4.5.1
4.5.2

5.1
5.2

6.1
6.2
6.3

&.1
8.1.1
8.1.2
8.2
8.2.1
822
8.3

9.1
9.1.1
9.1.2
9.2
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31 Metabolic disorders and storage diseases

Definition

Pathogenesis

Non-alcoholic fatty liver disease
Physiological aspects
Definition

Pathogenesis

Morphology

Fatty infiltration

Fatty degeneration
Phospholipidosis

Causes

Non-alcoholic steatohepatitis
Definition

Epidemiology

Pathogenesis

Morphology

Diagnosis

Prognosis

Complications

Therapy

Faulty nutrition

Malnutrition

Kwashiorkor

Tropical juvenile cirrhosis
Infantile sclerosis

Obesity

Diabetes mellitus
Hyperlipidaemia

Reye’s syndrome

Causes

Clinical picture

Acute fatty liver of pregnancy
Clinical picture

Prognosis

Treatment

Mauriac’s syndrome

Protein storage diseases

o -antitrypsin deficiency
Clinical picture

Diagnosis and treatment
Amyloidosis

Clinical picture and diagnosis
Prognosis and treatment

o -antichymotrypsin deficiency
Amino acid storage diseases
Hereditary tyrosinaemia
Clinical picture

Treatment

Disturbances of the urea cycle
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579
579
579
579
580
580
580
580
582
582
582
583
583
583
584
584
585
586
586
586
587
587
588
588
588
588
589
589
589
589
589
589
589
590
590
590
590
591
591
591
592
592
593
593
593
593
593
594
594

93
9.4

10
10.1
10.2
10.3
10.4
11
11.1
11.2
11.3
11.4
11.5
11.6
12
12.1
12.2
12.3
12.4
12.5
12.6
13

14

15
15.1
15.2
15.3
15.4
15.5
15.6
15.6.1
15.6.2
15.7
15.7.1
15.7.2
15.7.3
15.7.4
15.7.5
15.7.6
15.8
16
16.1
16.2
16.3
16.4
16.5
16.5.1
16.5.2
16.6

Cystinosis

Homocystinuria

Carbohydrate storvage diseases
Glycogenoses

Galactosaemia

Hereditary fructose intolerance
Fructose-biphosphatase deficiency
Lipid storage diseases

Wolman’s disease

Cholesterol ester storage disease
Cerebrotendinous xanthomatosis
Abetalipoproteinaemia
Hypoalphalipoproteinaemia
Debré’s syndrome

Sphingolipid storage diseases
Gaucher’s disease

Fabry’s disease

Gangliosidoses

Niemann-Pick disease
Mucopolysaccharidoses
Mucolipidoses

Mucoviscidosis

Zellweger’s syndrome

Porphyrias

Definition

Classification

Biochemistry

Genetics

Clinical aspects

Erythropoietic porphyrias
Congenital erythropoietic porphyria
Erythropoietic protoporphyria
Hepatic porphyrias

Acute intermittent porphyria
Variegate porphyria

Hereditary coproporphyria
Doss porphyria
Porphobilinogen synthase defect
Porphyria cutanea tarda
Hepatoerythropoietic porphyria
Wilson’s disease

Definition

Frequency

Pathogenesis

Pathophysiology

Morphological changes

Hepatic manifestation
Extrahepatic manifestations
Clinical picture
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603
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603
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607
607
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607
607
610
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610
610
611
611
611
612
613
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16.7
16.8
16.9
16.10
16.10.1
16.10.2
16.10.3
16.10.4
16.11
17

17.1
17.2
17.2.1
17.2.2
17.2.3
17.2.4
17.2.5
17.3
17.3.1

578

Laboratory findings

Diagnostic measures

Prognosis

Treatment

Dietary measures

Drug therapy

Dialysis therapy

Liver transplantation

Indian childhood cirrhosis
Haemochromatosis

Definition

Classification

HFE-related haemochromatosis
Non-HFE-related haemochromatosis
Aceruloplasminaemia
Atransferrinaemia

Neonatal haemochromatosis
Hereditary haemochromatosis
Frequency
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614
614
615
615
615
615
616
616
616
617
617
617
617
618
618
618
618
618
618

17.3.2
17.3.3
17.3.4
17.3.5
17.3.6
17.3.7
17.3.8
17.3.9
18

18.1
18.2
18.3
18.4
18.5
18.6

Pathogenesis

Iron toxicity
Morphology

Early diagnosis
Preventive diagnosis
Manifestation

Prognosis

Treatment

Acquired haemochromatosis |
Haemosiderosis

Alcohol abuse
Porphyria cutanea tarda
Blood transfusion
Haemolytic anaemia
Chronic liver disease
African iron overload

e References (1—487)

(Figures 31.1—31.27; tables 31.1—31.18)
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