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ALAM & LAL METABOLIC LIVER DISEASES

↓

WEB TABLE I STUDIES EVALUATING PREVALENCE AND SPECTRUM OF  METABOLIC LIVER DISEASES AMONG PATIENTS WITH PEDIATRIC
ACUTE LIVER FAILURE

Study (Place) : Age (No.) Infants/Young children Older children

Alam, et al. [1] (India); MLD-13, 33% MLD-6, 10%
0-3 years (n = 40); - Galactosemia: 4 - Wilson’s disease: 6
> 3 years (n = 57) - Tyrosinemia: 3 Indeterminate- 7, 12%

- HFI: 2
- UCD: 2
- Respiratory Chain defect: 1
- Gluconeogenetic defect: 1
Indeterminate- 4, 10%

Rajanayagam, et al. [2](Australia); MLD-1, 4.1% MLD-6, 20%
Infants (n = 24); - Mitochondriopathy:1 - Wilson’s disease:5
>1 year (n = 30) Indeterminate- 8, 33% - Mitochondriopathy:1

Indeterminate- 9, 30%
Brett, et al. [3](Portugal); MLD-12, 43% NA
<2 years (n = 28); - Respiratory Chain Defect: 3

- Tyrosinemia: 2
- CDG: 2
- Galactosemia: 2
- UCD: 1
- FAOD: 1
- HFI: 1
Indeterminate- 5, 18%

Sundaram, et al. PALF Study MLD-28, 18.9% NA
Group [4] (USA/UK/Canada); - Galactosemia: 12
<3 months (n = 148); - Respiratory Chain Defect: 5

- Tyrosinemia: 3
- Niemann Pick Type C: 3
- Mitochondriopathy: 3
- UCD: 2
Indeterminate- 56, 38%

Dhawan, et al. [5] (UK); MLD- 4, 13% MLD-18, 18%
Neonates (n = 31); - Galactosemia
Older children (n = 100) - Tyrosinemia

- Mitochondriopathy

PALF Study Group [6]; MLD-23, 18% MLD-13, 6%
0-3 years (n = 127); - Respiratory Chain defect: 7 - Wilson’s disease: 9
>3 years (n = 221) - FAOD: 4 - Mitochondriopathy: 2

- Tyrosinemia: 4 - UCD: 1
- Galactosemia: 2 - Reye’s Syndrome: 1
- Alpha-1 antitrypsin deficiency: 1 Indeterminate- 101, 46%
- HFI: 1- Niemann Pick C: 1- UCD: 1
Indeterminate- 68, 53%

Durand, et al. [7](France); MLD-34, 42.5 % NA
Infants (n = 80) - Respiratory Chain Defects: 17

- Tyrosinemia: 2
- UCD: 2
- Galactosemia: 2
- HFI: 2
Indeterminate- 13, 16%

Kaur, et al. [8](India); NA MLD-4, 9.2 %
Children 0-18 years (n = 43) - Galactosemia: 4.6 %

- Wilson’s disease: 4.6%
Indeterminate- 4, 9.3%

Lee, et al. [9](UK) NA MLD  15, 15.4 %
0-17 years (n = 97) - Mitochondriopathy: 4

- Tyrosinemia: 2
- Wilson’s Disease: 2
- Other MLD: 7

MLD=Metabolic Liver Disease, HFI=Hereditary fructose intolerance, UCD=Urea cycle defect, CDG=Congenital disorders of glycosylation,
FAOD=Fatty acid oxidation defect.


