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UCD 5 low <2 b sINE 31 S 9 yowg 5

Nutrient Cyclinex-1 Cyclinex-2
(per 100 g pwd) (per g protein equiv) (per 100 g pwd) (per g protein equiv)
Energy, kcal 510 68 440 32
Protein equiv, g T7.50 1.000 15.00 1.000
Nitrogen, g 1.20 0.160 240 0.160
Amino acids, g 965 1.287 1930 1287
Cystine, g 0.30 0.040 0.60 0.040
Histidine, g 0.36 0.048 072 0.048
Isoleucine, g 1.28 0.170 2.56 0170
Leucine, g 217 0.289 434 0.289
Lysine, g 1 0.148 222 0148
Methionine, g 0.34 0.045 0.68 0.045
Phenylalanine, g D.75 0.100 150 0100
Threoning, g 0.75 0.100 150 0.100
Tryptophan, g 0.28 0.037 0.56 0.037
Tyrosine, g D.88 0417 1.76 0.7
Valine, g 143 0190 286 0190
Other Nitrogen-Containing Compounds
L-Carnitine, mg 180 2500 370 24 67
Taurne, mg 40 53 60 4.00
Carbohydrate, g 57.0 T80 450 3.00
Fat, g 246 3.28 17.0 1.13
Linoleic acid, g 2.00 0.266 1.82 0121
a-Linclenic acid, g 041 0.055 028 0019
Minerals
Calcium, mg 650 a5 1,150 T
Chioride, mg/mEgq 390/11.00 52.0/1.47 1,325/37.37 88.3/2.49
Chromiurm, pg 12 1.60 ar 247
Copper, mg 1.25 0167 1.30 0.09
lodine, ug B0 1067 150 10
Iron, mg 10:0 1.33 17.0 113
Magnesium, mg 55 73 300 200
Manganese, mg 050 0.067 1.00 007
Molybdenum, pg 13 1.73 40 267
Phosphorus, mg 455 60 1,020 68
Potassium, mg/mEqg 76018 44 101/2.59 1,800/46.03 120/3.07
Selenum, pg 25 333 3T 247
Sodium, mg/mEg 215/9.35 28.711.25 1,175/m1.11 78.313.41
Zinc, mg 95 127 170 113
Vitamins
A, ug RE 480 64 503 G1
D, ug 7.50 1.00 812 054
E, mgo-TE 11.40 1.52 16.11 1.10
K, ug 60 8.0 o 4.67
Ascorbic acid, mg 60 8 ] 5
Biotin, pyg [&] 10 150 10
Be, mg D85 0.113 175 0.12
Bz, Hg 560 0.750 7.30 0487
Choling, mg 100 13.3 130 B.T
Folate, pg 250 33.00 530 3533
Inositol, mg 50 6.7 110 73
Niacin equiv, mg 16.70 2.23 303 202
Pantothenic acid, mg T.80 1.040 10.90 0.726
Riboflavin, mg 10 0133 24 0160
Thiamin, mg 20 0.267 4.0 0.267

" Designed for infants and toddlers. ¥ Designed for children, adolescents, and adults.
3 Approximate packed weight of Cyclinex-1 and Cyclinex-2 in level, dry US standard household measures:

Cydlinex-2

Cyclinex-1
1 Thsp = 8g
14 cup = 260
1/3 cup = 35ag
12 cup = 53g
1 cup = 1059

8g
32g
41q
6ig
117 g
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For nutrition support of infants and toddlers with maple syrup urine disease
(MSUD).
Isoleucine-, leucine- and valine-free.

o 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 Abboit Nutrition Support Protocols, provides adequate
amounts of all nutrients,

Powder supplemented with L-camitine (100 mg/100 g) and taurine (40 mg/100 g) to
help supply amounts narmally 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 enerqgy as linoleic acid.

Halal.

Safety Precautions

Give only to infants and toddlers with proven maple syrup urine disease who are
under medical supervision. Must be supplemanted with protein and fluid in
prescribed amounts to completely meet isoleucing, lsucing, valing and water
requirements.

Not for sole-source nutrition.

o Never use a microwave oven to warm mixture. Serious burns can result.
o Notfor [V 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, isoleucing, 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:

'_K‘etonex*’—} |

rd

Amino Acid-Modified
Infant Formula With Iron

ISOLEUCMNE., LEUCINE- AND VALINE-FREE

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

PAECAUTIONS:

Wat intencid a8 2 sole seurce of nutition, Gova orly o rants
nt Yoddfiarn Wi provan mpis syngp wing dnsase wha are
e ksl pupwreinen Mt be mpeminied wits prolen
i T i peascr Basd armicunis 10 compleloly et Alcng
Rz, vaind and walw agaramarts

HOT FCR I USE .g.

NETWT 141020400g)  Powder

Com Syrup Solids, High Olsic Safflower Qil, Coconut Qil, Soy Oil, L-Alanine, L-Proling, L-Lysine Acetate,
L-Arginine, Calcium Phosphate, DATEM, L-Glutaming, Potassium Phosphate, Glycing, L-Tyrosine, L-
Phenylalanine, L-Serine, L-Asparagine, L-Threonine, Sodium Citrate, Potassium Citrate, Magnesium
Chloride, L-Histidine, L-Methionine, Calcium Carbonate, L-Glutamic Acid, Ascorbic Acid, L-Cysting
Dihydrachloride, L-Tryptophan, L-Aspartic Acid, Choline Chloride, L-Camitine, Taurine, m-Inositol,
Ferrous Sulfate, Zinc Sulfate, Ascorbyl Palmitate, dl-Alpha-Tocopheryl Acetate, Niacinamide, Mixed
Tocopherols, Calcium Pantothenate, Salt, Cupric Sulfate, Thiamine Chloride Hydrochloride, Manganese
Sulfate, Vitamin A Palmitate, Riboflavin, Pyridoxine Hydrochlonide, Folic Acid, Beta-Carotene, Potassium
lodide, Biatin, Phylloguinone, Sodium Selenate, Chromium Chloride, Sodium Molybdate, Vitamin D3, and

Cyanocobalamin

ARRY




Nutrition Information - Powder Unflavored

100 g Powder

100 Cal

VELTT

Protein Equivalent Source
Fat Source

Carbohydrate Source
Protein Equivalent, g

Fat g

Carbohydrate, g

Linoleic Acid. mg
Linalenic Acid, mg
L-Camiting, mg

Calories

Qsmolality, mOsm/kg H20
Potential Renal Solute Load, mOsm
Vitamin A, IU

Vitamin A, mcg RE
Vitamin D, U

Vitamin D, mcg

Vitamin E, IU

Vitamin E, mg alpha-TE
Vitamin K, mcg

Thiamin (Vitamin B1), meg
Riboflavin (Vitamin B2), mcg
Vitamin B6, meg

Vitamin B12, mcg

Niacin, meg

Niacin, mg NE

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

Vitamin C, mg

Choling, mg

Inositol, mg

Calcium, mg

Calcium, mEq
Phosphorus, mg
Magnesium, mg

Iron, mg

Zinc, mg

Manganese, mcg

Copper, mcg

L-Amino Acids

High Qleic Safflower, Coconut and Soy Qils

Com Syrup Solids
15.0
217
53.0
3500
350
100
480

133
1400
420
300
5

101
50
1900
900
750
49
10,000
12.8
230
6900
65
50
80
40
575
288
400
50

500
1100

YYA

L-Amino Acids
High Oleic Safflower, Coconut and Soy Oils
Com Syrup Solids

31

45
11.0
729
73

21

100

365
278
292
875

104
396
188
156
1.0
2083
27
48
1438
13:5
104
16.7
8.3
120
6.0
83

19
1.7
104
229




Nutrition Information - Powder Unflavored

100 g Powder 100 Cal
Value Value
lodine, meg 65 135
Selenium, mcg 20 42
Chromium, mcg 11 i
Malybdenum, mcg 12 25
Sodium, mg 190 396
Sodium, mEg 83 17
Potassium, mg 675 1406
Potassium, mEq 173 38
Chloride, mg 325 6.7
Chlonde, mEq 92 19

Powder Unflavored Footnotes & References

Per 100 Cal
at 20 Calff oz

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 severs 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.

Pour 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.

Paur 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)
1Thsp 8

14 Cup 0

13 Cup 40

12 Cup 60
1Cup 120

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

ARR




For nutrition support of children and adults with maple syrup urine disease (MSLD).
Iscleucine-, leucing- and valine-free.
Use under medical supervision.

Nutrient profile specifically designed for children and adults.

When fed according to the Ahboft Nutrition Support Protocals, provides adequate amounts of al H 2
nutrients. et(’nex [‘
Branched-chain amino acid-free to allow greater intake of intact protein, b b \MF T‘l Wodified
Provides approximately 30% of energy as fat to help supply essential fatty acids. '*fxe ME e
Powder supplemented with L-camitine (200 mg/100 g) and taurine (50 mg/100 ) to help supply <
: ; 2 Sy “Peort of hildren and 140
amounts normally found in foods of animal origin. B g cgane
Halal. jqu._ ———
21 “::.' et
| R e
Safety Precautions b -'*v-m.mm 2
Not intended as a sole source of nutrition. \'\ M'} NW

Give only to children and adults with proven maple syrup urine disease who are under medical
supervision. Must be supplemented with protein and fluid in prescribed amounts to completely mast
isoleucing, leucine, valine and water requirements.

Nat for infants under 1 year of age.

Da not heat or use in cooking.

Nat for [V use.

Ingredients

Powder Unflavored:

Com Syrup Salids, L-Alanine, High Oleic Safflower Oil, Coconut Ol Sodium Citrate, Soy OIl, L-Profine, L-
Lysine Acetate, L-Arginine, Calcium Phosphate, L-Glutamine, Glycing, Magnesium Phosphate, Potassium
Chioride, L-Tyrosing, L-Sering, L-Phenylalaning, L-Asparagine, L-Threoning, Silicon Dioxide, DATEM, L-
Histiding, Potassium Citrate, Potassium Phosphate, L-Methionine, L-Glutamic Acid, L-Cystine
Dihydrochloride, L-Tryptophan, L-Aspartic Acid, Calcium Carbonate, Ascorbic Acid, L-Canmifing,
Taurine, Chaline Chloride, m-Inositol, Femous Sulfate, Zing Sulfate, Niacinamide, dl-Alpha-Tocopheryl
Acetate, Calcium Pantothenate, Ascorbyl Palmitate, Mixed Tocopherols, Cupric Sulfae, Manganese
Sulfate, Thiaming Chloride Hydrochloride, Riboflavin, Vitamin A Palmitate, Pyridoxine Hydrochloride, Folic
Acid, Chromium Chloride, Potassium lodide, Beta-Carotene, Biotin, Sodium Selenate, Phyloguinane,
Sodium Malybdate, Vitamin D3, and Cyanacobalamin.
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Nutrition Information - Powder Unflavored

Protein Equivalent Source
Fat Source
Carbohydrate Source
Protein Equivalent, g

Fat, g

Carbohydrate, g

Linoleic Acid, mg
Linolenic Acid, mg
L-Camitine, mg

Calories

Vitamin A, IU

Vitamin A, mcg RE
Vitamin D, U

Vitamin D, mcg

Vitamin E, U

Vitamin E, mg alpha-TE
Vitamin K, mcg

Thiamin (Vitamin B1}, mg
Riboflavin (Vitamin B2), mg
Vitamin B6, mg

Vitamin B12, mcg

Niacin, mg

Niacin, mg NE

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

Vitamin C (Ascorbic Acid), mg
Choline, mg

Inositol, mg

Calcium, mg
Phosphorus, mg
Magnesium, mg

Iron, mg

Zinc, mg

Manganese, mg

Copper, mg

lodine, meg

Selenium, mcg

Chromium, mcg

YY)

100 g Powder

L-Amino Acids

High Oleic Safflower, Coconut and Soy Qils

Corn Syrup Solids
300
14.0
350
2200
225
200
410
2200
660
300

75
18
121
60
33
18
1.3
5.0
16
217
450
8.0
100
G0
100
70
880
760
225
13

0.8
1.0
100
35
27




Nutrition Information - Powder Unflavored

100 g Powder

Value
Malybdenum, meg 30
Sodium, mg 880
Sodium, mEq 383
Potassium, mg 1370
Potassium, mEq 350
Chloride, mg 940
Chionde, 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

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

Mix Ketonex-2 with fruit to make a smoothie
Freeze flavored mixtura into slushies.

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

13 Cup 40

172 Cup 60
1Cup 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
o Store unopened or opened can at room temperature; avoid extreme temperatures.
¢ Use opened can contents within 1 month.

YYY




ued |
ued 2

v essential amino acids

v for the dietary management of Urea Cycle Disorders

v defined protein supplements hased on free amino acids

+ enriched with L-cystine and L-tyrosine (only stage 1}, vitamins,
minerals and trace elements

+ not to be used as a sole source of nutrition

v must be used under medical supervision

Definition and indication

Milupa ucd 1 and ucd 2 are mixtures of essential pure L-amino acids, enriched with
L-cystine and L-tyrosine {only ucd 1), vitamins, minerals and trace elements,
They are fo be used as defined protein supplements in the dietary management of
Urea Cycle Disorders .. Citrullinemia, Hyperammonemia, and Hyperomithinemia,

ucd 1 < inthe first vear of life
ucd2 < over 1yesr

Dosage and use

The daily amount of ucd 1.or ucd 2 depends on age, body weight, protein require-
ments and individual metabolic condition. The dose of ucd 1 or ucd 2 must be
adjusted by the physician or dietician regulary.

The daily amount required should be divided into 3to 5 equal portions and should he
faken mixed with calculated amounts of otfer food (e.g. infant formula, baby food,
solid foods). Diets with ucd 1 and ued 2 must contain adequate amounts of energy,
essential fatty acids and protein to meet daily requirements. In beverages amaximum
concentration of 10 g per 100 mi should not be exceeded.

Note: In order to prepare a bottle feed for infants, that is based on essential aming
acids and enriched with L-cystine and L-tyrosine, Milupa ucd 1 can be used in
combination with Milupa basic-p, the protein-fres, special infant formula.

The energy supplemeants Milupa malto-plus or Milupa calo-plus are suifable to cover
additional enargy requirements,

Packaging

ucd? 450gtin{1 tin per box)
ucd2 450 g tin (2 tins per box)

YYY

Nufrifion information
Averagecontent | uedl | ved?  Averageconfent | wedl | ued?2
per 100 g per100 g

Energy k(070 (1182 Minerals

kcal | 282 | 211 Sodium  mg | 1260 | 600
Polassium  mg (2752 | 1340
Prateln® g| 54 | 667 Calum mg|2832 | 2410
Magnesium mg | 360 | 330

AminoAcids g | 677 | 80  Phosphorus mg | 2195 | 1780

ofwhich Chloride ~ mg [ 1943 | 1000
Cystine gl 3l 0 lron mg| &1 3
Histidine gl 3l 36

lsoleucine g 78 89  Trace elements

Leucina gl 128 | 15 Zinc mg| 3 30
Lysine gl 9 107  Copper mg| 39 26
Methionine g | 31| 71 lodide gl 20 | 30
Phenylalanine g | 53 | 141 Manganesa mg| 28 26
Threonine g | 6 11 Chromium pg| 40 | 136
Tryptophan g | 22 28  Fluoride pp| - | 700
Tyrosing g| 65 0 Molybdenum pg | 130 160
Valine gl 9 07

Vitamins
Fat gl o0 0  ViaminA mg| 31 18

VitaminD:  pg| 20
ViaminE mg| 4 0
Vitaminke g | 42 63
Vitamin8 mg| 3 27
Viiamin8: mg| 48 | 33
VitaminB: mg| 34 | 4
Niacin mg| 19 14
Folicacid ~ pg | 200 | 260
Biotin gl 10 | 20
VitaminB= g | 8 4
Pantotienicacid mg | 19 126
Viamin€C  mg | 260 | 166

Cartbofydrates g | 65 11

ot do Cholne  mg| 4% | 20
- 7kl-dkca Myodnositol mg | 590 | 260
Ingredients

ued 1: mixture of essential L-aming acids, mineral and trace element mixture,
maftodextrin, vitamin mixture, vanillin
ued 2: mixture of essential L-amino acids, mineral and trace element mixture,
maftodextrin, vitamin mixture, vanillin




UrC

comida-UrC A formula

0 -1 year
Food for Special Medical Purposes
For infants with Urea Cycle disorders

enriched with cystine and tyrosine

contains lactose and , supplemented with vitamins, minerals and trace
elements

is convenient and can be prepared easily (measuring scoop included)

can easily be combined with breast milk or standard infant formula
simple, easy and safe in use

LS S

Description

comida-UrC A formula is a special infant formula, based on an amine acid mixture enriched with cystine and tyrosine.
lts amino acid profile is close to that of human milk protein, in addition it is enriched with cystine and tyrosine.

The source of carbohydrates is mainly lactose (milk-sugar), the fat blend similar to breast milk contains long chain
polyunsaturated fatty acids (LCF), mainly arachidenic acid und docosahexaencic acid. These lipids are regarded as
particularly important for the healthy development of newborns and young infants. The specific enrichment with
vitamins, minerals and trace elements in comida-UrC A formula takes account of the special dietary requirements in
the diet concerning the protein requirements for urea cycle disorders.

Indication

For dietary treatment of Urea Cycle disorders, such as Omithine Transcarbamylase (OTC) deficiency,
Carbamylphosphate Synthetase (CPS) deficiency, Argininosuccinic Acid Lyase (Al) deficiency, Citrullinemia, Arginase
deficiency etc. in infancy.

Dosage and Use

The daily amount of comida-UrC A formula needed to cover the daily requirements of essential amino acids, depends
on age, body weight and individual protein tolerance of the infant. The dose of comida-UrC A formula is to be
determined by a physician and must be adjusted regularly by monitoring plasma ammonia levels. 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).

Diets with comida-UrC A formula must contain adequate amounts of energy, essential fatty acids and protein to meet
daily requirements.

Preparation

Preparation of a bottle-feed of comida-UrC A formula is as easy as with any infant formula: Just pour required
amount of hot (50°C), previously boiled water into a feeding bottle, add the measured amount of comida-UrC A
formula (scoop provided), close the bottle and shake well. Before feeding check the correct temperature.

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

Important notice: Preparation table:

- must be used under medical supervision drinking i comida-UrC A profein
- for infants with urea cycle disorders ¥olume forme e s
- not suitable as sole source of nutrition ml ml g ; ::O";L;:r. :qzlr:’:::;
- not to be used by individuals without Urea Cycle disorders

: 35 30 |43 1 0,32
- not suitable for parenteral use
- not to be used by individuals with lactose intolerance 100 90 13 3 1,0

200 180 26 ] 1%

* standard dilution: 13,0 g in 90 ml water
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comida-UrC A formula

Ingredients:

Lactoze, Vegetable oils, Maltodextrin, starch, tri-Potassium citrate, L-Lysine hydrochloride, L-Leucine, tri-Calcium phosphate, L-Valine, L-
Threonine, L-lsoleucine, Emulzifier E 472¢, di-Calcium phosphate, L-Phenylalanine, L-Tyrosine, Sodium chloride, L-Histidine, L-Cystine, L-
Tryptophan, L-Methionine, Magnesium hydroxide carbonate, Choline bitartrate, vitamins (A, D, E, K, C, B1, B2, Niacin, B&, Folic acid,
Pantothenic acid, B12, Biotin), L-Carnitine-L-Tartrate, Inositel, Taurine, Iron-ll-sulfate, Zinc sulfate, Copper sulfate, Sedium flueride,
Manganese sulfate, Potassium iodide, Sedium selenite, Sodium moelybdate, Chremium-Ill-chloride,

Composition:

Nutrition Facts 100g | 100ml* Minerals 100 g S e
Energy kJ 2059 2468 Sodium mg 231 30
keal 499 64 Potassium mg 660 86
Protein equivalent™ g 7.4 1,0 Chloride mg 672 87
Carbohydrates g 577 7,5 Calcium mg 655 85
of which - Lactose g 29,7 3,2 Phospherus mg 399 52
- Maltodextrin g 22,8 3,0 Magnesium mg 61 27
- Starch g 52 0,7 iron mg 2.9 1.3
Fat g 25,3 3,3
of which - saturated g 2,5 1,2 Traes Flairans
- monounsaturated g 11,9 ;5 Fiiic mg o 1,2
- polyunsaturated g 59 0,51 Conpar i 14 0,14
- Lincleic acid g 3.2 0,42 lodine g 78 10
= — (?(—L\ nofe.nic Qcid g g3 L Chromium Ky Q2 1,2
Linoleic acid / e-Linolenic acid 6,3 6,3 ’ J
- Arachidonic acid mg 106 14 Fluaride Hg 157 20
- Docosahexaenic acid mg 60 7,8 Manganese mg 0,44 0,06
Amino acid a8 89 1,2 Molybdenum g 23 3.0
L-Alanine g 0,0 0,0 Selenium 1y 20 2,6
L-Arginine g 0,0 0,0
L-Aspartic acid g 0,0 0,0 Vitamine
e g s o Vitarmin A [ 1560 203
L-Glutamic acid g 0,0 0,0 T ug o oz
[-Glutamine g 0,0 0,0 Hg s
Eieins q 0,0 0,0 Vitamin E mg 18 2.3
L-Histidine g 0,44 0,06 ek Hg 4 2.6
Lisoleticine = 0,90 0,12 Vi E mg e 20
Eleutine g 15 0,19 Vitamin B1 mg 0,82 0,11
Hhone 3 13 017 Vitamin B2 mg 1,8 023
L-Methionine g 0,38 0,05 it mg T 14
L-Profine 5 0,0 0,0 Vitamin Bé mg 0,98 0,13
L-Phenylalanine g 0,81 0,11 fehepoid H9 12 16
[ Sefne g 0,0 0.0 Pantothenic acid mg 7,0 0,90
L-Threcnine g 0,97 0,13 Mt R I Hg 2,3 0,24
ETnptaphan i 0,39 0,05 i Hg i 3,0
L-Tyrosine g 0,72 0,09 Choline i) o0 i
EValine 5 1 0,14 Inesitol mg 68 8,8
Taurine mg 33 4,3 ** standard dilution:
L-Carnitine mg 120 16 13,0 g in 90 ml water
* conversion:
1 g protein = 1,2 g amino acids = 17 kJ = 4 keal
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A
comida-UrC B

From 1 Year of Age
Food for Special Medical Purposes
For Toddlers and Children with Urea Cycle Disorders

V  concentrated mixture of essential pure L-amino acids
\ supplemented with vitamins, minerals, trace elements
v  in accordance with current recommendations

v free from sucrose

\ simple, easy and safe in use

Description:

comida-UrC B is o concentrated mixture of essential pure L-amino acids. The profile of these amino acids is very
close to that in human milk protein, which ensures an optimal nutritional quality of this protein supplement. The
special fortification with vitamins, minerals and frace elements in comida-UrC B takes info account the specific
dietary restrictions regarding protein allowances in Urea Cycle Disorders.

Indication:

For dietary treatment of Urea Cycle Disorders, such as Ornithine Transcarbamylase (OTC) deficiency,
Carbamylphosphate Synthetase (CPS) Deficiency, Argininosuccinic Acid Lyase (Al) Deficiency, Citrullinemia, Arginase
deficiency etc. in toddlers and children over 1 year of age.

Dosage and Use:

The daily amount of comida-UrC B needed to cover the daily requirements of essential amino acids, depends on
age, body weight and individual protein tolerance of the child. The dose is to be determined by a physician and must
and adjusted regularly by monitoring plasma ammonia levels.

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

Diets with comida-UrC B must contain adequate amounts of energy, essential fatty acids and protein to meet daily
requirements.

Please watch dental care, especially before bedtimel

Important notice:

- must be used under medical supervision

- fortoddlers and children over 1 year of age with urea cycle disorders
- not suitable as sole source of nutrition

- notto be used by individuals without urea cycle disorders

- nof suitable for parenteral use

AR




UrC

comida-UrC B

Ingredients (amounts per 100 g):

L-Lysine-hydrochloride, L-leucine, L-Phenylalanine, L-Valine, L-lsoleucine, L-Threonine, tri-Calcium phosphate 7,7 g,
L-Methionine, L-Histidine, di-Calcium phosphate 4,2 g, L-Tryptophan, Maltodexirin, Magnesium hydroxide carbonate 2,5 g,
Choline bitartrate, Vitamins (A, D, E, K, C, B1, B2, Niacin, Bé, Folic acid, Pantothenic acid, B12, Biotin), Inositol, L-Carnitine-L-
Tartrate, Taurine, Iron-ll-sulfate 178 mg, Zinc sulfate 104 mg, Manganese sulfate 27,3 mg, Copper sulfate 11,1 mg, Adenosine
monophosphate 4,0 mg, Sodium flueride 1,7 mg, Sodium molybdate 0,86 mg, Potassium iodide 0,83 mg, Chromium-Illi-
chloride 0,65 mg, Sedium selenite 0,51 mg.

Composition:

nutrition facts per 100 g Minerals per 100 g
Sodium mg <1
Energy kJ 1124 Potassium mg <1
kcal 204 Chlcride mg 2991
Calcium mg 4206
Protein equivalent * g 63,3 Phosphorus mg 7483
Magnesium mg 616
Carbohydrates g 2,8 lFeH mg 57
of which  maltodextrin g 2,8
Fat g 0 Trace elements
Zinc mg 38
Amino acids g 76,0 Copper mg 4.4
L-Alanine g 0 lodine Hg 633
L-Arginine g 0 Chromium Hg 127
L-Aspartic acid g 0 Fluciides g 760
L-Cystine g 0 Manganese mg 8,9
L-Glutamic acid g 0 Molybdenum g 342
L-Glutamine g 0 Salatiim g 152
Glycine g 0
L-Histidine g 4,2 Vitamins
L-Isoleucine g 8,6 — 55
L-Leucine g 13,1 il_mml_n i mg 3’8
L-Lysine g 12,3 Vi‘ramm L Hg v
L-Methionine g 57 Vlmmm E g 130
L-Phenylalanine g 11,3 o Hg
: Vitamin C mg 342
L-Proline g 0
- Vitamin B1 mg 4,2
L-Serine g 0 — 57
L-Threcnine g 8,2 VITQW_"” B2 mg ‘5’7
L-Tryptophan g 32 Niacin mg
- Vitamin B& mg 3.8
L-Tyrosine g 0 - 434
L-Valine g 9.3 bolicoesd Hg
T Pantothenic acid mg 34
Taurine mg 317 T—— 25
L-Carnitine mg 317 I ornm Hg -
Biotin g 127
* Conversion: Choline mg 618
1 g protein = 1,2 g amino acids Inositol mg 570
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Nutrient Concentrate Powder! Ready To Feed
Energy, kcal 136 516 68
Protein, g 3.32 12.60 1.66
Amino acids, g * 3:33 12.96 1.67
Arginine, mg 244 970 122
Cystine, mg 36 154 18
Glycine, mg 142 540 7
Histidine, mg 84 334 42
Isoleucine, mg 148 578 74
Leucine, mg 270 1,021 135
Lysine, mg 200 754 100
Methionine, mg 84 319 42
Phenylalanine, mg 176 675 88
Threonine, mg 128 493 64
Tryptophan, mg 42 163 21
Tyrosine, mg 120, 464 60
Valine, mg 162 582 76
Other Nitrogen-Containing Compounds
Carnitine, mg 2.6 9.9 1.3
Taurine, mg ; 186 28.8 3.8
Carbohydrate, g 13.9 52.8 6.96
Fat g, 7.4 28.0 3.69
Linoleic acid, g 1.36 5.16 0.68
a-Linolenic acid, g 0.36 1.37 0.18
Minerals
Calcium, mg 142 539 (697) ° 7
Chloride, mg/mEq 84/2.4 319/9.0 42/1.2
Copper, mg 0.10 0.38 0.05
lodine, pg 20 76 10
Iron, mg 2.4 9.3 1.2
Magnesium, mg 10 39 5.1
Manganese, mg 0.04 0.15 0.02
Phosphorus, mg 101 387 (464) ° 51
Potassium, mg/mEq 146/3.73 554/14.17 73/1.90
Selenium, pg 2.66 10.1 1.33
Sodium, mg/mEq 60/2.6 228/9.9 30/1.3
Zinc, mg 1.02 3.87 0.51
Vitamins ;
A, pg RE 122 463 61
D, ug ‘ 2.0 76 1.0
E, mg o-TE 2.7 10.3 1.36
K, Hg . 14.8 56.2 74
Ascorbic acid, mg 12.2 46.3 6.1
Biotin, pg 6 22.8 3.0
Bs, mg 0.08 0.30 0.04
Biz, ug 0.6 227 0.30
Choline, mg 10.8 41 5.4
Folate, pg 20 76 10
Inositol, mg 6.8 25.8 34
Niacin equiv, mg 24 9.1 1.2
Pantothenic acid, mg 1.02 3.87 0.51
Riboflavin, mg 0.12 0.46 0.06
Thiamin, mg 0.08 0.30 0.04

" The weight per level unpacked scoop of Isomil Powder is 8.7 g.
2 Mean values.
Amount in parentheses is amount present in Isomil 2 powder/100 g.
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Nutrient Concentrate Powder ' Ready To Feed
(per 100 mL) (per 100 g) (per 100 mL)
Energy, keal 136 526 68
Protein, g 280 10.83 140
Amino acids, g 288 11.05 144
Arginine, mg 82 325 41
Cystine, mg 38 162 19
Glycine, mg 56 217 28
Histidine, mg 66 262 a3
Isoleucine, mg 150 573 75
Leucine, mg 288 1,079 144
Lysine, mg 226 895 113
Methionine, mg 70 273 35
Phenylalanine, mg 118 465 59
Threonine, mg 154 583 7
Tryptophan, mg 44 174 22
Tyrosine, mg 116 450 58
Valine, mg 166 641 83
Other Nitrogen-Containing Compounds
Camiting, mg 14 56 07
Taurine, mg 80 330 40
Carbohydrate, g 146 55.06 73
Fat, g 7.30 2815 365
Linoleic acid, g 1.36 513 0.68
a-Linolenic acid, g 0.14 053 0.07
Minerals
Calcium, mg 106 400 53
Chloride, mg/mEq 8824 332194 44112
Copper, mg 012 0.45 0.06
lodine, pg 82 309 41
Iron, mg 24 92 12
Magnesium, mg 82 309 41
Manganese, mg 0.007 0.023 0.003
Phosphorus, mg 56 21 28
Potassium, mg/mEq 142/3 6 536113.7 7118
Selenium, ug 42 15.8 21
Sodium, mg/mEq 324114 122153 16.2/0.7
Zinc, mg 1.02 385 051
Vitamins
A ugRE 122 459 61
D, ug 202 762 1.01
E,mgoTE 15 58 0.74
K, ug 108 410 54
Ascorbic acid, mg 122 46.0 6.1
Biotin, pg 6.0 26 30
B: mg 008 0.30 0.04
By, pg 0.34 128 017
Chaline, mg 216 815 108
Folate, ug 202 162 10.1
Inositol, mg 64 241 52
Niacin equiv, mg 216 8.14 1.08
Pantothenic acid, mg 0.60 226 0.30
Riboflavin, mg 0.20 0.75 0.10
Thiamin, mg 013 053 007

' The weight per level unpacked scoop of Similac With Iron Powder is 8.5 g.
? Mean values.
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Medical History:

Drug History :

Lab Data:
Date Date
RBC AST
Hb ALT
Hct Alk-P
MCV Total Bili
MCH Direct Bili
MCHC Indirect Bil
Ferritin T3
TIBC T4
Transfe. Sat% TSH
FBS Insulin
G-2hpp Cortisol
Hb A1C ACTH
TG PTH
TC Ca
HDL-C P
LDL-C K
BUN Na
Urea 24-h U Vol.
Creatinine 24-h U Pro.
Uric Acid U/A Pr
24-hUCalcium 24-h U Oxalate
24-h U Citrate 24-hU Uric A.
24-hU Sodium
Lab data for inherited metabolic Disorders:
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CDC Growth Charts: United States
Length-for-Age Percentiles:
Boys, birth to 36 months
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CDC Growth Charts: United States
Weight-for-Length Percentiles:

Boys, birth to 36 months
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2 to 20 years: Boys NAME

Stature-for-age and Weight-for-age percentiles

RECORD #

12 13 14 15 16 17 18 19 20
T LU I L 0 L R L TT

Mother's Stalure _____________ Father's Stature . ——rcm in-]
Date Age Weight Stature BMI* 1 AGE (YEARS} H =76
= I o7t 1904"
1 i ey e U
- +1854
b
F1804
-70-
*To Calculate BMI; Weight (kg) + Stature {cm) = Stature {em) x 10,000 ———F—F—|/+— £687
or Weight (Ib} = Stature (in) + Stature (in} x 703 ;65*
in _crn—r 4—5T5—778— 9—;510':;'11 7 Fea
——H60 : —
62—
1155
—60-
F1504—
—58 :
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2 to 20 years: Boys NAME
Body mass index-for-age percentiles RECORD #
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CDC Growth Charts: United States
Length-for-Age Percentiles:
Girls, birth to 36 months
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