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MSUD s lowt cg (b SIS 31 (5 5 somg

Nutrient Ketonex-2
(per 100 g pwd) (per g protein equiv) (per 100 g pwd) (per g protein equiv)
Energy, kcal 480 32 410 13.7
Protein equiv, g 15.00 1.000 30.00 1.000
Nitrogen, g 240 0.160 4.80 0.160
Amino acids, g 14.45 0.963 28.90 0.963
Cystine, g 0.15 0.010 0.30 0.010
Histidine, g 0.42 0.028 0.84 0.028
Isoleucine, g trace 0.000 trace 0.000
Leucine, g trace 0.000 trace 0.000
Lysine, g 1.00 0.067 2.00 0.067
Methionine, g 0.30 0.020 0.60 0.020
Phenylalanine, g 0.88 0.059 1.76 0.059
Threonine, g 0.70 0.047 1.40 0.047
Tryptophan, g 0.17 0.011 0.34 0.011
Tyrosine, g 0.89 0.059 1.78 0.059
Valine, g trace 0.000 trace 0.000
Other Nitrogen-Containing Compounds
Carnitine, mg 100 6.67 200 6.67
Taurine, mg 40 2.67 50 1.67
Carbohydrate, g 53.0 3:53 35 147
Fat, g 21.7 1.45 14 0.47
Linoleic acid, g 2.00* 0.133 1.50° 0.050
a-Linolenic acid, g 0.36° 0.024 047" 0.006
Minerals
Calcium, mg 575 38 880 29
Chloride, mg/mEq 325/9.17 21.7/0.61 940/26.51 31.33/0.88
Chromium, pg 11 0.73 27 0.90
Copper, mg 1.10 0.073 1.00 0.033
lodine, ug 65 4.33 100 3.33
Iron, mg 9.0 0.60 13 0.43
Magnesium, mg 50 3.33 225 7.50
Manganese, mg 0.50 0.033 0.80 0.027
Molybdenum, pg 12 0.80 30 1.00
Phosphorus, mg 400 27 760 25
Potassium, mg/mEq 675/17.26 45/1.15 1,370/35.04 45.711.17
Selenium, pg 20 1.33 35 147
Sodium, mg/mEq 190/8.26 12.7/0.55 880/38.28 29.3/1.28
Zinc, mg 8.0 0.53 13 0.43
Vitamins
A, ug RE 420 28 660 22
D, pg 7.50 0.50 7.50 0.25
E, mg o-TE. 10.10 0.67 12.10 0.40
K, Hg 50 3.33 60 2.00
Ascorbic acid, mg 50 333 60 2.00
Biotin, pg 65 4.33 100 3.33
Be, mg 0.75 0.050 1.30 0.043
Bi2, ug 4.90 0.327 5.00 0.167
Choline, mg 80 5,33 100 3.33
Folate, pg 230 15 450 15
Inositol, mg 40 2,67 70 233
Niacin equiv, mg 12.80 0.850 217 0.72
Pantothenic acid, mg 6.90 0.460 8.00 0.267
Riboflavin, mg 0.90 0.060 1.80 0.060
Thiamin, mg 1.90 0.127 3.25 0.108

" Designed for infants and toddlers. > Designed for children, adolescents, and adults.
* Approximate packed weight of Ketonex in level, dry US standard household measures:

Ketonex-1
1 Tbsp = 79
1/4 cup = 26g
1/3 cup = 35¢g
1/2 cup = 53¢
1 cup = 105g

g
# Analytical data at manufacture = 4.32 g/100 g powder. Analytical data at manufacture = 2.66 g/100 g powder.
® Analytical data at manufacture = 0.40 g/100 g powder.’” Analytical data at manufacture = 0.28 g/100 g powder.
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For nutrition support of infants and toddlers with maple syrup urine disease
(MSUD).

Isoleucine-, leucine- and valine-free.

Use under medical supervision.

Branched-chain amino acid-free to allow greater intake of intact protein.

Nutrient profile specifically designed for infants and toddlers.

When fed according to the Abbaott Nutrition Support Protocols, provides adequate
amounts of all nutrients.

Powder supplemented with L-carnitine (100 mg/100 g) and taurine (40 mg/100 g) to
help supply amounts normally found in human milk and foods of animal origin.
Provides approximately 40% of energy as fat to help achieve acceptable formula
osmolality.

Provides 6.6% of energy as linoleic acid.

Halal

Safety Precautions

o Give only to infants and toddlers with proven maple syrup urine disease who are

under medical supervision. Must be supplemented with protein and fluid in
prescribed amounts to completely meet isoleucine, leucing, valine and water
requirements.

Not for sole-source nutrition.

Never use a microwave oven to warm mixture. Serious bums can result.
Not for IV use.

Powdered infant formulas are not sterile and should not be fed to premature infants
or infants who might have immune problems unless directed and supervised by
your baby's doctor

To meet the nutrient needs of the infant or child, infant formula, breast milk or
additional food choices must be given to supply protein, iscleucine, leucine and
valine requirements. These may be added to the Ketonex-1 mixture or prepared
separately as instructed. Depending on the specific needs of each patient,
preparation will vary as prescribed by physician

Ingredients

Powder Unflavored:

e
Ketonex*—l <

Amino Acid-Modified ?i

Infant Formula With [ron
ISCLELGINE-, LEUCINE- AND VALINE-FREE

For nutrition support of infants and toddlers
with maple synup urine disease (MSUD)

BHECAUTIENG: |
ot intended a8 & wake saurce of PUStion, Gae ooy 4o mlantg

and Yocidieors with proven raple T w e dissine whe: e
R OGR! UM IOn Myt S PRI Wi prolein
el i b g baed amounts §o conpletely meit Bolucing,
IaUcine, viing ang wile regareTenE

NOT FOR 0 USE -g.

NETWT. 14.1 0Z [400q) Powder

Comn Syrup Solids, High Oleic Safflower Oil, Coconut Oil, Soy OIl, L-Alanine, L-Proline, L-Lysine Acetate,
L-Arginine, Calcium Phosphate, DATEM, L-Glutamine, Potassium Phosphate, Glycing, L-Tyrosine, L-
Phenylalanine, L-Sering, L-Asparagine, L-Threonine, Sodium Citrate, Potassium Cifrate, Magnesium
Chloride, L-Histidine, L-Methionine, Calcium Carbonate, L-Glutamic Acid, Ascorbic Acid, L-Cystine
Dihydrochloride, L-Tryptophan, L-Aspartic Acid, Choline Chioride, L-Camitine, Taurine, m-Inositol,
Ferrous Sulfate, Zinc Sulfate, Ascorbyl Palmitate, di-Alpha-Tocopheryl Acetate, Niacinamide, Mixed
Tocopherols, Calcium Pantothenate, Salt, Cupric Sulfate, Thiamine Chloride Hydrochloride, Manganese
Sulfate, Vitamin A Palmitate, Riboflavin, Pyridoxine Hydrochloride, Folic Acid, Beta-Caratene, Potassium
lodide, Biotin, Phylloquinone, Sodium Selenate, Chromium Chioride, Sodium Molybdate, Vitamin D3, and

Cyanocobalamin.

Availability

Ketonex-1 Powder Institutional / 14.1-0z (400-g) Can/ Case of 6
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Nutrition Information - Powder Unflavored

100 g Powder

100 Cal

Value

Protein Equivalent Source
Fat Source

Carbohydrate Source
Protein Equivalent, g

Fat g

Carbohydrate, g

Linaleic Acid, mg
Linolenic Acid, mg
L-Camitine, mg

Calories

Osmolality, mOsm/kg H20
Potential Renal Selute Load, mOsm
Vitamin A, IU

Vitamin A, mcg RE
Vitamin D, IU

Vitamin D, mcg

Vitamin E, U

Vitamin E, mg alpha-TE
Vitamin K, mcg

Thiamin (Vitamin B1), mcg
Riboflavin (Vitamin B2), mcg
Vitamin BE, mcg

Vitamin B12, mcg

Niacin, mcg

Niacin, mg NE

Folic Acid (Folacin), mcg
Pantothenic Acid, mcg
Biotin, meg

Vitamin C, mg

Choline, mg

Inositol, mg

Calcium, mg

Calcium, mEq
Phosphorus, mg
Magnesium, mg

Iron, mg

Zinc, mg

Manganese, mcg

Copper, mcg

L-Amino Acids
High Oleic Safflower, Coconut and Soy Oils
Com Syrup Solids
15.0
217
530
3500
350
100
480

133
1400
420
300
5
15
101
50
1900
900
750
49
10,000
128
230
6900
65
50
80
40
575
288
400
50

500
1100

Yot

L-Amino Acids
High Oleic Safflower, Coconut and Soy Qils
Corn Syrup Solids
31
45
11.0
729
73
21
100
365
278
292
87.5
63
16
3
2.1
104
396
188
156
1.0
2083
27
48
1438
135
104
16.7
83
120
6.0
83
10
19
1.7
104
229




Nutrition Information - Powder Unflavored

100 g Powder 100 Cal
Value Value
lodine, mcg 65 135
Selenium, mcg 20 42
Chromium, mcg 1 23
Molybdenum, mcg 12 25
Sodium, mg 190 396
Sodium, mEq 83 1
Potassium, mg 675 140.6
Potassium, mEq 173 36
Chloride, mg 325 677
Chlonde, mEqg 92 19

Powder Unflavored Footnotes & References

Per 100 Cal
“at 20 Calffl 0z

Preparation

Directions for Preparation and Use: Use Only As Directed by a Physician

Your baby's health depends on carefully following these easy directions. Proper hygiene, handling and storage are important when preparing
infant formula. Failure to follow these directions could result in severe harm. Ask your baby's doctor if you need to use cooled, boiled water for
mixing and if you need to boil (sterilize) bottles, nipples and rings before use.

Wash your hands, surfaces and utensils.

Paur prescribed amount of water into a clean container.

Add prescribed amount of Ketonex-1 powder (and other ingredients if recommended).
Shake well for 10-15 seconds; if using a blender, mix no more than 5 seconds.

Pour mixture into clean feeding bottles or container; cap.

Once feeding begins, use within 1 hour or discard.

Approximate Weights for Unpacked, Level U.S. Standard Dry Household Measures for Powder”

Household Measure (US) Weight (g)
1 Thsp 8

1/4 Cup 30

1/3 Cup 10

1/2 Cup 60
1Cup 120

* For most accurate results, Ketonex-1 should be weighed on a scale that reads in grams.

Yoo




# For nutrition support of children and adults with maple syrup urine disease (MSUD).
¢ [soleucing-, leucing- and valine-free.
¢ Use under medical supervision.

o Nutrient profile spacifically designed for children and adults.

+ When fed according to the Abbott Nutrition Support Protocols, provides adequate amounts of all
nutrients.

o Branched-chain amino acid-free to allow greater intake of intact protein.

# Provides approximately 30% of energy as fat to help supply essential fatty acids.

» Powder supplemented with L-camiting (200 mg/100 g) and taurine (50 mg/100 g) to help supply
amounts normally found in foods of animal origin.

¢ Halal

Safety Precautions

+ Notintended as a sole source of nutrition.

¢ Give only o children and adults with proven maple syrup uring disease who are under medical
supervision. Must be supplemented with protein and fluid in prescribed amounts to completely meet
isoleucing, leucing, valine and water requirements.

« Not for infants under 1 year of age.

# [Donot heat or use In cooking.

¢ Notfor IV use.

Ingredients

Powder Unflavored:

Carn Syrup Solids, L-Alaning, High Oleic Saffiower Qil, Coconut Qil, Sodium Citrate, Soy Qil, L-Profine, L-
Lysine Acetate, L-Arginine, Calcium Phosphate, L-Glutamine, Glycing. Magnesium Phosphate, Pofassium
Chloride, L-Tyrosine, L-Serine, L-Phenylalanin, L-Asparagine, L-Threoning, Silicon Dioxide, CATEM, L-
Histidine, Potassium Citrate, Potassium Phosphate, L-Methionine, L-Glutamic Acid, L-Cysting
Dihydrachloride, L-Tryptophan, L-Aspartic Acid, Calcium Carbonate, Ascorbic Acid, L-Camitine,
Tauring, Choling Chloride, m-Inosital, Ferrous Sulfate, Zinc Suffate, Niacinamide, dl-Alpha-Tacopheryl
Acetate, Calcium Pantothenate, Ascorbyl Palmitate, Mixed Tocapherols, Cupric Sulfate, Manganese
Suifate, Thiamine Chloride Hydrochloride, Ribofiavin, Vitamin A Palmitate, Pyridoxine Hydrochloride, Folic
Acid, Chromium Chloride, Potassium lodide, Befa-Carotene, Biofin, Sodium Selenate, Phylloquinong,
Sodium Molybdate, Vitamin D3, and Cyanocobalamin

Availability

i Acid-Modified
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Ketonex-2 Powder Institutional / 14.1-0z (400-g) Can / f ct
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Nutrition Information - Powder Unflavored

100 g Powder

Protein Equivalent Source L-Amino Acids
Fat Source High Oleic Safflower, Coconut and Soy Oils
Carbohydrate Source Corn Syrup Solids
Protein Equivalent, g 30.0
Fat g 140
Carbohydrate, g 35.0
Linoleic Acid, mg 2200
Linolenic Acid, mg 225
L-Camitine, mg 200
Calories 410
Vitamin A, IU 2200
Vitamin A, mcg RE 660
Vitamin D, IU 300
Vitamin D, mcg 75
Vitamin E, IU 18
Vitamin E, mg alpha-TE 121
Vitamin K, meg 60
Thiamin (Vitamin B1), mg 33
Riboflavin (Vitamin B2), mg 18
Vitamin B6, mg 1.3
Vitamin B12, meg 50
Niacin, mg 16
Niacin, mg NE 217
Folic Acid (Folacin), mcg 450
Pantothenic Acid, mg 8.0
Biotin, mcg 100
Vitamin C (Ascorbic Acid), mg 60
Choline, mg 100
Inositol, mg 70
Calcium, mg 880
Phospharus, mg 760
Magnesium, mg 225
Iron, mg 13
Zinc, mg 13
Manganese, mg 08
Copper, mg 1.0
lodine, mcg 100
Selenium, mcg 35
Chromium, mcg 27
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Nutrition Information - Powder Unflavored

100 g Powder

Value
Molybdenum, meg 30
Sodium, mg 880
Sodium. mEqg 383
Potassium, mg 1370
Potassium, mEq 350
Chioride, mg 940
Chloride, mEq 265
Preparation

Directions for Preparation and Use: Use Only As Directed by a Physician

Depending on specific needs of each individual, preparation will vary as prescribed by physician. Follow physician's instructions carefully.

Wash your hands, surfaces and utensils.

Pour prescribed amount of water into a clean container

Add prescribed amount of Ketonex-2 powder (and other ingredients if recommended).
Shake well for 10-15 seconds; if using a blender, mix no more than 5 seconds

Pour mixture into clean feeding cup or container; cap.

Serve chilled. Once feeding begins, use within 1 hour or discard.

- & & & & »

Helpful Hints

o Add sweetened drink crystals to enhance flavor.
¢ Add chocolate or strawberry syrup.

o Mix Ketonex-2 with fruit to make a smoothie

¢ Freeze flavored mixture into slushies.

Approximate Weights for Unpacked, Level U.S. Standard Dry Household Measures for Powder*

Household Measure (US) Weight (g)
1 Thsp 8

14 Cup 30

1/3 Cup 40

1/2 Cup 60

1 Cup 120

* For most accurate results, Ketonex-2 should be weighed on a scale that reads in grams.

Storage & Handling

Powder

¢ Once mixed, store container in refrigerator and use within 24 hours
¢ Store unopened or opened can at room temperature; avoid exireme temperatures.
¢ Use opened can contents within 1 month.
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mmida-l»lsunﬂ"

A

comida-MSUD A Sl

0 -1 year
Food for Special Medical Purposes
for infants with disorders in branched chain amino acid metabolism

concentrated mixture of pure L-amino acids

free from leucine, isoleucine and vdline
supplemented with vitamins, minerals, trace elements
free from Sucrose

in accordance with current recommendations

simple, easy and safe in use

Description:

comida-MSUD A is a concentrated amino acid mixture free from leucine, isoleucine and valine. lts amino acid profile is
close to that of human milk protein (except for the branched chain amino acids), ensuring an optimal nutritional quality.
comida-MSUD A is supplemented with vitamins, minerals and trace elements according to current international
recommendations.

Indication:

For dietary freatment in infants with disorders in metabolism of branched chain amino acids, such as e.g. Maple Syrup Urine

Disease (MSUD).

Dosage and Use:

The daily amount of comida-MSUD A needed to supplement the daily protfein requirements (other than leucine, isoleucine
and valine), depends on age, body weight and individual tolerance for these branched chain amino acids. The dose of
comida-MSUD A is to be determined by a physician and must be adjusted regularly.

The daily amount required should be divided into 3 to 5 single portions and should be taken mixed with calculated amounts
of other food (e.g. breast milk, infant formula or baby food or fruit preparations).

Diets with comida-MSUD A must contain adequate amounts of energy, essential fafty acids, isoleucine, leucine and valine to
meet daily requirements.

Prepare bottle feed always fresh and discard unfinished feeds!
Please monitor dental care, especially before bedtimel

Important notice:

- must be used under medical supervision

- for infants with disorders in branched
chain amino acid metabolism

- not suitable as sole source of nutrition

- not to be used by individuals without
disorders in branched chain amino acid
metabolism

- not suitable for parenteral use

comidaMed Institut fiir Erndhrung GmbH, Dieselstr. 23, 61191 Rosbach v.d.H
Tel.: 06003-91170, Fax: 06003-911720, E-Mail: info@comidamed.de, www.comidamed.de

Yeod




MSUD

A
comida-MSUD A

Ingredients:

Maltodextrin, L-Lysine-L-Glutamate, Potassium=L-Glutamate, tri=Calcium pheosphate, L=Proline, L=-Arginine=L-Aspartate,
L-Serine, Magnesium-L-Aspartate, L-Threonine, L-Tyrosine, L-Glutamine, L-Alanine, L-Phenylalanine, Glycine, tri-
Potassium citrate, L-Histidine, L-Cystine, Sodium chloride, L-Tryptophan, L-Methionine, Potassium chloride, Choline
bitartrate, di-Calcium-Phosphate, Vitamins ( A, D, E, K, C, B1, B2, Niacin, B, Folic acid, Pantothenic acid, B12, Biotin),
Inositol, L-Carnitine-L-Tartrate, Taurine, Iron-ll-sulfate, Zinc sulfate, Manganese sulfate, Copper sulfate, Sodium fluoride,
Potassium iodide, Sodium molybdate, Chromium-lll-chloride, Sodium selenite

Composition:
o er ; per
Nutrition Facts ) go 5 Mol 100 g
Sodium m 597
Energy K 1230 < .
kcal 280 Potassium mg 2674
Chloride mg 1359
Calcium mg 2346
Protei ivalent * 49,7
Y g . Phosphorus mg 1260
Magnesiu 299
Carbohydrates g 22,1 ’_'_gg Ll e 57
of which maltodexirin g 22,1 it 9 J
Fat g 0 Trace elements
Zinc mg 25
Amine acids g 59,7 Copper Mg _‘ 6
L-Alanine g 3,3 ladine g 398
L-Arginine g 28 Chromium g 47
L-Aspartic acid g 5,4 Flucride Hg 807
L-Cystine g 1,9 Manganese mg
L-Glutamic geid g 10,5 Molybdenum Mg 119
L-Glutamine a &5 Selenium Mg 71
Glycine g 2,6
L-Histidine g 2,0 Vitamins
L-Isoleucine a 0 Vitamin A mg 3.8
L-Leucine g 0 Vitamin D Hg 47
L-Lysine g 4,9 Vitamin E mg 42,8
L-Methionine g 1.4 Vitarmin & Ug 105
L-Phenylalanins g 3.0 Vitamin C mg 378
L-Proline d 3,5 Vitamin B1 mg 2,0
L-Serine g 4,1 Vitamin B2 mg 4,3
L-Threonine g 3,7 Nidicin mg 5.4
L-Tryptophan g 1,4 Vitamin B4 mg 2.4
L-Tyrosine g 3,7 Folic acid g 298
L-Valine g 0 Pantothenic acid mg 16,9
Taurine mg 165 Vitamin B12 g 5.5
L-Carnitine mg 125 Biotin g 57
* . Choline mg 329
conversion: 510
1 g protein = 1,2 g amino acids Inositel AL, <




MSUD

Comida-MSUD B

1-14 years
Food for special medical purposes
For toddlers and children over 1 year of age with disorders
in branched chain amino acid metabolism

contains high proportion of protein supplement in low volume
free from isoleucine, leucine and valine

supplemented with vitamins, minerals, trace elements

free from sucrose

in accordance with current recommendations

can be mixed easily to beverages and solid food

Description:

Comida-MSUD B is a concentrated amino acid mixture free from lIsoleucine, Leucine and Valine. lts amino acid
profile is close to that of MSUD A ensuring supply of high guality protein. Comida-MSUD B is supplemented with
vitamins, minerals and trace elements according to current international recommendations.

Indication:
For dietary treatment in toddlers and children with disorders in metabolism of branched chain amine acids, such as

e.g. Maple Syrup Urine Disease (MSUD).

Dosage and Use:

The daily amount of comida-MSUD B needed to supplement the daily profein requirements (other than leucine,
isoleucine and valine), depends on age, body weight and individual tolerance for these branched chain amino acids.
The dose of comida-MSUD B is to be determined by a physician and must be adjusted regularly.

The daily amount required should be divided into 3 to 5 single portions and should be taken mixed with calculated
amounts of other food (e.g. beverages, fruit puree).

Diets with comida-MSUD B must contain adequate amounis of energy, essential fatty acids, iscleucine, leucine and
valine to meet daily requirements.

Please watch dental care of the baby, especially before bedtime!

Important notice:

— not suitable as sole source of nutrition

— must be used under medical supervision

— not to be used by individuals without disorders in branched chain amino
acid metabolism

— for toddlers and children over 1 year of age with disorders in branched
chain amino acid metabolism

— nof suitable for parenteral use

comidaMed GmbH Institut flr Erndhrung, Dieselstrale 23, D-61191 Rosbach v.d.H, Germany.
Phone: +049 6003-930640, Fax: +049 6003-911720, E-Mail: comidamed@t-online.de, www.comidamed.de
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MSUD

A
Comida-MSUD B

Ingredients [amounts per 100 g):

Maltodextrin, L-Lysine-L-Glutamine, L-Proline, L-Glutamate, L-Arginine-L-Aspartate, Potassium-L-Glutamate, L-Serine,
L-Lysine-L-Aspartate, L-Threonine, L-Alanine, L-Phenylalanine, tri-Calcium phosphate 3,78 g, L-Tyrosine, Magnesium=
L-Aspartate, L-Cystine, L-Histidine, di-Calcium phosphate 2,03 g, Choline bitartrate, L-Tryptophan, Glycine, L-Methionine,
Sodium chioride 1,41 g, Magnesium hydroxide carbonate 0,46 g,,Vitamins ( A, D, E, K, C, B1, B2, Niacin, Bé, Folic acid,
Pantothenic acid, B12, Biotin), Inositol, L-Carnitine-L-Tartrate, Taurine, Vanillin, Iron-ll-sulfate 87,3 mg, Zinc sulfate
51,1 mg, Manganese sulfate 13,4 mg, Copper sulfate 5,46 mg, Sodium fluoride 0,82 mg, Sodium molybdate 0,42 mg,
Potassium iodide 0,41mg, Chromium-lll-chloride 0,32 mg, Sodium selenite 0,25 mg

Composition:

Nutrifion facts per 100 g Miriarals pEELE o
Sodium myg 556
Energy kd 1238 PEtaR b mg 1255
keal 291 Chloride mg 858
Calcium g 2063
Protein equivalent ™ g 62,1 Phosphorus mg 1217
Magnesium mg 302
Curbohydmfes g 10,7 lren mg 28,0

of which maltodextrin g 10,7

P " 0 Trace elements
Zinc mg 18,6
Amino acids g 74,5 Copper mg 2,2
L-Alanine g 4,1 lodine Mg 311
L-Arginine g 3,7 Chromium Hg 62
L-Aspartic acid g 71 Fluoride mg 373
L-Cystine g 2,3 Manganese mg 4,4
L-Glutamic acid g 2,1 Molybdenum Hg 168
L-Glutamine g 8,1 Selenium Mg 75
Glycine g 1,7
t-:ﬂis‘fidir{e g 2(')3 Vitamins
i E-UCII'\E 9 Vitamin A mg 12
L-leucine g 4]
Vitamin D ug 18,6
L-Lysine g 6,9
— Vitamin E g 21,7
L-Methionine g Tk
2 Vitamin K Hg 68
L-Phenylalanine g 4,0 =
Vitamin C mg 168
L-Proline g 8,5

- Vitamin B1 myg 2,1

L-Serine g 5,1
Vitamin B2 mg 2,8

LrThrEDmne g 4,6
- Miacin mg 28,0

L-Tryptophan g 1,8
Vitamin Bé myg 1.7

L—Tyrosme g 3.‘7

- Folic acid Hg 311
L-Valine g ]

: Pantothenic acid g 16,5
Taurine mg 155 3
ol 155 Vitamin B12 Hg 3.7

sl mg Biotin ug 62
* Conversion: Choline i bl
1 g profein = 1,2 g amino acids = 17 kJ = 4 keal Inositol mg 280

'y




DESCRIPTION

MSUD Maxamaid is a leucing, isoleucine and valine free unflavoured
powdered drink mix, containing a balanced mixture of the other essential
and non-essential amino acids, carbohydrate, vitamins, minerals and trace
elements. A foad for special medical purposes.

INDICATIONS
WISUD Maxamaid is for the dietary management of MSUD in children aged
1- B years.

SUGGESTED INTAKE

The quantity of MSUD Maxamaid and the dilution should be determined
by a clinician or a dietitian only and is dependent on the age, bodyweight,
and medical condition of the patient.

The diet must be supplemented with some natural protein and other
nuttients in medically prescribed guantities to mest the leucing, isoleucine
and valine and general nutrient requirements of the patient.

PREPARATION & ADMINISTRATION

The recommended ditution is 110 5 {i.c. 20g MSUD Maxamaid plus 100ml
water). It is advised for nsmotically sensitive patients to start witha 1 to 7
dilution.

1. Add a small amount of water to the prescribed amount of
MSUD Maxamaid. Stir with a fork until a smoath paste is obtained,
2. Continue stirring whilst adding the remaining volume of water. '

MSUD Maxamaid can be taken as a chilled drink. It can also be taken as a
paste, additional water or diluted drinks must be consumed at the same
time. MSUD Maxamaid may also be flavoured with a separate flavour fram
the SHS flavour range.

OSMOLALITY

The osmolality of MSUD Maxamaid:
1 to 5 dilution = 630 mosm/kg.

1 to 7 dilution = 430 mosm/kg.

PRECAUTIONS

Use under medical supervision.

Not suitable for use as a sole source of nutrition,
Not for parenteral use.

Not suitable for infants.

STORAGE

Store in a cool, dry place.

Always replace the container lid after use.
Once vpsned use within one month,

PACK SIZE
500g cans.

SHELF LIFE
2 years.

NUTRITION

T AminoAcid b

(g per 100g.

INEORMATION Profile ~ powder
Energy kd L-Alanine 1.56
keal - {L-Arginine 213

Protein Equivalent g | L-Aspartic Acid 228
 Total Amino Acids g L-Cystine 1.0z
- Carbohydrate g o L-Glutamic Acid -

of which sugarsg |  Glycine 244
Fatg L-Histidine |
of which saturates -lsoleucine | niladded

| monounsaturates g - |LLeucine | nil added
| polyunsalurates g Llysing -
e L-Methionine oy
| % MCT L-Phenylalaning a8
Ratio n6 1 n3 _ ~ {L-Proline. 29
fatty acids . ~ |L-Serine 1.85
% energy from. ~ |L-Threonine 2,06
linoleic acid L-Tryptophan 0.82
% energy from. L-Tyrasine 0.85
«linolenicacid oo jl\aling nil added -
Fibreg nil added  |L-Carnitine. 0.0
. - Tauring

Vitaming

{Vitamin A pg RE
g
Vitamin D pg
0
Vitamin £ mg o TE
o
VitaminCmg
Vitamin K jig
Thiaminmg
Riboflavinmg =
Niacinmg
. moNE.
Vitamin Be mg
Folic Acid pg
Vitamin Bu pg @
Biotinjg..
Pantothenic Acid mg
Choline mg
Inositol my

| Minerals

L-Glutamine

Sodium mg
mmol
Potassium mg
mmol
Chiloride mg
mmol
Calcium mg
Phospharus mg
Magnesium mg

Trace Elements

fron mg

Coppermg
Zinemg
Manganese g
lodine pg
Molybdenurm jig
Selenium g
Chromium yg

iy




DESCRIPTION

MSUD Maxamun s a leucine, isoleucine and valine free powdered drink
mix, containing a halanced mixture of the other essential and non-essential
amino acids, carbohydrate, vitaming, minerals and trace elements.
Available in orange flavour {containg colours, sugars and sweeteners) or
unflavoured form. A food for special medical purposes.

INDICATIONS
MSUD Maxamum is for the dietary management of MSUD in children > 8
years, adolescents and adults including pregnant wornen.

SUGGESTED INTAKE

The quantity of MSUD Maxamum and the dilution should be determined by
a clinician or a dietitian only and is dependent on the age, bodyweight, and
medical condition of the patient.

The dist must be supplemented with some natural protein and other
nutrients in medically prescribed quantities to meet the leucine, isoleucine
and valine and general nutrient requirements of the patient.

PREPARATION & ADMINISTRATION

The recommended dilution is a 1te § (i.e. 20g MSUD Maxamum plus 100m/
water). It is advised for osmotically sensitive patients to start with a 1ta 7
dilution,

1. Add a small amount of water to the prescribed amount of
MSUD Maxamum. Stir with a fork until a smooth paste is obtained.
2. Continue stirring whilst adding the reraining volume of water.

MSUD Maxamum can be taken as a chilled drink, It can also be taken as a
paste, additional water or diluted drinks must be consumed at the same
time. MSUD Maxamum may also be flavoured with a separate flavour from
the SHS flavour range.

OSMOLALITY

The osmolality of MSUD Maxamum {unftavouredy:
1 to B dilution = 1000 mosmikyg.

1to 7 dilution = 890 mosmitkg.

The asmolality of MSUD Maxamum ‘(Orange flavour):
1 to 6 dilution » 1150 mosmikg.
1 to 7 dilution = 800 mosm/kg.

PRECAUTIONS

{Use under medical supervision.

Not suitable for use as a sole source of nutrition,
Not for parenteral use.

Not suitable for infants.

STORAGE

Store in a cool, dry place.

Ahways replace the container lid after use.
Once opened use within one month,

PACK SIZE
500g vans.

SHELF LIFE
3 years,

‘Enje‘fgy:kdz
Protein Eq:uiv'aie;nft g
Carbohydrate g

- of which sugarsg |
Fatg .

NUTRITION
INFORMATION

keal

Total Amino Acids g |

‘of which saturates g
monounsaturates g
polyunsaturates g |
o LT o
% MCT
Ration6:n3
fattyacids
% encrgy from
linoleic acid
% energy from
o linolenic acid

| Profile

Glycing . @
L-Histidine 24
L:soleucine nil added
L-Leucing nil added

l-Lysine 4.4
_|L:Methionine -
|L-Phenylatanine | 29
{L-Proline :

|L-Threonine

o |kvaline
- L<Carnitine

_Amino Acid gper100g

powder .

L-Glutamic Acid

L-Serine
L-Tryptophan -
L-Tyrosine

Fibre g - nil .
. . Taurine
L-Glutamine
Vitamins | per100g  |Minerals  per100 g
_ powder . powder
Vitamin A pg RE Sodium mg
ou mmol
Vitamin D g = - {Potassiummyg
g . mmol
VitaminE mg o TE Chloride mg
o mmal
Vitamin C mg Calcium mg .

Vitamin K pg
Thiamin mg
Ribofiavin mg
Niacin mg
mg NE .
Vitamin Berng
Folic Acid g
Vitamin Bu jig
Biotin g
Pantothenic Acid mg.
Choline myg
Inositol mg.

Trace Elements _'

Iron mg
Copperimg
Zinc my i
Manganese mg
lodine py o
Molybdenumpg
Selenium pg
Chromium pg -

AR

Note: figures in brackets represent flavoured MSUD Maxamum.

| Phosphorus mg

Magnestum mg




msud 1

v Isoleucine, leucine and valine free

v for the dietary management of Branched Chain Ketoaciduria

v defined protein supplements based on free amino acids

v enriched with vitamins, minerals and trace elements in age-adapted quantities
v not to be used as a sole source of nutrition

' must be used under medical supervision

Definition and indication

Milupa msud 1is a mixture of pure L-amino acids free from isoleucine, leucine and vall-
ne, enriched with vitamins, minerals and trace elements. [t is to be used as a defined
protein supplement inthe dietary management of Branched Chain Ketoaciduria, Hyper-
leucine-isoleucinemia, Hypervalinemia and Maple syrup utine disease.

meud 1 < Inthe first year of life

Dosage and use

The daily amount of msud 1 depends on age, body weight, protein requirements and
individual metabolic condition. The dose of msud 1 must be adjusted by the physician
or dietician regularly.

The dally amount required should be divided into 3 to 5 equal portions and should be
given mixed with calculated amaounts of other food (e.g. infant formula, baby food,
solid foods). Diets with msud 1 must contain adequate amounts of energy, essential
fatty acids, isoleucing, leucing and valine to meat daily requiremants. In beverages a
maximum cancentration of 10 g per 100 mi should not be exceeded.

Packaging
msud 1 500 tin (1tin per box}

Nutrition information
Average content msud 1 Average content msud |
per 100 g per 100 g
Energy kl 1229 Minerals
keal 289 Sodium mg 700
Potassium ~ mg 2230
Protein® g 50 Caleium ~ mg | 1900
Magnesium mg 190
Amino Acids g 60 Phosphorus  mg 130
of which Chiorfide.  mg 1400
Arginine g 25 Iron mg N
Cysting g 17
Histidine g 17 Trace elements
Lysine q 49 Zinc mg 18
Methionine g 17 Copper mg 1,66
Phenylalaning g 3 Iodide Hg 260
Threonine g 33 Manganese mg 18
Tryptophan g 12 Chromium g 7
Tyrosine | 3,6 Fluoride mg 05
Alanine g 3 Molybdenum yig 100
Asparticacid g 7 Selenium g 745
Glutamic acid g 147
Glycine q 17 Vitaming
Proline q 6 VitaminA ~ mg 1,75
Serine g 37 Vitamin D: g 225
Tauring mg 250 VitaminE ~ mg 10
Carnitine ~ mg 7o Vitamink: g %
Vitamin 8:  mg 20
Fat g 0 Vitamin8:  mg 18
Vitamin Bs  mg 15
Carbohydrates g 23 Niacin mg 21
Folicacid  yg i
Biotin Hg 42
Vitamin Bz ig 4
Pantothenicacid mg 12
) ‘ Vitamin ¢~ mg 150
fesprt i Choline  mg| 450
- Tkl dhed Myg-Inositol mg 300
Ingredients

ile-, leu- and val-free mixture of L-amino acids, maltodextrin, mineral and
trace element mixture, vitamin mixture, vanillin




- msud 2

i/ Isoleucine, leucine and valine free

v for the dietary management of Branched Chain Ketoacidurla

¢/ defined proteln supplements based on free amino acids

v enriched with vitaming, minerals and trace elements in age-adapted quantities
/' notto be used as a sole source of nutrition

+ must be used under medical supervision

Definition and indication

Milupa msud 2 is a mixture of pure L-amino acids free from isoleucing, leucine and
valing, enriched with vitamins, minerals and trace elements. fti5 to be used as a defined
protein supplementinthe dietary management of Branched Chain Ketoaciduria, Hyper-
leucin-isoleucinemiz, Hypervalinemia and Maple syrup urine disease.

msud2 < over1year

Dosage ond use

The daily amount of msud 2 depends an age, body weight, protein requirements and
individual metabolic condition. The dose of msud 2 must he adjusted by the physician
or dietician regularly.

The daily amount requirad should be divided into 3 to 5 equal portions and should be
faken mixed with calculated amounts of ather food (e.q. infant formula, baby food,
sofid foods], Diets with msud 2 must contain adequate amounts of energy, essantia
fatty aclds, isoleucine, leucine and valing to meat daily requirements. In beverages 2
maximum concentration of 10 g per 100 ml should not be exceeded,

Packaging
msud? 500 gtin (2tins per box)

A

Nutrition information
Average content fhsud 2 Average content msd 2
per 100 g per 100 g
Energy k| 134 Minerals
fcal m Sodium — mg 816

Potassium  mg| 1078
Potin®  g| M3 Calium ~ mg| 1065
Magnesium - mg 155

Amino Atids g 65,2 Phosphorus mg| 820
of which Chloride. ~ mg | 600
Arginina g 27 Iron mg [
Cysting g 18
Hisfidine i} 18 Trace elements
Lysine g b Zinc mg 74
Methionine g 18 Copper g 16
Phenylalanine g 32 lodide Hg 180
Threonine g 36 Manganese  mg 25
Tryptophan g 14 Chromium g 4
Tyrosing g 18 Molybdenum g 200
Alanine g 31
Asparticacld g 18 Vitaming
Glutamicacid g 16 VitaminA  mg 11
Glycing i} 18 Vitamin Ds g 55
Profine 1 1 VitaminE  mg 18
Serine ] 4 Vitamin ki 1 %
Vitamin Bt mg 18
Fat i 0 VitaminB:  mg 2

Vitamin B mg 18
Carbohydrates g us Niacin mg 4
Folicacid g 350
Biotin g m
Vitamin Bz Jig 3
Pantothenic acid mg 12
VitaminC ~ mg 80

* Conversion; 1 Poki

i Crolne ~ mg| 211
« Tkd=4icd Myo-inosital mg 3
Ingredfents

ile- Ieu- and val-free mixture of L-amino acids, maitodextrin, mineral and trace lement
mixture, vitamin mixture, vanilin
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