

5

100

Arginine 141

Cystine 266

Isoleucine 137

Leucine 199

Lysine 225

Methionine 49

Phenylalanine 120

Threonine 133

Tyrosine 102
Valine 177

100
354
0.2

< 2
88

0.4
0.1

< 0.1
6.0
0.6

SHS Loprofin Low Protein Egg Replacer 
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SHS Loprofin Low Protein Egg White Replacer 

38

100

Hydroxypropylmethylcellulose

6

1 1/3 40 2

1

/

(tsp's) (Tablespoons)

40 1 1/3 40 3 2 1

80 2 2/3 80 5 3 2

120 3 1 120 8 5 3

160 4 1 160 11 7 4

200 5 1 200 13 8 5

100

0

0

0

0

0

0

0

92.5

390 

1

3
2

3
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1 40 2 +1

40



43

11.5%

6.5%

0.3%

42

1 1

在供應份數與食譜上的分量不

同時，要重新計算營養成分。食譜

並非一成不變，可依個人喜好、食

量自行開發食譜，並重新計算營養

成分，作成功了，也可將新食譜與

其他患者分享。
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1. 170 160

2. + + 

3. 60

4. + + 

5.

6.

331 2.5 3.7 

0.3 4.3 1.6

13 4 .3 1.9

54 3.3 4.3

2.2 1.2

1.

55

55

3

100

0.6

15

60

50
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4. 30 40

5.

6. 3

7. 12

369 2.7 4

0.8 4.6 1.7

17 4.6 2

54 3.5 4.6

2.4 1.2

1.

55

55 

100

20

5

60

20

1. 180 150

2. + + 

3. 60 + 

+ 
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3. 60

+ + 

4. 30 40

5.

6. 3

7.

327 2.5 4

0.3 4.9 1.8

14 4.3 2

51 3.3 4.3

2.2 1.2

1.

55

55

100

0.6

5

60

10

50

1. 180 / 150

2. + + 
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5.

30 40

6.

7. 12

337 2.4 3.5

0.7 4.1 1.5

13 4.1 1.8

56 2.1 1.1

4.1 3.2

1.

55

55

3

0.5

100

75

40

20

1. 190 160

2. + + 

3. + +

4. 75
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1. 180 180

2. + 

3. 60

4. + + + 

5.

6. 20 25 1

371 2.5 3.7

0.8 4.2 1.6

14 4.3 3.3

64 1.9 2.2

4.3 1.1

1.

55

55

100

60

5

0.6

15

50
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4. + + + 

5.

6. 30 1

326 2.6 3.9

0.2 4.4 1.7

14 4.4 2

50 3.4 4.4

2.4 1.2

1.
110

110

200

150

10

0.6

10

60

1. 180 180

2. + 

3. 150
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353 2.9 4

0.11 4.9 2

16 4.9 1.8

54 3.8 4.9

1.8 1.3

1.

55

55

100

60

5

0.6

20

1. 180 180

2. + 

3. 60

4. + + + 

5.

6. 20 25 1
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1. + + + 

2. 2

2

3. 8.5 4.5 15

4. 200 200

35 40 10 15

243 21 29

0.5 31 35

4 34 16

52 20 24

20 8

1.

400

40 400

30 /

10

60
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3. 8.5 4.5 10

4. 210 25

10 15

213 33 47

0.6 50 60

2.4 55 31

48 25 33

37 12

200

5

200

10

20

3

50

15

1.

2. 1

3
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5.

6. 180

265 5 7.2

0.12 9 3.2

30 9 4

28 7 9

4.5 2.2

1.

2.

27

53

250

1

14

27

40

20

1. + 

2. + + + + 

3.

4. 1
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1.

2.

3.

4.

200 200 20 30

453 4.4 3.4

0.18 8 2.9

22 8 3.4

52 6 8

4 2.1

1.

225

110

90

15
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1. + 

2 0.5 1

20

2.

3. 200 35 40

351 3.5 5.3

0.53 6 6

18 4.6 2.7

49 2.3 6

3.1 1.6

220

110

15

1

100

30

50

10
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1. + + + 

10

2. + 

10

3.

4.

+ + + 

5. 190 160

20

190 1.3 2

0.2 2.3 0.8

10.6 2.3 1

24 1.7 2.3

2.3 0.6

1.

2.

220

160

70

55

5

100

55

120

60

50
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1.

2.

3. 30

1. 30

1. 200 200

20

1.

2. 60

3.

1.

269

136

4

127

16

87

120

482

15

58

15



Q & A

74

248 2 3.1

0.14 3.6 1.3

11 3.6 1.5

39 2.7 3.6

1.8 1

1.
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1.

2.

3.

1.
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1.

2.

3.

4.

5.

6.

7.

1.

Product 80056

2.

100

3.

4.
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A 1.

2.

A: 

A

A 1.

2.

A 1.
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3.

A

A

A
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A
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Note Note
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Note Note
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