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Agyria Pachygyria N
LISSENCEPHALY PACHYGYRIA NORMAL w
Schematic showing cortical architecture in classic lissencephaly. %
In complete lissencephaly (agyria), a large cell-sparse zone DSt
(open black arrow) separates the molecular layer (layer 1) and w
an outer cortical layer (layers Ill, V, VI in figure) from a thick S
deeper layer of disorganized neurons. In incomplete AR

lissencephaly (pachygyria), the outer cortical layer is thicker,
the cell-sparse zone (black arrow) thinner, and the inner
cortical layer smaller.

4

| : Cajal-Retzius neurons (green)
II'- small granular neurons ( )
lII: small pyramidal neurons (blue)

IV: small granular neurons (red)
V: larger pyramidal neurons (orange)
Vl:the fusiform or multiform layer (purple)
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P: posterior predominance
A: anterior predominance

Forman MS, Squier W, Dobyns WB, Golden JA. Genotypically defined lissencephalies show
distinct pathologies. J Neuropathol Exp Neurol. 2005;64:847-57.






Triulzi F, et al. Perinatal Neuroradiology. From the Fetus to the Newborn. Springer. 2016.
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Kostovi¢ |, Rados M, Kostovi¢-Srzenti¢ M, Krsnik Z. Fundamentals of the Development of Connectivity in the Human Fetal Brain in Late
Gestation: From 24 Weeks Gestational Age to Term. J Neuropathol Exp Neurol 2021;80:393-414.
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3: intermediate zone (1Z)
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Polymicrogyria (PMG)
ABRBEDE3IBIZ, FERPTI2SES T, ZOREBILLT2EES RS,

Takanashi J, Barkovich AJ. The changing MR imaging

appearance of polymicrogyria: a consequence of \ ¥
myelination. AJNR 2003;24:788-93. [“%r:?:;e?eil\ﬂgzje’f (Two-layer)

» Four-layered cortex
Jansen AC, et al. The histopathology of polymicrogyria: a series of 71 brain . parallel four-layered cortex

autopsy studies. Dev Med Child Neurol 2016;58:39-48. « Miniature gyri
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Nystagmus associated with visual loss
Paroxysmal ocular downward deviation (Yokochi)
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Yokochi K1, Aiba K, Kanayama M. A case with athetosis, mental retardation, deafness, and pachygyria. Brain Dev.
1991;13:365-7.
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