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A Study of Ulegyria as Pathognomonic Aspects of
Congenital Bilateral Perisylvian Syndrome

Han-Woong Kim, M.D.,' Kyu-Yong Cho, M.D.,' Min-Cheol Lee, M.D.,?

Hyung-Ihl Kim, M.D.,? Young-Jong Woo, M.D.,> Myeong-Kyu Kim, M.D.?

Department of Neurosurgery,’ Gwangju Christian Hospital, Gwangju, Korea

Epilepsy Center, CNU Research Institute of Medical Science? Chonnam National University Hospital,

Gwangju, Korea

Department of Neurosurgery,3 Gwangju Veterans Hospital, Gwangju, Korea

Objective : Congenital bilateral perisylvian syndrome(CBPS) has been defined as a characteristic malformative
perisylvian polymicrogyria(PMG) in patients with clinical symptoms of pseudobulbar palsy and epileptic seizures.
For the present studly, we investigate clinicopathologic features of CBPS associated with timing of lesion formation.

Methods : Clinicopathologic features of CBPS from 6 patients with surgical resection of the cerebral lesions due to

medically intractable seizures were studied.

Results : Seizure onset ranged from'1 to 10years (average 6.7years) of age, and average duration of seizure was
23years. All had complex partial seizures, and two patients had additional tonic clonic seizures. Magnetic resonance
(MR) images showed polymicrogyria, atropic gyri with gliosis. In the histopathologic examination, the cortical lesions
revealed features of ulegyria ; atrophic and sclerotic gyri, laminar loss of neurons, extensive lobular gliosis throughout
the gray and white matter, neuronoglial nodule formation, and many amyloid bodies. Unlayered or four-layered

PMG was not identified.

Conclusion : Above data suggest that CBPS might be caused by ulegyria resulting from developmental cortical
defect during early fetal stage or acquired hypoxic/ischemic injury in prenatal or postnatal life.

KEY WORDS : Ulegyria - Polymicrogyria - Pseudobulbar palsy - Seizure - Neuronal migration disorder.
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Fig. 1. Composﬂe magnetic resonance(MR) imaging sections of case 1 (A-D) and 2 (E—H). Case 1
showing bilateral perisyivian ulegyria with marked cortical afrophy (A, B, and C) and subcortical giiosis
(D). Note severe left hippocampal atrophy on coronal images (A and D). This patient underwent left
anterior temporal lobectomy and has been seizure—free state for 8 years. Case 2 demonstrating
bilateral symmetrical perisyivian ulegyria extending posteriorty on coronal {E) and axial (F) T1 —weighted
MR images. Thin, atrophic (ulegyric) lesion on sagittal T1 —weighted view (G), and subcortical increased
signal underlying both lesions on a T2—weighted coronal MR section (H) are noted.
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Fig. 2. Depth electrode recording in a 39—year—old man with complex
partial seizures. Contact 1 is deepest. Ictal discharges are generated
from superficial contacts (arrow), implanted toward the body of
hippocampus (H2—H4). R : right, L : left, A : amygdala, H : hippocampus.

Table 1. Clinical features of congenital bilateral perisylvian syndrome

Neurologic ﬂ——
Case Age Sex ) ° Onset MRI Operation
signs Type
{v)
OFM, ES, CPS
1 17 BPAMG, TL (LY,
* § DAMR ] HS (L1) A(H)
CP, GIC
TL(RY),
2 29 F FM, ES,
0 DAS 4 CPS  BPAMG AH, Cs (RiF)
OFM, ES, CPS
3 2 F BPAMG Cs (RiF, P,T
8 DP, DA S GIC { )
OFM, ES
T BPAMG, TL(RY), AH,
4 42 M  DADD, 12 CPS
HS (RY) Cs (F)
MR
5+« 38 M  OFM,ES, BPAMG,
8 CPS TL (L1}, AH.
DA, MR HS (R) Ci (EiF )
BPAMG '
OFM, ES, (more severe
4 10 RiP),
PR DA, DT inR) Lesiiifect:)m
PMG in RIF Y

Y :year MRI: magnefic resonance image. OFM : orofacial motor abnormality,
DA : dysarthria, DD : developmental delay, DP : dysphagia, DT : dystonia, MR :
mental retardation, ES : epileptic seizure, CP : cerebral palsy. CPS : complex partial
seizure, GTC : generdlized tonic clonic seizure. BPAMG : bilateral perisyvian atrophy
and polymicrogyria, PMG : polymicrogyria, HS : hippocampal sclerosis. Rt : right, Lt :
left, F : frontal lobe, T : temporal lobe, P : parietal lobe. TL : temporal lobectomy,
AH : amygdalohippocampectomy, Cs : corisectomy. * : cyanosis at full—tem birth,
** : fraumnatic home delivery and cyanosis at 38 weeks gestation

H
o] &= FalolA wEEN o, 9%
of that Al WaE g, ofe

126 ' J Korean Neurosurg Soc 37

2 SylviusT Ao A =YD 16+ SylviusH AT FA G A
dzAoz AR T1, T2, proton densitydA T Fluid—
attenuated inversion recovery FAME WASH A1} YU Q)
T2 G7o] TAst B ol TatElo] o)z A1 wFoR A
2t SickFig. 1). 390l 959 sfjutialgol SRtEley of

off 4] BHztalzh BHaFEIQICHFig, 2). MRIAM #Hatse Blo] 37)
o e FAY FE& Mool A #A7E $iglet
{Electrocorticogram)@} A5 A= o]-88k s} HAMAF 712 B

Auhe dZ SylviusT A 579 £9joA 44, Sylvius) 2zt

FAGNA 1o, S GoNA 1o7F A=A, o]4be] A4 &
A& 9951 Table 13 2},
W4

Lok 02 4ol SolmAl e 9%, AstE ojxzae
WA 4= QlSie), A A A315) W g B} 200 A
Zuolch Hejzded o 6o W Agt wio| dups) oA Al
AEAES, 9 3hE 55 F8te] Bt ’8} | T2E U CHFg. 3).
EFASE RFO R Qlsto] 7] AU AAo] FAH UL Fol
B FEE Kol T oA ASE A YA ATt ol
EE

LBPAS @4} thoFst A of &=} amyloid 4|7} #]u2lat
Aol EtRlotA WA= 1ol 4 i) A wl&At 670
Aw o] o] /Al o] WAL o NF-M/Hof| st WY zx2]
3FetE GAAF A Eo] MR BIAFA Q] A A17Z UM E 7}

= i = e 2 &
EE7 WEEI 2y i3S oA et 22 SR 4
A" 673%4% TAE]Z] ookt ojAe] Woj A 4£74S aoksh

do
S
ot

o w0st A BEE B0 S

=1 = l‘—‘]
Sulegyria)e G4l Folut 24 T S8, Ada
o

go
n

dob k)

2o

r]0Iv

2
1o
gt
P
£
il
rir
N
ol
olN
1o 2
&14
P
o
it
£
o
ol
rE
o

i)

12
ok
skl
10
jm
).
ol
z
4o
=2
_H,.I
>.
oX.
H
rr
=)
E!
=
o
U
=
Ruj
i

=3 557'” 7]55]J— ‘ilttﬂ ojA %
waj Ao E}iﬂ 3Z(polymicrogyria)@} E%35}7]

SHe = E]REE o) gk Bl
53‘“”7} MRI 7|5 o] 1}97] o] Ao H
Ehililz# AR o, 954 dEmE
A Houtes olof =] g do] A A 3|5 ozt

O::.r_{mm_ﬂ
=
=
o
0

o 1
i
ot
LT
rlot
ol
[e3

o2l
o
=

(o]

-7

=

e

~

sk
4

o
ui
Lo
i)
_t_

oo n b 2 ofn

=
ol it X
pors
i
-

In 2
wo Mo
S
me
er"
;-:'
m

=

<

1o



HW Kim, et al.

Fig. 3. Hlstopcthologlc features of bilateral perisylvian ulegyria reveal severe irregular atrophy of the
gray and white matter of the cerebral cortex, mimicking polymicrogyria, with deposiion of many
amyloid bodies (A, LBPAS, x40), an atrophic, gliofic gyrus showing a mushroom appearance (B, H&E, A 7HA HEzko. Ao}y 2E] Ay
x60), neuronal islands produced by iregular cortical atrophy with  gliosis throughout the gray and white e s e T e
matter (C, GFAP, x80), microcystic changes (D, H&E, x100), calcifications surrounded by collagenous
fibrous tissue and gliosis (E, H&E, x100), and gliofibrotic nodule formation (F, H&E, x100).

Table 2. Pathologic features of congenital bilateral perisylvian syndrome

cases

Pathology ] 5 3 7 z -
Gross findings

Atrophic and sclerotic gyri + + 4+ A+
Mushroom—appearance - + o+ e+ ++
Iregular nodules by gliosis - - ++ + +4 -

Calicification ++ - + - _ -

Cystic change - + + - - -

Microscopic features :

Subpial gliosis + 4 HEE 4
Subcortical gliosis R = S S e = = T =
Laminar necrosis + o+t - - - +

Lobular gliosis in gray matter S S E L TR o
Calcification and cystic change ++ - ++ - - -

Neuronoglial nodule ++  ++ +4+ + ++ +

Amyloid bodies R s o A e A o o
Dysplastic neurons + - - - - -

Heterotopia + - - - - +

Demyelination ++ 4+ ++H+ F+

—; negative +; mid ++; moderate +++; severe
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