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REBHIWR) L 72 A AlFk 4 1% 34 R O M CTHE A IS
T3 Z /NI ICE & B80S, BERMEZE (mild cognitive
impairment: MCI) R°/8—F% >V v =X 4, ARiEEE) % L -
7= Sez612 FUAR B 1RO 5 B % F8 Bk L 72, SR TEROHAE

T, BEUEE 2RO O THRET 5.

E

fEGI 35 5%, Bk, L&

FH LD, HExizdn

BEAIE © FPRCEIH 2 L.

RIEHE © FERCs R L.

PRI © mkcsE, KRR,

BURIE © JuRMEHECRFARE, 2 E=ClEELELTH
WOz 345 r HEE N EAED I T —2BEIC RO 5
HEHOFRER L. Z03 r ABRICEKROGM -
BORMTHFHREEZZR Y, 4 7 ABICIZE R OELHAREEL
b EfFEICEEY &L 5 5 HRICERERSE, &7
R, BATRES SO XML, 6+ I HIREEITHICH
) UBHES - BHIATEE C LA L7z, 2R oMy H
Tl E, D ERBITEREMS 2 B0 7205, B EHY 1ZR
B CEREOBOLL, RTHHN TR TH 72, LIRS
JIF 5 IAESEA A 7 — )V (Hasegawa dementia rating scale-
revised, LA HDS-R & W&GE) 25/30 &, Mini-Mental State
Examination (MMSE) 23/30 &, HAFE Montreal Cognitive
Assessment (MoCA-J) 20/30 & & AR ANBEREIL T % 52
7o, FAEYE MCL SE I TREGBBIZE L T oS, 2o#%sk%x

*Corresponding author: E K A% B L LG WA S IEO NF AN E (T 810-8539 I [ T vh Je X it 3 T H 3-3)

Y [E|Z 2 H B LG A i o N BE R
2 JE R AR AR

(Received April 6, 2023; Accepted July 11, 2023; Published online in J-STAGE on September 30, 2023)

i R AR 2023;63:665-671
doi: 10.5692/clinicalneurol.cn-001869


https://creativecommons.org/licenses/by-nc-nd/4.0/deed.ja

63 : 666 T Rl s

Fig. 1

63 %10 7 (2023 : 10)

3D-SSP Analysis : Decrease

T.LA LAT SUP INF ANT POST RT.MED LT.ME
RT.LAT LT.LAT SUP INF z
E . ]
L

R

W

)

8|
§‘§, 2

i

Brain MRI and »[-IMP brain SPECT.

A, B: T, weighted image (Axial, 3.0 T; TR 5, 000 ms, TE 87 ms). C, D: Fluid-attenuated inversion recovery (FLAIR) image (Axial, 3.0 T; TR 2,
410 ms, TE 33 ms). MRI findings showing atrophy of the cerebellum. E: Decreased cerebral blood flow in the bilateral cerebellum.
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PR © N FRE D SR & L CA MR B e il (m R B
P, ABARAE - PERES A AEE R 2 & O B O
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Fig. 2 Detection of seizure-related 6 homolog like 2 (Sez612) antibody by a cell-based assay.
FLAG-tagged Sez612 protein was transiently overexpressed in HEK293T cells, and FLAG antibody (Red) and patient serum (Green) were used
as primary antibodies to examine whether patient serum recognizes Sez612 protein. Sez612 protein-expressing cells were recognized and co-

localized by FLAG antibody and patient serum (arrow), while cells not expressing Sez612 protein were not recognized by either FLAG antibody

or patient serum (arrowhead). The serum was diluted 200x. Scale bar = 20 pm.
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Fig. 3 Clinical course.
Three months after the initial visit, the patient’s symptoms rapidly worsened, and at the peak, the patient was almost bedridden during the day
with a Hasegawa dementia rating scale-revised (HDS-R) score of 19, scale for the assessment and rating of ataxia (SARA) score of 29, and
modifed rankin scale (mRS) of 5. After immunotherapy, the progression of symptoms stopped, and improvement was observed with SARA
score of 20, mRS of 4, and HDS-R of 30. Parkinsonism and involuntary movements of the lower limbs almost disappeared.
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EDIIEDOF & LT, —2Id Sez612 D434 & A % & THERENTBELTESDEIARYTHSL. TORTLE L
2 5z, Sezbl2 [IMMEREN AL LW, <7 ZDFYHE TMED AT FZDOBEENE 2 51 d. RO XTI R IEH #E
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0 /NN & HIEE - BHTAGE AR & OBICIIBUR, B2 A L7z T EFAREEES A U/ REMED D 5 2 L HERI L 72,

VG D B Z EN ST ST AMHOBEE I X1 HiTH BRI LTI 3 BP9 1B 8 % = B 72, 5 #1T OCB
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Abstract
A case of Seizure-related 6 homolog like 2 (Sez612) antibody-associated autoimmune cerebellar ataxia

Yumi Matsuyama, M.D.", Marie Satake, M.D.”, Megumi Abe, M.D.?, Hiroaki Yaguchi, M.D.? and Ichiro Yabe, M.D.?

U Department of Neurology, Hamanomachi Hospital, National Public Service Mutual Aid Association
2 Department of Neurology, Hokkaido University

A 35-year-old male patient had been repeatedly involved in car accidents since the age of 34 years, had difficulty in
tidying his room, and developed speech and gait disorders. At the first examination, he had a hypophonia and poor gait,
but he could talk and walk by himself. His Mini-Mental State Examination (MMSE) score was 23 and mild cognitive
impairment was observed. Three months later, neurological findings showed subacute progression to loss of speech, and
poor right dominant diadochokinesia and finger tapping, poor finger-nose test and heel-knee test, and loss of ability to
stand and walk. Cerebellar atrophy was observed on head MRI, and the patient was positive for Seizure-related 6
homolog like 2 (Sez612) antibody, leading to a diagnosis of Sez612 antibody-associated autoimmune cerebellar ataxia.
Immunotherapy halted the progression of symptoms, and the patient showed slight improvement. Sez612 antibody
measurement and immunotherapy were considered necessary for subacute progressive cerebellar ataxia of unknown
cause.

(Rinsho Shinkeigaku (Clin Neurol) 2023;63:665-671)
Key words: Seizure-related 6 homolog like 2 (Sez612) antibody, autoimmune cerebellar ataxia, cognitive impairment,
parkinsonnism




