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A Case of Angelman Syndrome Who Suffered Hemiconvulsion-Hemiplegia-Epilepsy Syndrome

Yui Mori, Hidetsugu Nakatsukasa, Yuya Sato, Aiko Nishikawa,

Susumu Ito, Kyoko Hirasawa, and Satoru Nagata

Department of Pediatrics, Tokyo Women'’s Medical University Hospital, Tokyo, Japan

Angelman syndrome is a disorder characterized by severe intellectual disability, epilepsy, ataxic movement dis-

order, and easily provoked laughter. In hemiconvulsion-hemiplegia-epilepsy (HHE) syndrome, the patient pre-
sents with unilateral convulsive superimposition during fever, followed by transient or permanent hemiplegia,
and later epilepsy. Herein, we report a case of Angelman syndrome with HHE syndrome. The patient was a
l-year-old girl. She was brought to the hospital with convulsive overload, controlled by medication, but a cluster
of convulsions occurred on the fifth day of sickness. Based on patient history and magnetic resonance imaging

(MRI) images of the head, biphasic encephalopathy was diagnosed, and symptomatic treatment with anticonvul-
sants was initiated. HHE syndrome was diagnosed based on the fact that the patient presented with unilateral

generalized tonic-clonic convulsions and hemiplegia during the course of acute infection and later developed epi-

lepsy. The early management of convulsions is important in acute encephalopathy, and in Angelman syndrome,
not only febrile convulsions but also HHE syndrome may occur. In this study, we found that early identification of

patients with epilepsy may lead to appropriate management in the acute phase and reduce the long-term se-

quelae of epilepsy.
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Figure 1. Course of treatment.
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The convulsions on the first sick day were aborted by intravenous diazepam. On day 5, a
cluster of convulsions was observed, and continuous intravenous midazolam was started.
The dose was gradually decreased and discontinued on day 7.

DZP, diazepam; VPA, valproate sodium; MDL, midazolam.
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Figure 2. Brain computed tomography.

On day 6 post admission, acute phase edema is visible throughout the right hemisphere.
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Figure 3. Electroencephalography.

P17

TS
=0
Fp2Fl
FBT4
T4TE

FpiF3

Fp1#T
F1.T3
™IS

Fp2Fi
Fo-T4

T4T8

Fp1F3
F3C)

P21

sleep

-,-"f‘ f’wvﬁuw-uﬁ e el
2N LN I %Mw‘aw\"‘\ﬂ’w oA
{:_x\-w\/\-” *{' A e S WAl
WY T V INQY
‘A._,r— Pt e A g e /\.\;Q Mor

o

2 A, \MNV‘A}\/’ )'ﬁ:
.’{"W,' v f\_,....- "/,M-\/ Mw‘ N LWAVE
LA .waﬂ‘-m&»w,m AJ 7 ,-'-/.
.}' A »./\’hx LR M-\.—Am’):w _f' o

gt A oV o N [
:\-\_m_. N LT N P i, —
-_._./\H_.,A/ww PP P

\""\K-u\ P et "-\ Wl
.'Z",_\’“’\_ /NN ﬂw&”\-"—f ,
'~'-' ,,N‘.. P ala) W MW’«_- g f\.
"' . .-\)'

o a\,»...\ v s AN \/'-._ \
';'#*’-Jr-w’r—-l,:r‘ S Pt o e SRR R M0

o
L

n'::J‘--\
e

WL VeV

FAAS --’..’W m«;{_\‘ Va
e Vn N\
[ ‘\fJ?_.T_w\‘ ey’ y V’\M AVAV b WAV QY
N A\ \ Al A A\,
i j' ' \- WA ,1\ M S NAAY
‘_'3%..\/’\.'& :_/pw\ /—w‘-h’ J—w—\""\ ~ *\f-;‘u-\,
L f MNoA A
EnMan\ O AP A\ M
'l“'\" W | il \'\"\ ‘\ g™
ALY WAV A ™y

-w\/v" '&' p/JJ\f\, PNV N AN )
*’\r‘\/‘ I\ ANA MM \f\""u"’\/“w\n
EEE
_/./\,\J, .‘v’m"‘Jv-’\., ‘w——'/\" e
r“'”.’r‘-‘ ' \,\-w-«« af"\‘,"'\.-\ AV NN, \}Mﬁz
) - W il _‘//\_’,'-__ R

y’j,\

-JJ"“‘:.J),-'\]./‘J.'“\‘J! '4/ J.,".-J" WVL

The left side is during wakefulness and the right side is during sleep.
Figure A shows the condition on day 6 post admission, and figure B shows the condition
on day 14 post admission. Slow waves are noticeable.

— sowv

18



Figure 4. Brain magnetic resonance imaging.
The figures are diffusion weighted imaging, fluid-attenuated inversion-recovery and appar-

ent diffusion coefficient. Figure A shows the condition on day 7 post admission, and figure
B, on day 15 post admission. The abnormal signal previously visible throughout the right

hemisphere had improved.
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