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Fig. 1
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Brain MRI.

MRI of the patient (A, B), his mother (C, D) and uncle with PSP (E). revealed atrophy (arrows) of the upper vermis and
cerebral hemispheres. MRI (E) of the uncle showed the atrophy (bold arrow) of the mesencephalic tegmentum. A: 1.5 T,
sagittal, T;, TR 524, TE 12; B; 1.5 T, coronal, T;, TR 498, TE 12. C: 1.5 T, sagittal, T;, TR 550, TE 10; B; 1.5 T, coronal,
Ty, TR 475, TE 10. E: 1.0 T, sagittal, T;, TR 450, TE 15.
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Fig. 2 DAT scan image.
Striatal dopamine transporter (DAT) density was evaluated using
I'"*.FP-CIT. The patient showed moderately reduced DAT density,
which suggested nigrostriatal dopaminergic damage.
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Fig. 3 Family tree.
The arrow shows the proband. *; Genetic test and physical examina-
tions were performed.

WA AE i) MRI & T, /NRIREE_ R A S FERk iR
DEMEVH LD HNDLH, KPR OZE LA L OF,
R LB DESEILD AL O h o7z (Fig. 1). **-MIBG
WY v 777 4 —TIERH H/M it 1.32, %8 HM
13111 L RO T A A & o S5z TIMP (2 & % SPECT
T, MHBEEEO MG T 254 2o 5, 3D-SSP 2B
% Z-SAM Cld, WAIBETEIEYMII S K O B IR 20 & BERTER
DMFE T % AL ®, BEEIIITBEOK T AL D720
AT, TIINA T —IRIZEPDMF /S5 — > THh -7z T
FP-CIT |2 X % DAT A ¥+ > T, WEE~NOELEEDD S
ERFET S cAh 5N (Fig. 2).
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Fig. 4 CAG triplet repitation of SCA6 gene.
The trinucleotide repeat number of SCA6 was increased to 22 in the
patient (II-2), his mother (I-5) and his uncle (I-2).

DA, = F ) VHERIZA L D\, MRI TR T/ ZER
AHRLNTWS (Fig. 1).

BHON (1-2) 88 %, 60 % EH éF% %ﬁﬁ%f
MRENENZS. TUEGEBI LR E Al o, BIBRISET L. 80
e X 20 5 RBAVEIR D A Lo S, BUEL ;uxf_% Mkﬁ%. it
RS2 2 ZEHiE (multiple system atrophy; MSA-C) C
Ho7h, BIETHRAT SCA6 25HEE L 72,

oW (14). 60 mEkT7 0 SilED X O &
ol TIEGEBRH 2 A L0575 RIEZR L. REGES T
T S IEEIHIBR D 1) . EENREIS 2 A L D 72A%, R IR
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I LTid, SCA2, MJD/SCA3, SCA12, SCA17, SCA21 7 &
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1Z, SCA6 ™ 10 Bl 2 %1%, Khan 5132 %% 9 flh 247,
Kim 512 8 1 2 18 12/8—F 0V VER A R L DTV D,

L2LZ2E, IRoDiZE A EDREFNI/INNIERAE 5
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AEEZEDO ML T b A L T, MMEuokkiE L L Cldfr7znT
WrhotEBbhs.

A, AEH & IR B SCA6 DIEFI AR S 7z,
INIRE IR IZIR & F/8 =% 2 VHEIR D A D 41 5% B P SE B
T, young-onset parkinsonism without ataxia & L C#tfs 1T
W5 Y ZoE S DAT A % % 213 S A IR~ DRLY
RHBDIET A EDSNTWBED, LA KF/¥800mg T JE
ROWFERA LD LN TV, BIRIZAD Do 72 FiEOTF
MBI b TEY, BUMREAT, a-synuclein O A
MALZBIRREI DB Z b TV B, a-synuclein Btk E A
RITA ST, FHEFRYIZ T synucleinopathy Tld 72 Wil g
Db ERELTVS Y. Yun 51, SCA6 O 8 6l B
SARREME L, 6 EFITDAT AF ¥ Y 2B %\, 56T
BENPOFEHLRIMD ARDK T 2R EDTNE. 55 26T
EERREAELTBY, LA RS 16 TR R E
Mol b HE LTS Y.
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CaF ¥ A NVOEEEFRFEARZIE LT, BEEARREY 525
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Abstract

SCAG6 presenting parkinsonism without ataxia
—A case report—

Shinichi Takeshima, M.D.", Ikuko Takeda, M.D."”, Keitaro Kobatake, M.D.?,
Toru Yamashita, M.D., Ph.D.”, Koji Abe, M.D., Ph.D.” and Masaru Kuriyama, M.D., Ph.D."

YDepartment of Neurology, Brain Attack Center Ota Memorial Hospital
“Kobatake Hospital
“Department of Neurology, Okayama University
“Present Address: Department of Clinical Neuroscience & Therapeutics, Hiroshima University

A 57-year-old man was admitted to our hospital because of bradykinesia. He was diagnosed with Parkinson disease
(Hoehn and Yahr grade 2) and administered levodopa at the maximum dose of 800 mg. However, his condition did not
improve. While his symptoms were responsive to levodopa therapy, the sensitivity to the drug was poor. Brain MRI
revealed atrophy of the upper vermis and cerebral hemispheres, and brain SPECT revealed low perfusion in both parietal
lobes. I'*-metaiodobenzylguanidine scintigraphy showed a decrease in the heart/mediastinum ratio. Striatal dopamine
transporter (DAT) density was evaluated using I'*-FP-CIT. The patient showed moderately reduced DAT density, which
suggested nigrostriatal dopaminergic damage. His mother was found to have pure cerebellar ataxia without
parkinsonism, and her two siblings also had celebellar type of multiple system atrophy (MSA-C) and progressive
supranuclear palsy, respectively. Genetic testing revealed that the patient, his mother and the uncle with MSA-C had
spinocerebellar ataxia type 6 (SCA6). SCA6 presenting parkinsonism without ataxia is very rare and important for the
pathomechanism of disease.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:243-247)
Key words: spinocerebellar ataxia type 6 (SCA6), parkinsonism, levodopa response, DAT scan, nigrostriatum




