Maple syrup urine discase

Medical condition

autaricﬁ[\cfiacrﬁéﬁ’il‘j;bc I

Ilomocystmurla

Isovaleric Acidemia, 3- Methylcrotonyl-CoA,
Carboxylase Deficiency, 3-
Methylglutaconyl-CoA, Hydratase
Dcflc:cncy

Methylmalomc Acidemias,  Propionic

Acidemia

Amino acid metabolic disorders

| Phenylketonuria (PKU)
Urea Cycle Disorders, Argininemia,

Annexure |

[nborn Errors of Metabollsm [IEM] C ondltwns

Description of food productq
for the IEM condition

7 Iso]cucme Leucine and Valine free diet

powder

Lysine free and Iryptophan 10w/frec

| dict powder

Methionine free diet p()wde
Leucine free diet powder

Iso]ouune Methmnmc Threonine and
Valine irec diet powder

Protein  and amino acid free diet
powder (with and without fat)

| Phenylalahmc frcc dlct powdcr

Non-essential amino acid free diet

powder

Phcnyld_ldmnc and '-Izj}fo-sine free diet
powder

Galactose free f()rmula o
LCHAD Deficiency -

Milk ;_J-rotei;l—bas-ed- _powdcr with
medium-chain triglycerides (MCT) for
children and adults

Protein hydlzolysate formula
powder with iron for use with added
Carbohydratc

15,

Argininosuccinic Aciduria,
Carbamoylphosphate Synthetase
Deficiencyl, Citrullinemia

9, 'I'yrcr)sine'riﬁiai -

10. (xalactoscmla

11. | 3- Hydroxy ]()ng ~ Chain 7A£yf§oﬁ
Dehydrogenase Deficiency

12. | Defects in the intraluminal hydrolysis of fat;
defective mucosal fat absorption; defective
lymphatic transport of fat

13. | Disaccharidase deficiencies; Disorders of
carbohydrate metabolism Sucrase/
isomaltase deficiency, Fructose intolerance

14. | Non-ketotic }Iypcrgly_c-l_r_l_éma“l_y_‘;l_nurlc

protein intolerance

Glucose transport defect (Glutl def),
Pyruvate dehydrogenase complex
deficiency

Protein free formula

Low carbohydrate, sucrose, fructose,

sugar free formula

-
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