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Therapeutic Strategies in Malformations of Cortical Development : Overview
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Table 1. Classification of malformations of cortical development

I. Malformations due to abnormal neuronal and glial proflieration
A. Generalized
1. | Proliferation - microlissencephaly
B. Focal or muliifocal
1. Abnormal proliferation (abnormal cell types)
a. Nonneoplastic
1) Tuberous sclerosis complex
2) Focal cortical dysplasia with balloon cell
3) Hemimegalencephaly
b. Neoplastic
1) DNET
2) Ganglioglioma
3) Gangliocytoma
Il. Malformations due to abnormal neuronal migration
A. Generalized
1. Classical (type 1) lissencephaly (agyria-pachygyria spectrum)
2. Cobblestone (type 2) lissencephaly
3. Lissencephaly - not otherwise classified
4. Heterotopia - subependymal (SE), subcortical (SC)
B. Focal or multifocal
1. Focal agyria/pachygyria (partial lissencephaly)
2. Focal or multifocal heterotopia — SE, SC
3. Focal or multifocal heterotopia with organizational ab-
normality of the cortex—SE, SC
4. Excessive single ectopic white matter neurons
Ill. Malformations due to abnormal cortical organization
A. Generalized
1. Polymicrogyria (PMG)
B. Focal or multifocal
1. Polymicrogyria/schizencephaly
2. Focal or mutifocal cortical dysplasia without balloon
cells
3. Microdysgenesis
IV. Malformations of cortical development, not otherwise classified

Adapted from Barkovich AJ (2000).”
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2. Genetic counseling about syndromes
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Table 2. Syndromes associated with malformations of cortical de-
velopment

1. Lissencephalic
Miller-Dieker syndrome
Walker-Warburg syndrome
Fukuyama congenital muscular dystrophy
Myotonic dystrophy
2. Nonlissencephalic
Neurocutaneous
Tuberous sclerosis complex
Neurofibromatosis-1
Hypomelanosis of Ito
Incontinentia pigmenti
Epidermal nevus syndrome
Metabolic
Zellweger syndrome
Menkes syndrome
Neonatal adrenoleukodystrophy
Other
Aicardi's syndrome
Angelman's syndrome
Smith-Lemli-Opitz syndrome
Waardenburg's syndrome
Noonan's syndrome
Ehlers-Danlos syndrome

Adapted from Whiting S and Duchowny M (1999).*”
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7. General supportive cares
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