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First Report of a Korean Family with Familial Hemiplegic Migraine
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We report a case of a Korean family with familial hemiplegic migraine type 2 (FHM2) carrying a heterozygous
¢.901G>A (p.G301R) mutation in the A7P/42 gene. FHM is a subtype of migraine with a family history charac-
terized by reversible hemiparesis and cortical symptoms that can last for hours to days. In Korea, there was
only one case of sporadic hemiplegic migraine with A7P/42 mutation, and no FHM2 family case was reported.
The G301R mutation in ATPIA2 is a known pathogenic variant, previously reported in two Italian families.
Our patient experienced repeated hemiplegic migraine with prolonged aura attacks with altered states of con-
sciousness, and a clear pattern of autosomal dominance was observed in the family history. The patient, like
typical FHM, has fully recovered within days. We report the first case of FHM2 Korean families with this
mutation and highlight the importance of genetic testing for individuals with hemiplegic migraine.

Korean Journal of Headache. 24(1):24-27, 2023

Key Words: Familial hemiplegic migraine type 2, Human ATPIA2 protein, Korea

M 2

71543 whalale] HF5(familial hemiplegic migraine, FHM)
2 QA 93] s Hole 23 AFEe] 8kl 19
% shtelck FHM 352 122Relk 5714 ARE]aL $hd
g 355 Hol= vhilnpu|E Tk A7) 27, o] S
RQIL! Z1E o] gl b whAlehe] F5F5(sporadic hemi-
plegic migraine, SHM)#} &2, FHMS 43t g o] 14}
B2 22} 2| 7150l Wialnpe] S o] 9kS- ) i)
FHMol] Tt -zt wlolr Bieiom 13okd= CACNAIA

Received: May. 10, 2023, Revised: Jun. 2, 2023, Accepted: Jun. 12, 2023
Corresponding for Author: Tae-Joon Kim, M.D.

Department of Neurology, Ajou University School of Medicine, 164,
Worldcup-ro, Yeongtong-gu, Suwon-si, Gyeonggi-do 16499, Korea
Tel: +82-31-219-5175, Fax: +82-31-219-5178

E-mail: tjkim23@ajou.ac.kr

24 Korean Journal of Headache

$AAL Wol7}, 2@ M= ATPIA2 SR Wol7}, 33 oxE
SCNIA $-737} Wo|7} amEeo] dEzt™ ols faxls
2 AMEERA o] o5& sk T AS Fo3) skt
o2t fix} Wlofe 23 ATE2| 7K oR oJARR= AVAIE
2] g (hyperexcitability)¥} 312 82 2J|(cortical spread-
ing depression)= GBIt} RS2 ATPIA2 Eoldio]=
S5kt FHM 23 3= 7159 SHlE 22 Hagith

Ol

gl

30401 oA} 3HA7] A 8% Artel Skl ol
2 Fae Uasiolk S9e Ul 18R A T8t 92 chele]
slopto 2 Aatstglon], 1ARE 1 el TES AR 95
Frfels oA Fha okl w4 ok B MEAP)
WSl AEH ARlel sje HEstelm A S

7Fstlout 54 dolst 2 AdE olrt FitkeEo]



EEURIIMS| SR

Fig. 1. Initial brain images.
(A) Initial brain computed tomography with cerebral blood flow images demonstrate subtle
hypo-perfusion on left hemisphere and hyper-perfusion on right hemisphere.

(B) Initial brain MRI T2 FLAIR shows multifocal high signal intensity with diffusion restriction
in the right cerebral hemisphere, subcortical white matter and cortex suspicious of vasogenic edema.
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Fig. 2. Pedigree of FHM2 family.
Genetic test was conducted for a single patient (indicated by an
arrow) and she carried ¢.901G>A (p.G301R) mutation on ATP142
gene.
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