KA —
(BAFE

58208 (%K)






ERPRAHER

P-001-1
REAF LY Z M VICHT BREZEFR A N2 OB (157 — %)

U SR R S AR 8 — TR, 2 ST BE B SRS v —
TorRMESLRE, PRI Bt SORRPENE £ > & — BRI ) ,
O%H  #', =", 7/ WE GIEEIR" TEEHE, J15GHEL,
AT, KA R OEARKAR, g RERDS, RREE

[B8] LM EOT AR ) A 7 7778 —=Chb KRAFLI A MY
&, REIXK Z i & L7z 5O s b iisi s B U 2 OB s = £pss L, BE
HRRIHHEOERBRAL, FHREZAT ) fim S BISE T, CEMERNEREE %
CEARDWMOT L AREAME TS, ] KRR, 8 ATI283000 A &
P9 2 TR PR R DITHIX CTH 0, LA E O MAE 248 H RN 2 H 5.
P CEMEN DS, 1250 EK - AV Y — LB TETHRE SR
He L, BRAMEEIIZT B o7 %mt YILTTHERE T, FONFRIIEREE v
& — gk 22k, 400K LT o d/NRARBEAT106ER, BRI A65tisk Td o 7.
A 12011453 H %2 65 20124E 10 H K & TLBER S 7z BE3 28281 (TR AKX AT DRy
13%)D9 5, HE7 + 0—%5ET L72291461 (7 + 10 —3888 %) % MM x5 &

7o [RESE] P94 739+ 1085%, B 1,739N(9.7 %), L 1,175 A(403 %),
SFHCHADS, A 37 207134 Th o 72, Bk b VER OBBEOFER, M %
HEZ LR E2914B0, 7561257 %) T, HEIMPERNAE T IX6661(2.26%), HMTE
JHZE P E9B0.31%) Td o 72, ZOWNFUL, MHAEZEESH], — Pk R 5 1ELp1,
B8 E, 7 BT HIMIBICTh -7z [Haw] RRAFL V& M) TOFHEH
f)“RELY’?ARISTOTLEé: & O HFTHLRE LIPS E 3 0 55 TUHH R & R L v i)
o7z ki, BRI & B CORENDENIZL 20 EEZ bR,
AR L) BROBL TOBERIENb DL EZ SNz SHIZIFED T +

— % 5E T LIEBI CO RN CHh 205, 515 S OIEFIAE/L 7 + u -1
FD RS 5L E DI LR 2 FEL TV A

P-001-2
ERERERICH T 25 [MPBIEEOFRBIREHHE -BADEESUSZ EH T-
AT AR AR s

YT A SRR ffhw‘tll\lﬂ RCZE RatES

O, WruE® Pl 462 Heise e

[E 9] kel L 7= St 28 o R BIR AL 2 ATV, SRR 0fEfE & 47
R L DR a2, IR EJE] W5UL2012483] 7 52014421 T2

FEAES H LA BTV AR L 7 B 25 B8 6e 3140610 (16361 © “FIg 4 72.55%,
2 15161 ; 80.87%). EGI % 64 LT (AFF), 65wl R74RE LT (BH), 7oLl 1284
WLLT (CHE), Soiell b (DHF), 6ol L aT Eff)E L, WEZEOHA % TOAST
43#E|Z3#E | CLarge-artery atherosclerosis (L), Cardioembolism (C), Small-artery
occlusion (S), Other determined etiology (O), Undetermined etiology (U)IZ4348 L
7z. Branch atheromatous disease & W & N7-EFNLI TOAST 4 A B L T
BAD (Ba)k L7z, Litsr#o i Embolic strokes of undetermined sourcelZ &3
9 % e % ESUS (Es)}: L7z R BB Ic CHERER L2 BIRU T TH >
7. 1. 4tk LTIxC, D, E‘«’#ﬁ*‘Aﬁb:th LifEi. CTIXCHABEEIZ, DEHAA,
BREEIZIL LS MH. STIED#ATA, B, CHEIZIL LK. OTIXC, DEEABRIZILL
A, BaTIEDHABEICI LEHE. EsCIEEMRIHEED LA LDEEASARIC
WLl 20 B LCIXCHEASARRIC I LR, CTIZDE2SBREIC I L Sl
STIEDMABEIZIL LI, BaTIXDEASAMICH L. 3. &M : LCIZDE
HCHEZIL LIRAE. CTIEC, D, ERFATAREICIL LM, STIXDEACREICIL LI
fill. [#% - #aw] ClIEERTHEDE <, RIICZolins 2>, Bk
DWEREZZ 5N LHLESEREENRTHEMMET I 5. BaldBEE COMEDNE
(L, SRR ZMEMAR L. Ball ZBIRFEILOMO KT BI5- LT 21 RE
MAsd b L b7z, Esid A CIEEERIE LHED LA LCEFML T,

SR AN Sl Y Rt N B SR S A E R 1t i T Se i e A R S
f"

P-001-3
BRiZEtIgSERE /N2 B 5 & F- R AR R R B E OO B B AR B & SRAMRBE DX E
[Melike

FHIER R ffﬁﬂfxﬂ\]ﬂ Ji A
O ez, ZETH, (w«%ﬂtl]? ;‘rziiﬁﬂ’ﬂ\ HEBHEH, %E%:#EEE
H I KER, ﬂ:?’“‘ﬂ" fOHdEE, BRERE, RS, RS
FRRE—, hRER, E%

[HA9] HEETIE, 200845108 & 0 A bsomif S A 2 8 LT a. 40, /SA%EH
L 7B A B o B G EIE (ADL) & R RE DB & Bat L 7-.

[772:] 20084104 %5 20144E9 A £ TOM\MFEGERMIZ, Abelc ARE L CRMEEHER <2 % 1
FL, L TOWRHEH I NE Y 7= 3 Yk () iEk) BEEE E CoRaiES
ZEIRT X HEFID S B, /X ABEBLBEIR ADL & S2AHEAE O FFAIZ L% 2 3 H 0L #A i
FhR 7214260 (BYET9B, k636, fFiids~95m%, 9744+ 107) g Lz &F
flfilZ 1%, modified Rankin Scale (mRS), #FERTHE EEREAE (FIM), RTINS M
fERF A 77—V (HDSR) & vz, 2L C, Skin 6 ) ke imbehs & RBER OmRS,
FIM, HDSROZEBIZ MR L7z, S 612, U VEROER (HE, ik k) Lo
POV TN 2 N2 72

R3] Bz o, BEZEI016 (7 70— AMmietkesl, LEM266, 5 7 86,
ZOMb260), BHImAIBICTdh o 7z, ) NIFFECHRFRER & RFERFOmMRSO T, £ 435+
10, 30+10, FIMOF313, % 4738+283, 806+308, HDSROVIIE, £4191+77,
2L1x78L FER B, E7, WIRITHTIOH, HErk37H), EHRIFITH 7245, D
HEORERMRSIE, figembid ) O HEICEM (p<001) TH Y, FIMEHDSRIZA
FIEE (p<001) Thotz 2B, V) VEbEBEFOmRSE, Eh L0 1L L
B (6961), AZERE (54fl), IMEEALL 728 (1961) O3B 5L, SEkoBRE
FIMEHDSRIEAETHREALT L) b AEICHEME (p<001) Thot:.

[#5 ]éﬂmmumﬂﬂﬁt N B L C, SR B ) VREEES T A
LIZEY, HEAFESE L RAEROWEIMREIND Z EDHR SN

SE55%& B (2015) 55 1 S242

P-001-4

BER{TEY T ME & & CHERR IS s (E RO FRABEEE T (SRR § 2

IR B2 55 =)

ORFHEM, e, IDCHER), SEEss, R, FHAR T

ANEE, AR, e E, Lk

[H 9] A0 E 1E & M ROZRABEREICT & O BIERIZ OV T, BHATE) LT
HIFEABPM), MRS X OMMRIC X 2 26 2 MR 7813 2 ST vz v,
[:] IWEESH O70-72 O ER210% % K RIS, i - A bawds, st
5% ABPM, WMRI, SIS EMAE, MMSEZITV:, € O4ERZICHMRI &
MMSE# F# L 72, 2l5 H OMMSE T3 L DT % stk 1&?&@‘% L7,
[ 9E] MERTBEZEI2 BV TISSK D 7 — F RIS RE T - 72, FRAIFHEIL F#RIC

BwTi, lllfﬁﬁﬁ}il[ul?ﬂﬁ(ﬁEPio‘llfzzxﬂa*cFﬂ-T‘iéJﬂuE)ﬁf?%[ﬁT%h, F 72, WEIRIE
DIEED o 72, TT AT 4 v 7 [BUF5HT T L 24 RTIDUR Y1 UL (P2 4#) 1438
METCHIELTH, BAREETORERGERRNTCHo7/. 72, WIEMRI
FATIEE IS CU/NIUE R ZE % 5200 72 1574 CTIEHER R 38 £ O H shIUHIHIME (7
W) DERABEREIC T OB L 72 BRI T CTh - 72

ftam] A EOWZEL S, 3 CI/NMLEREDSAET 2 RO s E BT,
PRI B & OH I CPME) A5 RRSBRAE IR T O 0T L 22 fEbR KT & % 2
Siviz, AR, HERREE ICB AR E L CICBR L C, MEAR L EH
FATE) T UL £ 2 MEEHOBEEDS IR SN T2, NIERZ % 20 5 1
WOEEREIZBN T, BIUES & ORI R O FRAERRIC T 18 5 B R
LTw2borEz on, EEEERIC L 2HEREEZ M2 LT, MMRIE [k
IZABPMIZ & B IMEFHIIASEETH B L E 2 b,

P-001-5
ERTEREC 5 5 RMEh O

BB W%Jﬁf?sr’f ERHENF EE,J CHR DR Sy LR b AR R
OFelll T, %Tﬁﬁ"ﬁcl JESTAIE, AT RE, i R U

E’-;ﬁﬁﬁﬁfz m?k e

[EH8Y] LEEEHER & ) EFIRES OBER A ZFL SN TB Y, BRI RE L EFiARE
HRDIFTLREDL . EIAER IHEZBE S %, BIRELERRE T % iE L
TwhIebBw, I WEFEREL THO%ZBT 2 TRl D»2 2L 4L,
BHIGHREZTONRVI LD R RV, EIAEEDORAETONBERFT L2 L
BHITHS. [FE] 20124518 & ) 20134128 F T YBENTE (FEFTA s #kt Smii)
WABE L 72 i s i e 204 B % 12 4 1) & UOMGET L7z, iR & L C20134E 1 A 4 52013412
AN —Hem I A C AR U 72 BE27 160 b Meat L7z, [RGB P46 36050, 461
BUTHoT. RIERORESLITIEE L8F], 73— M, FEHEATSH, H3BTH-
7o SRR BIEHRHLLE, MR36), kb L MBI T AR OFRIESHITH -
7o ABEHRSSEER B 721561, FED S 1TH DINIREE L7 ERIEIBIOA TH > 72 i
P OWNFIEAEZELTH, Bm3fTH Y, BIEEOREL T 71— Al AT,
EHRRNERAESG], T 7 PG Th o7z BILE, #RE, RERFETALTWT
S RIEHDIEBIA S {, BEIZ106I TR0 N7z, 77 10— AMETEFETEIC BT, T
TR &R BIARAG], SHEEAANBIIRLE), BEIMNEBIIR2BICH - 72 BPEFFmRS
130-22%801, 3-67%1260Th -7, BEsee LTHEEH) ~EY 7 - 3 vikicER L2
DESBIDATH Y, 20 bABIILFE DR TH - 72, [ EITAES OREH I
WFEZEAYS ¢, INREZEDRTEI & L CT7 70 — AMRTEEENS D o 12, — iRl EE
&L TR A I PR ENIR 2 0 % o 72, BRI LRI IR Th b 2 Lt
%<, BMES HRICRO Sz, BEEICE LI NE) 7= 3 VAN ORI
WTHY, BRTREE 2o GA IS QI ORIE 2 5 2 LD %D o7z,

P-002-1
)T EE




EE56IA] H A

P-002-2
BIEEBEICH T B RBEOKRE GBE2H)

DAL AR, Zﬁiﬁfﬁﬁ ’ﬂﬁﬁ‘l’ﬂﬂ
OLLI*EUL FREH— WA T MR, HhsEs?

(B A] AEAE DAL CRIFRBHSTS0 T, LIEMENaD B 2 BH AT Rk AT
EHE LA RS MEHUA) D A O L ERET 2 L) 2R RE Th o2 HUA
ZOIME A RV b Raf "J“@Hﬁu%kﬁx%hﬂxéf» — i TR I DD 5
CEPMLNTVE, ZOZERS, BEICEAL, IALOMRIZAEICEDT, ®ik
ZOABOLETARELHAH, SEIHUAN aAf QM L 7GRN T 2 &0 4, HErE
VDL THI LR AME LTz,

[J7#:] 201247 H 42 52014486 3 F Tl AR L 2B EE 499610 ) b, REEANIE &
T4l 7z, 485(H218)Bl A k5 & L, ABROIRERMEE, ABRDY A ~—,
ABERENIHSS, BPEHEmRS, ABiiCreffi, affifl: & OBIMIZOWT, 4fk - TR - édi
HO3T V=T TEK LM E To72. $72, alFEE1STINCHET HRTOMETE LT,
i, Creﬂ_ JRERME, BEAEHT/HL/DM)Z HC, 42k - B - L o327 v—7t

%o BB RIFNT 2 AT o 12,
[# %] irrfrs:ktw, HEIBECRIREA S - 72, IREMEE DS 4 < —, NIHSS,
mRSLithME%ﬁ%EM)thL JRWEAE & Creld &tk & I BV CTIIAE R IEOHM

MERL. af OFETHRET 2 L, kB & OB CIER L RBEE D ) BECTHE

ICEfECH o7z, —HREICBW T, afdh ) B THEIER L Crefi A B TH o 72,
%EE%@I‘ET&WE;U%VW& i & RBRIEAIL L Caf F BB L T2, &
HTIEHOADPHEL Tz,

(i) i FICBWT, RIS EREERL PRICIIBE L 2 IilEIEEE Ok
A EOKFTES 57, IREEIZHEII B Caf ML L ERINT ThH Y, LTI

Z OIS, B 38 o Tz Bl ) TP OHUAR af SO el 7T
5% 518, HUARafZ384E L CHRBEZRI LIZ(word Lk,

P-002-3
D7 IAA K= ZCH T 5 EMMERINERSDRERETF IC OV TOHRE

11 JU\%E%K BiRiEPIRE, ) T - BEUENEL, HRER Rk AR

nﬂin}ﬁer; ik ?%Wﬂ YSIMKRE: NAF AT A ﬁn/ﬁm’pﬁ
Ol_fi *{: FIERE?, AT, ZemEES, Sumngs!, B B
s —

[F8] ZRIEME7 304 KR 22 —08F— (FAP) R EAMEHMET 301 F—3
A (SSA) 12&BLT7 IUA F=Y AT, (EHEESLESIRREEISERNT 2048
SRS, [Hm) L 7 04 F—3Y A2 H L, FAPB L USSAIZBT B fEsED
fah T2 W1 S 2 [J71:] FAPEHEOZERATEL, WS L 0l
Jist B M 56V (TIA) athu hAGEEE (SHE) &, xHEEEE LC20134E6H ~2014
61 L:%ﬂkﬁ%lﬁﬁ% 0, 20 PR L 5 % 50 7 2o 22 MR R IR A BEEE (N

) i L7z SSAICBW TR LACREWIMEE L 722000 % 1 i i e 55 o> 47
'CS?#&N?#— /\*F L7-. FAP, SSA%J(L%hT?#I”J’CIF% Mﬁﬁﬁf’ﬂ ﬂuﬂ—rf"ﬁji
LR - N
MO AR, ~—2 R — ﬁ&L&T I4EBNPAE % M L7z, [%*%] FAPIES
TSP (CETERGZERAE 361, TIA 14, 7 F4E%E 161) & N#4160, SSAIZSHSHI
(DR MR SERE 360, TIA 1B, JREURBHOREE 161) L NEFISBIATRE o7z,
FAPIZ BT, LEFERE BNP, R—2 A —% —Hi 2 AARIHEISHTEL, £
FERHER (EF) 3SEETH I, 572 (p<005). SSAIZHBWTH I, LREIIEE
IZSHETE {, EFIESETHEIZIA - 72 (p<005). SSATOBNPIXSHE, Nt L L[
B TdH o7 (257+135pg/ml vs. 282+ 223pg/ml). $7:, FAPXSSA% ML
F % ESSAIEFAP & ) il C LR ME) & OF A58 <, Bl /R S PRRIEE % B 5 LR RE
KT %07 (p<005). [#3E] S ChERBELK, EFRTE#205.07 304 F—
VABH iHu%W‘@ VA7 BETH D, SSAIXEEFEIE C LA R LN
HEZ ZRRICZ L R A WREMED S 2 720, HEFLETH L.

P-002-4
EESICH T 2 RMEREDERETFIC OV TDRE —PROSTHZE S 5 —

i i o A TF 72

VU R AR B R IR, T K I
K 1) v — AR5 Jc/?—;f?ﬁ"*%%*ﬁ?«l?ﬁﬁﬁ

9 - RERIEZERT A dr k)5
R T B K?ﬂifﬁ SER PR IR
Oﬁ'f”uﬁﬁ\l MEBIRAYIZ, NSRS

[Biy] EEOBREEALA I CRMEREE ML TB Y, Bk
R L0 L L5 ABEHIE, HRERBEADL O T RRBAME T 2 /% LT, HamRE
SEREV, ZEFHLY D &5 CEBIIEATOATBIREETZ 7 1 — b F & LSS
bl Hum%’ﬁmf:%@ﬂ OV T 5.

[HE] BB 2 [EE2EYERE AL SN 3 v 7 AEEMY © Project in Sado for
Total Health (PROST) 12200846 4520144511 & TIOB SR S N7223956) (BHE12774, BT
BEROSTH) FRRE Lz BREEE LT F6 -t SR KE - 0UE, BIUE - #ER - RE
RRHE - MRS - R E OB LIHHEE, F - MAIRE - 2L TF=y AR Ry b
{7 E DM, B - Bl - RFEHNE, EEMRIEG COHEREORHL LR L
[458] TI9BEIIR9399H Th o7z, FTIRIMBIT, MMEREENEHERTH -7 b O 1366
ThHotz, BEHEANOCRINE A N2 MBI SN, RAFEL7H, fiHmos), < B i
3, LEBLRBITH o 72, FCLBTHE, OHEEOBE(<000D), BHOBAEE=0007), L1 X
v M OFIEP<0001), MIMEREDREE<OONIHEIS otz F1z, MRS RiE L7
BT, BMEEEOBH=0035), HIEOBEQ=004NIEEI S Do 1.

(&3] 4ROk~ OBF TR, MIEREEPEHORRIZIER SRV 00, ZORBEFTLTIZHA
OOV TWL LU THRETES. 7, B A EOADLOBRT Y EELRTTHA I LR
HoNt WMIEEER, H5Eb%CERLADLOKT LREIIoRA A0, BIEHERE &0
RIEFHAEETH L. MLEEETFH O OEFEI O A ROBRATLETHL L
£zoht.

ZETRLTETWA7, B

o

FATR S 55 1 5243

P-002-5
FEAEZE/TIATEBIIC BT KR ED AT 1 > ORET

R AR ‘
OERNBE, VW ¥ miE—i

[Hi] mAEY A5 4 YIEE, RO L -GHRETTEToRMTo
S HE ST s, 72, thoBIREILEREDGRN T L L ShbhTw
B, RS XA/ TIAREBNC B 28 AR E Y AT A VIIE & Mo B IRTE L
WREOGHEOBMEAWOLMIT LI L2 HWE L.

[E] xb5ig, FR234E4A 1H 20 526411 H F CTIIREZE/ TIATARE L 24
BHCRIG- L 724666109 &, f;%t*i&&z-?% VARME L7z4d4Bl e LTz BRI
A iEmAsImEBEE L L, (DEFERICHET2HEE © Fin, MR, BiEEo
T, 'E'.%‘rerE Hﬁgﬁﬁﬁ %ERF CKD W@M FAEIEOAHE, )G PHES

@mﬁb&ﬁ
(CAGTﬁEﬁ 75%U» b, JEE) - Rﬁ] ,Elfuf L‘FJ%/ /‘f‘@\ﬂ@"ﬂf)‘ﬁﬁ'ﬁ, FMES ]
F: 0 B IR B G I Wélﬂf fEMRIO T2 558 (%12 315 2 IS 1 o0 4 4
(O~4M, F7-135MPL R A BHER L D TAE L 720 HEFENHITIE, BARED AT
A MEAE#E(=135 nmol/mL) & B fE#E(> 135 nmol/mL) D2 #EIZ5HH L, # 1 5
Mg & Tl L 72,

[R] AT Y AT A AAMETEL303BI( B L7661, ork12761), mERE 14140
(BIESIB, WHES2BN) T » 72, AT Y AT A VARMEEE & o L TR,

PSHYE 1ﬁ@iJ/\479% vs 62.7%, p=00047)%"% <, PADOEPOEE©O9% vs
231%, p=00003)25% <, MM EEDOEE(12.7% vs 248%, p=0.0014) b &
oz ﬂu@fﬂd‘ﬂlﬂ@ﬁﬁﬁk#bi‘ D b N o
[iiam] WHiZE/ TIAIC BT AT Y AT A Y IEDS,
IREEAL, PAD, Mtk CEEOEHICH RIS

SEBIRO HEEEELL E D)
B H D L EZ BT

P-003-1
ERECRP & IEMRMRRZE, RAEEE L DORE
VRS AEE, PRI BRI

O=Mets!, i, mazsg!, AEE, B 2 0!

Hity
MR TORERSIBRBELORBIRE Do TwALEZLNTEY, BICEBIRER L RIEL O
L TIE, £ OMERH A, MIEREIC BT, FEIRMNER ERMEHE L FERE L O
BEEERE ST b 00, MIERESHIES L OREER £ VLTwhw, 22 THH
Forlt, BRECRP & EERMRTE @ERETES L ORI, FIHERE L OMEE 2 RF L
Jitk
Q07E1AD HOMEIFIANV AT A LY At v S —RBIRTIF v 7 2 ZH L RERAD ) b, =47
HERRATAELO19N (RHE235A, BHE28UN, FHMER635+1035) A MG Lz, BRECRPIHIEICLY, 3
B (<003, 004007, >008)1 /M L 7. B R E 5 B & OB A EREEIIMRIOFLAIRE % H v,
FazekasD %% b L\ BIL 7, BIEEImPl LOT2EES B LOTURESHE L L, BUMIIZT2
Wi % B CERM L7z, SRAkehe 2 i 5 & O'Frontal assessment battery (FAB)CEHliL, 25427
B & Uselfrating depression scale (SD9)% VT, 778y =B LU DREAFHML 7.
gk
HRRIATCIL, PRECRPIEA S R CILIUHE, 3R & S MEAR < (p=00045 & Up=001), BYE
HOFENRED o7 (p<00)). ¥ 7FBECRPIEAT VI T, BEREIETZE 0=002)3 & OBy Hilp=
003DHIFHEISC, FHAEEE p=0045 L VELEMSES e=0000BEREEIEETH 72
AR L ORI L CAEEE R Do, VAT 4 v VI TIE, F;m CRPIZEE R
PRI L O LTS 207 Ch Y, 30 ) bR VIKER &L L2256, ROSEROTy X)L
1335 (p=001)THh - 7.

Y

]
FIEAECRP & MAE M 2E L OB ARIR SN,

P-003-2
EXECRPH M HIREEBEDFHICE 2 5 BE-Fukuoka Stroke Registry-

UK B RRGEBEBE A B  APE, PR R BB e b
HBEVIRL ‘ . ,
OfRRE #', WHIER, WiRaR(E”, BHEENRS ey, e

[i545 & HiY] w5 ECRP (hlgh sensitive C-reactive protein: hsCRP) 13/(s L5
DN A7 ESNTW D70, SRR 1 T TRBIC OV TIEARNTH 5.
Kiffgelc BT, hsCRPﬁ“:" PEHIAE 2L EE O F RIS RITTIBII OV THET L
7.

[kt 5 & T3] 200746 H 720 5 2014485 7 £ TN 2 i 3k R B 8T T 5
Fukuoka Stroke Registry 2%k < ﬂf_ﬂwﬂ—"l" FHDH L, FERE2ANE I LI EE,
F&E W F AL, ABERFhsCRP % il 58 L & 72 i 19 28 fR #3653 44 & xb R & L 72,
hsCRP45 2 (QL=050,051<Q2=125,125<Q3=47, Q4>47) |\ L7z E#H

RARRIZE L 720 AR o MFERSE  GREERENIHSSO % 7213 NIHSS4 L g
), AMREERIE GRECRENIHSS2LL L3, FHAAEGBY H#mRS=3)% Hiy

ERELT U AT 4 /7[|_Il')%§}7fﬁ%)ﬂwfrﬁ%ﬁ& EORIERT HFEEL /2.
[#% 5] hsCRPOSEMHEIZ % 5125 C, il <, NIHSSliFéiWE’C‘\dbof:. Q1
HEL IARQARETIE, %J‘Jﬂ:ﬁxim’lﬁﬁ* IWAH DK L (ZEmMEOR 077,
95%C10.63095), MEHERINE ) 2 7 (SZEHHIEOR 170,95%C11.28-2.26),
iv\:ﬁfﬁﬁﬂ')x7 L7z (BZEEFIEOR 205, 95%CT 1.55-2.70).

[#55E] FAEREOhsCRPIERE L, BEBROMBIEIROUESZ L {, FHRARY
A7 k7 B REEARIE ST



ERPRAHER

P-003-3
YR TOREERRZHICH T 5DH (4 v — - BNPOFRAMICET 25

AR AmEE iR
O EET- fﬂﬁﬂ-‘{%ﬁf‘fi INARHES, KB A, WAL, =8k,
FEwi, (i e, Sl mios

[B ] BAsERE OFHMUBWIZBNTDY A ~—, BNPREDNA v —H—D
HHEDRRENT WS, DI A~ — 2O ZER & B IES; 12 X % Cryptogenic
stroke T LA LT WE SNTWDS. F72, BNPIZLEMEMNERIZB W TR
Bl B L CEEE 225 2 EHEENTW A, BETOFEROKEL R L0 %
7z (] 20134E1 A 1H-20134E12 A 31 H IR 2 ABe L 72 It 58 B ¥ % 5k
RIZ, DIAY— B L UBNPEABZAMSICRAE L. DY/ —HB LU
BNPEIZABERZHlE L7z b o a i L7z, [RER] s ZE Ak B3 1432440 T,
ABEREIZD S A < — 1B L UBNPIEOT 2558 S LT /-EBl 23l L7z, Tl
75 % W5E LW EGNXISSBIEE M 11161, ot 7460, FIIER 7641%)TH
DRETORS L Lz, DEVERZER 8561, 77 1 — AlketEiATZE 5661, T
7 A% 2160, BAD 1461, MV —fERE SBlE o7z DA —DF
BEIZENEN35T wg/ml, 1.20 ug/ml, 095 u g/ml, 031 ug/ml, 1584 ug/ml&
% - 72. BNPO P393 2 h 2 12800pg/ml, 107.3 pg/ml, 919 pg/ml, 956
pg/ml, 1337 pg/ml& % o7z, LEMANEER TIEDS A v —, BNPE % 7072,
F by —EERETD Y A v — iR B 7z, [RaR] AT O K R
kT, DF A ~— - BNPINHZEHR S HONA A~ —h— L LTHAT
HbHEER LN,

P-003-4
BERERES Y, ABAIXT BRIEEDHE

EIRK ] 7( 5 BEREAL - MR AR (AR RR) .

OB &, BES A+, ANEBEE hEA, EIES
[B1] Fex iz, MEFTHEORBABERER S % 2 L 5 A R0 72o, My s a
AV 72V YA TR o 720y, MR R0, ZOROKEEA BIFT
& o 7272 O MAETERRHAVE & W L 7B 2 #EER L7z, 7)) 4 Vil B O Rl
i (CSF) ®ONSE (neuron specific enolase), 14-3-3% [, ¥ 7 &MHAD S Z RT D
1, MR ORI LY Wa‘x?ﬂ]ﬂﬁﬁ‘bCSF‘? WEHET 5 2 &AL T 575,
[A BRI AR B S B & B I IME R E 12 BT ACSF~ — 7 — 12D W T O IEA %
W, CSFv—7— ﬁ‘ﬂu[ﬁ[l'f"lg‘%@”'%% EORFERME L T % 2% WG Lt.
[J58:] 20014¢ 70 5 20144 £ TUFZ O B IPEI G ST, CSFMAE % HifT L
FHEFNR L, BEMRIE{E & CSFMADKE R % #2510 & \2MET L7z, CSFIdA
s, ) U by Y, ABA2E L7z,

(55 A ZE 2 559 L 72 BIC, CSFARA % JiAT L 7=BiE9fld 0, 2 0BHNIEER
HUEIRDIE R ORI, JAEtEpE, RO BOFHET 5720 Th o7z, CSF
#5 & WE L7297 TSR CTd o 7o, B ZE R H CHMRI DWIE (%
EHEATL7-08BId 1, D) LiEfE 5k % 5 L5012 CCSF# Y 7 A5
fE%z/R L, DWIEESIHAED % V2BNLIEFHNTH o 72, @ O BRE R
L% RO 1222 DV TIICSF#E Y 7 SR E DO CTd - 72. CSFA 42, ) vk
L8 TIIIRFRE T R E R A R 2 e e h oz,

[idiam] B 28 36 14 LR I O JiE BIILCSFHRE & 7 Sl T dp B EI DS - 72
DWITEETIHEDN 7% € %o 72N CSFMiAE 2 35 2 & T, MifEZED % bR
AVCE LR D S

P-0035
EEHmMET 21— & AV EEAHE - RESROMERFE

EAAR TR RE, Zﬁﬁﬁkfff?&»‘?[‘?ﬁiﬁﬁﬂ%ﬁﬁnnls FHAEA L ”\ﬁ
ORRBHERY il 37 SR AW T2, HHIE, iR,
R B A

[H] BEZENOHEE - BUEBIIRIMEFEOMIRIE, L - & A X2 FOF%I2
FT5HIENEMEINT VS, Lo LEZENMEZEOREICIZCT angiography X2
MR angiography, M4 #HA 7 EDWETH A, & 1) 2T i 2 SR
T a—HEOHREHVLZ LIZLY, BHENHEE - HKBIIROMEEEY S0k
FEIEREC T LA 2 A & it L7z

[77:] 20134E4 A 252014458 H £ Tl )\Fm Lf_?"J“7DU|*J0)%Iﬁ’%ﬁﬂuﬁ%*%
ERRE L, WHET -5 N= 2% H TR E v, il BEETR
FRRR I & & 7 — & 2L L 72, §E%KMﬁl a—CTl5E L 723 Eﬂiﬁéﬂﬁﬂﬁﬁ
L, MRAOMIPHI{% % FvCllsE L 72 B35 W HES BIIR VAR5 B L OISR O
a—k&@l’ﬁ@)rﬁlﬁw%ﬂﬁﬁ L7z,

KA MRA & SEER I = 0 — X468 6] (F3 1 3161, 426 69 + 147%) TH Rz,
MRAL B HRENIREE X352 = 051 mm, SAEANHETBIIRE 12238 = 056
mm<Tad Y, FHME T — COHFEIIREIX362 £ 053 mmTdh o 7z, SHEBHE
EDIREE & [ SE I HE S BIIRER & O B IIHIBIBIR 2SR B (F: p =
056, p< 0001, 7&: p =050, p = 0001). F 7= SEEHEFBIIRE O/ I & i
JEBIIREE & ORIZIZITOHBIDSEERD S22 (p =037, p=0016), MEBIIRE
L SEEME T B AR M O MERE (p = 031) RFHMGHEE (p =005) LM
A ERMBIERD bk T
[l am] SEEBINAS = 2 — CHEF BRI A WET 5 2 L2 L 0, BEBFNHETEIIR
MER*HLBEFHT L2 L TELD, MWEBRIMEZROFHIINETH -
7z,

SE55%& B (2015) 55 : S244

P-004-1
24 F CIRFAREEREHOLDLEILE & MhHeyfE, R, VitB12& ORIFRIC
21T

skil’#‘%l:ft/ ¥ — KAE b ARENEL
ORSAYRS, ARG, FIE W, MG, fEx ARFESE, IF LR,
LoicE, JREAKE MEEHEE AEFEE e, e

[AW] &L A7 0 —) VI R EOGHRE T CTh Y, LDL-CAEIZ% 5 1E
M/ MASTEE L S, MR EASEE S 2 PN TWE, —F, Mz L7z
EYIRIFILAEAER T Cd 5 R E T AT A ¥ (Hey)lEFH & 0 BIIRAEAL o 1 2 1 % )
WS 5~—H—Tdhs. i, E€¥NZAYF PN LY MU EL~ —
N—RYEET DI e WL, BIIRFE(LO AR BIER A SEHIRIR D L L
R L7z 4, PBRAIC X ALDLZLERIC & 0 sl - IMER o, &3
ol Heyfl, Rk, VitB12: ORI OWTHRET % L7,
[J53%] PithRH O 2 L A 7 0 — VIIE & i 282544 <9%I$14 %, PIYEE
648 #%) *xIGIC, Pitx Efm?f;mnm“*%(ﬂu{ L CLDLZAb# % 55 L 7-.
LDLZALER 0wl - 250 ), P Heyfl, 3588, VitB12& O BR2 W TH
Hafrol.
[#5%] 1% 5 2 (TC, HDL-C, TG, LDL-C, non HDL-C)IFPit¥ 5-§if 12 BV CH
HUEER & 7R L7z, LDLZAAEE(h Lfiti-35.78) DARAIE T, 9 7 b L LDLEGHERNH:
AR o 7 BETIIE IS Hey A% < (0<<0.05), 3 ISR AR W MEIE AT A 5 17z,
VitBI1213 75737 7o 7.
[#5i] Heyflid 2 & F v 3% 5B S A W L 2B IRTE(LH T Th 2. 4
[\, PAEZEFSE Y A2 DL D EwEEZ SN LHeymEHIZB VT, HEFEATR
B A SN/, SO L, HeysEBIZBWTid, Ay F oG5 L& b10%
W% % < ?HHHZ; L9\ HRE S 2 2 & HSHeyfi % 0 L CHNATZE 0 38 & 0 5
Zv}:ﬁb HMREEAE 2 b,

P-004-2
B2 MHAO AR MECNT F FMEE ABRHPIET & DHEEICOVT

B E W SN TAEIIRE, B K IR A & B YR 5
> ¥ —, SRR IR o ,
OZs #!, REma', bxEE? THERS mEgEes’

[HI] CRTF FiE T4 v A) b BN SN AHEY TH ) £ 5 AT
HE D2V EZEZ ONTED, EEM A DORIRISENOVEH L EIRIE LI
FTRMERABW S ENDODH 5. AR OIMIECR 7T il &l A S &
HOFHIZE L TR L2 134 F Tlazev, 4l e i3z el s
2812, ABEBIMGECRTF Nl & P L OB % Hat L7z,

[J7:] 201241 1H £ 520144F3 7 31 H A 4R ABE L 72 2 E K 2 v #2181
% (R IMmPERG AR 13344, HImPER 4844, 11034, FHAEETLRR) %:ﬂ%a
L L7z ABRERMEC 7 F FMEAS37 ng/dIPL L% @ E#E, 3.7 ng/dl Al % 1@
BEL LT, Zheh, NIHSS, mRS, IMEMAR LR S12oWTHE L7,

[ 5:] miEse3% (B34, FEMRTOR), MEL 18T (BIk667, F
WIERRT2R) T o7z, EEEEL, BEBICIANT, ABERSESIMAEE (el
155 mg/dl vs @ H #E 126 mg/dl, P<0.01) & ABERFHIMmE 7 L7 F= i (Hil
# 1.82mg/dlvs iH#E 076 mg/dl, P<0.01) ﬁ§>ﬁ‘ﬁL:% <, HES R IR (5
R 544 ml/min/1.73m? vs 8% #:76.3 ml/min/1.73m% P<001) A3 ZI2 k-
7o, 7z, EEREIC BV CIEBERmMRS6)(F R 1244(19%) vs IKAEEE 9%1(8%),
P=0.029)DENEHA T o 72,

[#&5] M amiicBnc, mECKR7F FMED37ng/dIl ETH L Z LA

BEHsEC D 72 7 fElR KT T 2 e R S 7z, MHCAR 7 F MEZZIE
T2 2 EDWENDFROUGEEZ O LD o0 20, 5K E 5 % DERIRIIFEAH]
S s,

P-004-3

RIERTTERREHE CREEIMHOTFRICOVT

YRR A2 R A At PR, LR R 5 D 7 s e e P

OFMH ML, Hzek, ivk— Vﬁl LEAE BHER, BEAEE
PRE—RE, MECE IREMGE

[H] BER<o A BRSO W B R R 2P PEO AR RINT-CTH 5. FENERT
PR O A MR HMN BB P RIS Y X 2 IOV TSNS 5.
[J5ik] 2011463 ~9)1 F TR AL PR BN ABEhR & 20 7=k WG RE%E, TIAYE
BIL24ABNC DTG, IR EE7HY, TS By PR PEIE S & OR6 ), WG & OF 1B,
Z DM % B 7210780 & fEHT. A BEIRENIHSS, BEZRFmRS, e i g AL
(END), ABiofs RS)Z MG L7z, [RE4E] M &0k (DMER36H)), JEA
BBl (non-DM#ER7161) % ek L7z, DM#IZnon-DMERIZIE LHbALC (7.2£1.2 vs
5.8+0.37, p<0.0001), APFZIFILBEfE (160.6 £51.5 vs 111.5 % 24.5, p<0.001)H%41 3%
IR R L7z, ABRRENIHSS, BBEREmRSI M #E T 21X320 % d - 7248, END
IIDMBETHREICE L (16.7% vs 1.4%, p=0.003), ABEHDOFHEDDMEETELH -
72 (11.1% vs 4.2%, p=0.17). RICDMBE36H5 2 F&hE wiBE R iGN 2Pk 1 3 1%
ZHB L A Y20 HHEE ORE8H)), JEA >~ 2 ¥ H#EE (non-Lit:; 2241),
DPP-4F5E#] or Pioglitazoneifi# ik (DPEESH), Aif#EE (MEESBINC 5 T
Bi L7z, HbAlc, ABEMHMUBEMIIEMEEA R b Wil 2R L7275, ENDSRRSIZ&HE
MToXERDENP-72. [F5] BYENINMEZE or TIA TR D & 232k
WPHEARNTTH oo, — T TRIENRDRF RSN PRICEELTu R
Mofe. SHAEDERL Uil 2 2479 .




EE56IA] H A

P-004-4
SHEEIRZE R RE ICH T A ERABH I 2ILY —BORE

FRF LA PR X
OBegt, FF—, 2 Mz uH %

[HY] BPEMAE R B BT 5, HEEECH T L F—
FEREIC LD, LD LS IZELT DDA L7,

i (BEE) »ifEZED &

[5:] S ssREmize rp B 280IIZ DT, IFEH A 53HF3E (FIT-2000) % Fve
TBEEZ M L7z, [H LEEBIZOWT, NY) ANKAT 4 27 o (Harris-

Benedict Equation, HBE) % fl\W2:BEED FlMES EH L, 2otz L7 (%
Pred). M7 O FEAEFE % NIHSS, mRSTHEMI L 72, MCASIEOHEIZ DWW T
1Z, ASPECTS-DWI (AD) 115 TOFI b 1T - 72, M 5Di6E L, BEE, %
Pred, JCS& OAHBIZOWTHE 21772, [ER] LEToMEHEY), %Pred &
mRSIZ 2 CSpearman DAL B % I VARG L7201, AOMHE %R WK
% H#DHE, mRSI~3DEETIX, %Predh i Td 56 (109~136+122%) 7°%
{, mRSA~5DBHE TILEND R WVER (69~112+162%) Tdh o7z, SEFIHIE
116ITIEdH 575, %Predd ADIZHB VT hr=0559, p=008X HEZ D %
PredtJCSO\»’CMﬁéfr%ﬁof:ﬁfrlo.lw,p=042t#ﬁf¥-1%ﬁlw>&f)\ot [
] MEER OEREE AL T & % Pred ) S lIC 2 B (LEA T =22 2) X
ZfaIn) % R 72, itADt@#ﬁBﬂ’i’ni’bﬁ%#b FEFEDTE VIERI T, B
HEIORTABEEX KT STV AWEEEEZZ 2, JCSE OMB % E L 72250
BIEERD 2 dr o 72, 2 OFIZBEOEERIRI R ) N E ) BREA—H OLE S 0
V- lCRELGHBELEATHAZEERBL TS EE R

P-004-5
DEEREREOXMHIFRICE T 2145

RESPERHASEIRIE R RE
OﬁEEH%ﬁ AREST, =R, SETT

[Am] €5 3 ¥ KIEROHUEERIE D &

i g FHfRZ
L0, DR SERIE D R

ERESCELLTET D, LiJ’Lﬂuﬂ—ﬁ-’f'l@;H IBU BEAFMERHIE, ek
OPUEEESE (AC) & EOAMN L AL (, M ICR %5, SR, Lkt
2B B LI ZE A JE@EZ’FP(J#?T%(&%U)%EEEH#@% MeliNe S V]

2] 2012451 H %2 5 2014457 H & TL Y Bl ABe L 72 I i P A vh i3 o
FeBloH B, LEMBIOBEENH 27, b L IR E IO OEMEi% ML 2
TAEBNZ DWW CHE RIS L7z, 507 BAFI335 H 2 OmRSAH0 m;tlrz%
b L EEFRL, 3N ﬂf’imRS?]‘TEﬂ@ﬁ}'fé\ i:t_];mﬂwﬂ)mRS’a’:H:J\ﬂt SHEE A%
TRLEOL-HEY AR L ERL, TR LIFEFREEIS T TR L7 Hu
H] 72060536, 4Fv¥1:74+108r;z A S 7. )x[‘mﬂfNIHSSEP’){ﬁﬁlMIM)
T, 126017 %) ABERR I OB S O THRIE S L7z, ABRRNCACER G- s
TV IE28B1(39%) Td - 7o, MEFEMENE S &30 72 58 1X9B1(13%), 9 BAEBEE
FIIEITHA0%)TH - 72. FFBETIZ, ABEEICCKDA S b HEWEEICE L
(33% vs 7%, P=0016), AREfIZIEE & 3 KSR IH0EEHIE % BilG
AHEEIZ B - 72(33% vs 67%, P= 0073 R BATBN IR
720 72(11% vs 52%, P=0.021) [#aw] MBI A B3 % G PE ZE R 3 i
FENL oz F1z, ABERTICACHHE Q%h'cuw;u\ WEFIS o 72, ACR %
G- LT 2L EUE IR ZEARE DO TR SR 19% FERE & T 2 MEN L L, HBET

OFFEFIIHBE N L RSNz ACORIEH T, BHRIZ S 5 % 5K
MPRLETHLEEZ LN

P-005-1
FREETHERE S TZIVY NA I —RORMEREETICEZEL 2V

I BE AR e

OATER T, )#lm‘ﬁ#% W5 75
UL b7 10 BRI T AR OTHEA', RIS
FEHET 20, BT 5.

[75:] 20014F %> 5 201448 12 4 Bt b DS NI % %35 L 72655 UL 1855 LU F %
HERELL F B T, fiks LB (MMSE, TYM-)), M4 (HbA 1c; NGSP1),
BHESMRI# R % 37X CATVv, MMSE 20/30Lk BAR R L7277 VY A ~ —fif %83
Nue Gy Uiz, WERBOA M, FEHMRIC X 5 WG EFMi(RE R ST A me
DSWMIH) & i CER AT O#E 5 & OFEHERIRR %475 72,

[454] HbAlc 65%( NGSPfil)% 7 v b+ 7 & L7234, TYM-JRMMSE# 2 2
7, TRIHH & S ICHEERBEE RIZE Rdr o7, DSWMHIZOW TS, TYM]

LMMSERA 7, FTHEHE LS ICHERPEY RIZE o7z,
HIMH L CRBOMAT 21T 572 £ 25, TYM-JRMMSE# A 2 7 I2H 7%
B RN E o 7278, HERIEEE CIITYM-JOREIGAEE CO A, A I
Hosz. F7:, DSWMHZ L — 258 < %5 &, TYM-JRMMSE# A 2 7 IZHE
R R E e r o 7275, TYM-JO R, MMSED a4 ik IZ BT O R,
AREIBNTHo 72,
[#a] §NToRE

70D EHE D
-4

Eia=)

TR — 1\ REAIAR AR L ST A O T R .

o

PR S 55 1 5245

P-005-2
MRI_E DA BRMERINE LIS 7 ILY N7 —
h

RREICH BHEEAEMD) XY

YRR AR, RIS TR, SR BRI B e e
Fov AV U T3 VR IR BENE
OkT*“Fl FINEE—T WIS, aiEm!, Sk, EMim—2,
SRS, BARE R

i EE YT AY = VBT IV A % —IRAD)EE 12 BT 2 BABERE O AT HIHI1E
RET A LGS, PIRRAMESRE L L CoBEIEO T REMIC Ob\fﬁﬁLﬁ"“iof
Wa =7, ADBEEMINE 7 I 0 A F7 ¥ ¥4 8F — DR, HEFME

VT BHISERA B W L) i b H Y, FURSEOFERIC &) Rt ~ > Mfﬂﬂ
BaEN) 2BebHs. Z0OMHIZBWT, ADEHEO ) BEHZENMINL) A7 OEEL
W Bl L3EEL%Z 5. 4, ADBHIZHF 5 MR T2 565 W% C o 4 YN
il (microbleeds; MB) & B2 A ML O B 12 D TiRET L 72 AR © 20064510 5 ~2011
FOHOMMIZMRIZHRIZL, 26 MEEBBISE & 17 > 72 ADBESOM(TIFHTEIE, /g
57151).  RRAVESSIERT |\ GRS B OB & A 2 BIEkRIb L7z, Jiik  MRIT2'H
1R ;rowrmuthB% 2505 "MB® ) #"LOfHO " MB7% L" 02848 L7z, 1) MRI
WERED ) AL 7 7 & & — (Wit - Y - BIUE - SRR - IR - LSRN ARER) B & O
MRIFT BRGNS 7 FHH%E, ERE OFazekas S8 A 37, T ESHEIIRYZE) % 280
T L7z, 2) 2EDINQFHZENIIN, FiEZED TR BT 5 2B DRI O W TR BN
WHE L7z, 455 - MB& ) BEAS16BICF579.85), MB7: LEEA64BI(F-I576.2i) CTdh - 72
MB® V) B, SMEARE - Wi Lo T 7 FHEGHE L) OBIEE - FERZ OFazekas A
ATPHEICE o7 AHELHO A XY NMBd Y B, MB7Z LE) @ Bz M 06, 3
Bl), MiREZE (36, 4f§J> Thotz, ZEATAT 4 v 7 HJFHTCLEMBIEEEZE AL -
HEOVTNORIEIC S HEL T h ol fia  MMEEEOBED R WADEHIC

J‘vL*TMBtiZEFLAV\J@ BB AMIMEED ) A7 TRV RIS,

P-005-3
U & B E MBS AR ICHISREEREE 2 BT S € 5

45)\7—)\54‘75!2%-( AP R RS B, PEE AR N T =Y a v
h, SEIRER B A R RL S, S TR R A R e

B

OH#IFE—, I“I:HﬁfdJ\z EREIEZ!, AR, PG,
ATHIESE, @A

(H] W% 07 304 FIEHEO IR Td 5 F3EMENIL (MBs) & 5 B

/NMEZE (CMI) A TSR REIC G- 2 5 R D,

5] “PRc234E10 A 70 52646 A Lo MR mi sk & ARt 5 17z
BE12080 9 B, FBHFED I A7 & 0 V118 % B < 109% 2 MRt o S & L,
3T-MRI ® Susceptlblhty Weighted Imaging (SWI) T MBs, Double Inversion
Recovery (DIR) T CMI % # H L 18 % % 3 X 72. 7% B MBs ¥ Microbleed
Anatomical Rating Scale (MARS) # & &2, fi%% (% L, 19f#, 10M8L 1) &
iz (Lobar, Deep, Mixed (Lobar+ Deep), Infratentorial) %[5 L7z, #ieFL
WAL AHEGE & L CMMSE (Mini-Mental State Examination), Ri¥HZERRE & L
CTrail Making Test-A/B (TMT-A/B), iEfEik (B - 50T A HERICIT -
7z.

[#55] MBsOEER T, 7 L4144, 1916474, 10M6LL 214 CTdh > 7. MBsD
FRALHITUE, Lobar 2844, Deep 844, Mixed 3144, Infratentorial 14 CTd - 72.
CMIFsEIZMBs 7% L M5%4, Lobar MBs?®2%, Deep MBs?® 144, Mixed MBs?D 9%

TR LIz, MBsd V) BRI, 7 LEEICIE LB (@4 - RESET) (0 = 001)
AT LT/, % 7-Mixed MBerCMI&J ) B, Mixed MBs+CMI7% L

BEZH LMMSE (6 = 001),
PHEIET LT,
[#] MBs X CMIIZ BTTE AR 12

TMT-A (p = 001), B4 @4 - 5EHEE) (0= 0.01)

I BE A 5.2 5 2 L AVRIE S 7.

P-005-4
T IV INA 7 —RIZBHGE

KRR FE AR
OACRhS, BRI, 4 RHERE, J#IJJ@‘F, KEET, AWHIEA,
ARFAR, AL Bk RRAERTL, RNEGE, REB]

[E] ADIZ31T 5 WMLASEG RS 3 & O MR 20 R 3§ 5B 2 W 5 21
T2,
Uﬂﬂ zooeﬁ 2012$L ﬂ%a‘ L 7= B~ 4 i D AD L E TQ)24E LU Lo
HEAEIEE, ( SIFICMRIZ 1T, Q)WFERERY MM SPEC T AL % fifT L 7238431
(%1615]/&2215“ q:i’J$Mn778FE)%i‘J%<t L7z, KBEERZ X, Fazekas scale
THH L, GradeO% FIEEZ 7% L (WML-), Gradel2% FIE#ZdH Y (WML+)
L L7z, BMIMFSPECTH (%1%, SPM8H X UFineSRTIZ & V) f##r L 7z, WML-#
L WML+ CMMSE B & OV it i o #2 k9 241 % Wilcoxon O JIE AL 5E T 1
[ aByAN
[#550] 3861rh124%1(63%) I WML % 2% 72. MMSE & &0 & ix, WML+
TECHBIMT L7z, SPMBMNTTI&, TIHE & b prisz ;i & M 5HSE ol i i
7b§1££TLf:fﬁ, WMLAHEECTRETH - 72 FineSRT T 1, WML+ T i B Ik
1352 T e =1 ) Wt R PN T K 1 R A e e S A DA
[#37E] chETeld, ADICBI mWMLﬁ\ﬁuyﬁﬁmumu.La BANHN R 0
HEATICHET 5 2 L2 WG L7z, SROBE T, WMLIGRR MG (75E3E & [

FHIENMIER) ORERFIVELIC O EET L2 LA oh Lo

(AD) (2 f 3 AEMRME B ERZE (WML) DEEFRAVE %
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P-0055
Flow Mediated Dilation (FMD) 5 5 & 7= 3 %&IE B 3 OO I & P i #%BE

PN N Tt O HW&WH% N
OSZAEAd, FEHAIFR, T, AR B, BIOEER], EHIA,
HjH S A, T HES

HEy 7y Ag <= —HEHE (AD) b IMAEMHREAE (VaD) & A4 EY
TR B B I, BEPRAG, FREIEE, JE, B, SONEZ & OBIRIELE
BN ASEAEY) A 727 2 HDHISH LT 5. Flow Mediated Dilation(FMD) 1,
IR M N B ARGE % 5Pl C X 2 A CTH ), Wik BB IREE L2
Th HIMENERREEEZRINT 2L L THHE SN TwDS. 22 T4HH
F 4 IZFMD % HIV:TAD, VaD & Vo 72 B5IE & I N R B B 5 o0 4% % S
L, F7/ZADDJFRIA T — ¥ & &5 amnestic mild cognitive impairment(aMCI)
% N2 72 ADDIEI & FMD O BIER 12D TR 7.

Jiid MR O RRHEEN R & 75 L 72605 DL Lo AD216I, VaD16#l, aMCI17#)
K Ucontrol (NC) 2261 DA% % it G2 %5 #E O FMDIE o M T N AD D i B &
L CHsE £ 5aMCIEE, ADE, NCH O3B TOFMDIEO ik % — It 5 flsr
i & TR L 72,

WA BBEOFMDIE O = kR 21k, AD 433+293%, aMCI 460+
302%, NC 585%247%, VaD 300*244% TV, ZEILETVaDEF & NCH
O ARIZHEH (p=0012) Z#w7z. ADEE, aMCI#, NCHOBHEEE O IZ
BIF 5 TIZFMDIZZE T A SN h o 7.

W - FMDZ H\W 72 4 B OMETTld VaD#E & NCHEIZ A 7252 o VaDIZ B 5
MAENEREEDR SNz, £72ADOIFIIC B 2FMDIEIZ B A G TIRAE
FNERRD T, ADOFH & ME N E ORI IZAHB A VAR S 7z,

P-006-1
HIRTEE DR IR E RS RE (C 5 (T 2 EHTIE & BB EEROKRE

VESIUREE S b IR AR, 2 TR R o AR A I SE T B RS MRT RS T -

PR P )
OlARER!, M=, mepfE—pt Fk? !
(B8] k@S EmmE, BERE COMMIRE R EOEFREROA L LT, BAREETIC
ﬁtféﬁﬁé MR A L Wi nd 5. EEBES TG ORI CIHERIC G2 2%
BRARD 120, 65%MJ:’HT%’<& LA RIZE I B\ T, BRI & SR, Rt
fiE, BEEMRIIC & A KM voxel based morphometry(VBM)F-#: % v CEH L 72 Bk
HERH L OBEIC owﬂmm
[J58:] 2009410 7 1 H B 1 *Aﬂm TS 2655 DA LC, AR BRI R (B2
BEAEE, MHENEHES R L ) JERAVES, EMCTH EBHL 2% 09 5, 201041 15TH%K
MRIZHETE, W7 —F7 7 7 MORIMERE S L OFEENRE LRI 22848 5 5 L
L7z EEHEEOERILE2EDL EAO1RZ05 M EoES % LED BT T a i e Lz
HEBEEOH ECTMMSEIC & 2 A5, GDSIC & 2 Hifikéfe, FazekasZ 2712 % A KBHE
EDTEIER & LB L, VBMZ B\ CEBIBEIC L D MKAEAEROERI OV TIRE L7
[48] SEBEEN S 2% (HB) 1293% (327%), EIEEARVE (B LE) Z1914T,
&Y LI B L THBICERDMLC, GDSA 3 7K T, Fazekas A 2 TIfETH - 72
VBMIZ & 8T, 4 LBEESD DR L I L CBR, Fla it L EORE, olm e
BEOKAEARDHED LTz, HEEHICTE, 2 LEEEER TOMMSEA 3 799283+ 1351
PHAT2TEIMET L, GDSA 2T A9+ 264533+ 2812 L5 L7275, & ) BEIZIMMSEA 2
TH283*145A 5283+ 1584, GDSATTH20+248 521+ 24 L FETH 72
[ea] ®eEmERE C BT, EEBEIERN, BHEES X OMBEEL, KAEEGL V-
7oRERER), FEMNIE OWE CRENICIERT 2RSS ), RIS EE) % BEOT 28
DHADLERNEZ HND.

P-006-2
BMEREE 7 VYN T —BBREDS Y ERCHST 50 7 ~PETEREAL
T ARE~

U R S é.\ﬁ)fjﬁ FTA A=V Y TR Y Y =G T A A=Y Y T
RTAT T A, LHUERIR SRR B AL BRI e v & — R AR

OFF e, BH L a1 miiEE uNR—ar, FE R,
IS, fOE AL, R ]

[H&Y) BIFE (Hypertension : HT) 137 VA v —HIZRAIE (Alzheimer's disease : AD)
OfEkRT & L’(%I]Bﬂé?b ZOHBENE R AWAS D TER . BIENS 7 EHREE
WIADIREIZ LD &) 155 57, PET - MRIFI§% HvCiat+ 2. ] #4%12505%
VB8O A DT 4T, AD WREE RN ABERERSE (Mild cognitive 1mpalrment due to AD : MCI),
%% (Healthy control : HC) MFM55% (fhoiBE B dbib) & L7z Jﬁ?ﬁ?ﬁ*%HTﬂ)
AT e, MREOFIICH TR b o 7z, AR OHRE Iz, "JHEWT%’F‘R’
TMRIL, 7304 FPET (C-PIB), ¥ ¥PET ('C-PBB3) ##iif7 L 72. MRITIRiL m@f
R CHI &5 Microbleeds (MB) %741 ¥ b LZOITHANLL. PETTIVMEEE %S
MRFAH L L C#MfIStandardized uptake value ratio®Fi{§% fEW; L7z, PIBPETTIE7 304 F
HEROAEZHENIZHE L, PBB3 PETTIE RN BEMTHMHEL s v ERORIEL L1
[#54] HTH#EZ24% (AD11%, MCI6%, HC74), JEHTHEE 314 (AD6%, MCI9%, HC16%)
Thote., TO2METPIBERBEIZN2NI4 (625%), 14% (452%) Th ) WEICHE
li&fl*ci HTHCIEIEHTH I, Mini-Mental State ExaminationZ: & O L\fﬁﬁﬁf
[ ICRRARREIC T AR S (p=0025), FMBIEAET 56174 < (p=0.042) PBB34ER
i (p=0043) THotz. SHIZRHKTATY, PIBEMBIER CTIXIEMEIC MBS 5H
A% otz (p=0007). L7 LPIBERMEO29% M- TAa AL, HTH - FHTHIZZ NSO
HEEFRO NG o7z. [fih] HTIRMBEIIR 4 7 044 ) ADDEMRER & % b
BAA, 7304 FERELEWNAFSHEFLEL SR, HTIE7 S04 FERE ML T
TS 5 2 & CMAERER S & IE L BARRIE T IS F ST 2 iirs s 5 L E 2 1.

SE55%& B (2015) 55 : S246

P-006-3
BERMEE (6 5 18F-AV45 (Florbetapir) -PETIC & 3 7 3 O« K&

lEINZﬂjt?f&ﬁ/l\*ﬁﬁl% HIEPIRE, PRSP > & — RARE
MUEE, SHARBEBFRFEA IR R R R, H AR R K R e R
ﬁia"‘l’]ﬂ“‘“

ORMEHITF, Ak B2 8 RS KABES, AR

[H9] NIA/AAIZ XY 7y A < —JR(AD)DZB IR HEDLET S, ADIET 304
FEADBMANOEENLIHTE Y, SHI28 78 vy i L ikkEE, %Lfﬁi‘x’u%

i % A TIRFCIIC SIS IR OBEE & 2 O R L L TORAEIZE 2K
TEH#LE (HAZHE D\ T AD O TG R M O SE 1 HSE & 72 o 72 "lﬂ]

o RN A L7 3 04 FORlift % [BF] -AVA5(Florbetapir)% V> CEFT L,

BERERMIEE (MCD), % BB O L THET 247V, i OIS, 6 it
L O E T -7z, [Ji#:]amnestic MCI & 17 S 1728618 X O'HC 130 Z %% & L,

BEHMRI (VSRAD advancelZ & V) B AFENI7E), #i#E CHMRA(MMSE, ADAS J-cog,
Moca-]), ["*F] -AV45-PET % Jif7 L 72. V) 4 > FEHE£50-6055 O B L OSUVAE
BLUOSUVH/MEILSUVR Z 5 L7 3 b/ FEROIEIEE Lz [#E] AV45E;
HBIE, HCD23%, MCIN50% Tdh - 72. MCITIFSUVRATHC & Wi L TH &Iy
Lz, BLOHEIROME T, misEEE, SEATRE, B, MSEHEE AR
LN E R 7z WEERRE, MMSE, ADAS, MOCA-J&RIA a7 B L O FAIEN (2

IEFE B & VRS IMCTE HCTH B2 B 728, [OF] -AVASER &, #Ek
FitB L MR LA I 712 X 2 BAHEFEE I3 A 2 HEERO b ko 7z,

[#3] 7 304 FOERICZRAELA WV E SO TV LS, BEEC R
BT ARD ONBHEB S H Y, SHEERG LI BT2ERBPRONZ LT,
SHESUVRIZT Tl { LI C ORIl b BT 2 LEDH D EHEZ LNz T3
O A FOER L BHEREDE T ICHIBEA o722 &1d, 7 I 04 FOERD R
RICEATLTBETVAZ L L OYHEARIZ SN

P-006-4
SRERENAREE M wave intensity (WI) B4 IC & 2 SR A MR ENREEFE

VELL SRR IR R R, RO SO RO, SRR
HESEER RS RPBEREAAITGERE MR, RIS B R MR AL
vy -

OmAMz!, WA, FEAE, AU, iR 77 SiEd,
KBRS, R IE S

[# 5 & BY] SEEEIIR COBE i Dopplerilc & A Mt kI & = a— k7 v ¥ v 7ikic
& MBI % I 2 7-wave intensity (WI) ST 1, Ol S ORIER & KR & O G
DOFEAFMTE, BHIIRCCA)TOMN A, LB ENEH SN T2, BEENIL
TRENRERAT OIS, O vasomotor toneFF D T REMAVRIZ STV 275, FEMIIEA
WITh s, CCAIMAMEBBIRVADWIRN %, E#H L RREATH, TN
B ~OISHOW L, ZORERLHSHITLILEHNET S,
[J7ek] #emBAL0f] (23615, FH41m) & RMmERE 4 Lk & LR E105 (65-91
i, PIT9R) Eatge L7 WIENTIE, HAZ7 0% Prosound F750DUSTH4158 T % Jil
v, WICCAL VAT, W & A&7z, FFE, DiBIIR CWIEEAT O W gtk & R,
DRM & O JUHE D5 % 5 & SN Hnegative area (NA) %, W L EEHIZBVL
T, CCALVATIEL.
[HE] QWIHAT - E# 61 Clx2BICCA L VAT it Ch o 72, HEBITIX, CCATLHI
WEES, VATIREBEOHIITEL b BYE L 73 G0 MU BE R 2 0 7 & 30 ) ARF
M RETH -7, b) NA: 1) IEHB - MEEFEOFHMETT =5 2NF 7 1 7298, CCANA
74%90 mmHg/S?, VANA 31+2] mmHg/S?%, CCANANHEICEMETH -7, 2) HE
it © CCANA, VANAFE\ZHRBHE TRV EIA 2% - /2. Dural AVFtPafﬁUTTRMT?JfJ‘J% )
nrz.
[ M A 2 SEERBI IR WIRRAT (2, BBt O B o0 S35 P I B S 00 FEAR R (1 70 o
P2 LRI ik & 22 BT REME A S 5.

P-006-5
BREBRANED T VikE R B - 3T-MRIC & 35

'EEAERERE R RN, P BB R TR
TG HRE

OfftFw—grt, BTHIES?, ftE &L H0 ®! 8450

[HEY] REMENEY 7 Vi (cSS) 1, M7 304 P (CAA) BHED—
DLLTRMENOOHL. 1, y%li@ﬁu%l@hgmﬁuﬁidx‘lm (CMB) $CAARYHE
EEZ BINTWDAS, R & R OE & 1 IRAENC B 2 INSERICMBIE, e
HERNME & & DIZCAAS S L T2 WRED R STk, 4, cSSERiEER
CMB & DBIfRIZOVC3T-MRIE#E % v CiRat L7z [FE] @ikitmsEs AL, 3T
MRIZEE Osusceptibility-weighted images (SWI) CHEEOMIERICMB % 380 728561 (i3
[RIZHI41G), RET44B) OEZEHAIRE L, SSOMSE, #, EiEEE &2, CMBO
AR & OBIRIZO VTG L7z, cSSOEAEEE L, Mk LT % %, 4D L4
e & L7z, CMB® 434 (¥ Microbleed Anatomical Rating Scale (MARS) % i\ CEFf
L7z [#5] 856114851 (165%) DFt35OMHIEZCSSE 7, ZO14FIH D116 (786%)
HMERBICTH - 72 KB iob\’(cSSzmdf)% I, i 2 PR 78 541 1 v 11 451
(268%) &, RAMOAAFIHRIE] (68%) IZHANTHEICE o7 (p=0013). SS% 2D
7RAERD3FIETT, Hms‘%‘?ﬂlCMBsfJ‘WuKMCMBxlV)%%’?ﬁ‘of_ CSSIZTRTHIE 12 i
L4 CROLN, WA THIBELE L MEREIC S o7z HHEECSSOHIE L, MLERFI T
1LEIR106 (91%), RATIC3BIH1IB] (333%) ThHo7z. 1B1dH 721 DcSSE 7D % F-H
PSR, INSERBT27, RABITLITH > 72 (p=0065). cSSHrIEBEILIETEREIZ I~
TEMFEACMBRAHEIZL C (p=0023), FFICHERE L BEFECHEELROL (0=
0.006, p=0.008). cSS% 7B HMHENDORERCMBOFH 1L, MERFET63+84, i
ARIT330£167ThH -7 (p=0022). ] Hu%mfgﬁf@(ﬂs RICMBIZcSS#% 1 9 )
T3, WNZERRBEICMBIZcSSE A ) EH & FEkIC, Z2OE FHEIZCAANEG L CwaTT
ML H 5.




EE56IA] H A

P-007-1
VSRAD advance AWV ZINPHEREICH T2 Y v > MiTRIR TOREE, HER
Li(OL: 5]

PETIR B SRR

II-_L\I 3 =1
" Ju

VEDSLIEBERE BRI v 8 — AL
& —  BEIRIFTEER
KB B, 2

Ofsy i1,

(B8] MiEOAFERT, bivbIUIREMIEREKEE (NPH) BEORAE, HEAHE
VSRAD advance % iV CIEHT L, RIACHIZEED - WEEROIK BRI, /)vwx"‘wRH
HERIT, SAMESONEARET MM THL L FRE L 41, biLbiLd,
INPHEZIZBWT Y v v Ml TOKAYE, AEEBEO%E(L% VSRAD advance%ﬂib‘fﬁqc
#r L, VSRAD advance ® #2515 54 H Tﬁi’i”l‘?& S U7z, k] INPHE #1060 (definite
iNPH (DINPH) 8ffl, probable INPH (PINPH) 26, 752+54/%) TVSRAD advance? f\»C
IREVE, EVEARERATL, ZA 372 EOBRSEME L O T 3% 5l L 72, DINPHEC
I3 % v Miffic, PINPHEETIEY ¥~ Mif% %€ 31O VSRAD advance® Fiififs L, &H#T
WA & FRAE O %H:th. FERAEIRIZMMSE, iINPH gradlngscale (iNPHGS) % filv»

TRH L7z, [#55] 1) |: DINPH1# & PINPH26I CH B DM S HAARRTH > 72720

E@Tﬁﬁwwﬁﬁw@“/nt 2K B % - DINPHEE T, SWJTM\/HE 5, THCHEO
IREVERRAHIL, SHITY VY AROKAERRPIET LT, ¥ v v Mk, 66T
B HER, THCHEOARMET L, 3BTy Ve AR OAERES L 72, PINPHEET
1, 2B CRRr M, WIEORRAHEML, 1TV EY AZROFRASET LTz, ik
BEHICEAETH o7 JHERH - DINPHSBI CEMMEROHIEAREAETL, ¥ v ¥ Mi
BIZIBICHEMAIEI L 72. ODINPHEOFHMMSEIX, ¥+ ¥ MiRi# T2 21205250,
237+65, INPHGSIZ69+ 18, 3130, PINPHEET235+07, 245+07, 35+35, 3521 TH»
2. [#a] INPHO BAREER 1L, B A8, NASBOIKHEAEEME MEL, VSRAD
advancelZ & % KV EAREOFMIINPHOZII B L O ¥ v MO AR % IS 2 A2 B
THREEZONT

P-007-2
BEEHE - HRELT > V VR E AV ZFTD EADIC 5 1F 3 KBHRZE DR

VA FHEAIEL, SR AE e S S A0 Y 5 —
OMEHE N, Figivo 72 AR S, I B i—
R, AR, BEIEAS, HILTE

[E#9] Voxel Based Morphometry (VBM) 3 & U\lefuswn Tensor Imaging (DTI) % fi\w T
BISEMIBER R4 (Frontotemporal Dementia : FTD) 1281} 2 KIMIRZE QR # % Hiat L,
Ty N4 7 —HIEBHLE (Alzheimer's disease : AD) k@lth%ﬁ? [Jitk] FTD&E#42
B (behavioral variant frontotemporal dementia (bvFTD) H# 1961, semantic demantia
(SD) HE£9fl, progressive non-fluent aphasia (PNFA) BE141), ADEHZ29611Z% LT,
o UK B AR AT A & SHEMRIE % % IV 72 Bi 247 o 72, MMSE, ACE-R, RCPM, FAB,
B, GRDE, WABRGEEMAE & M1 L, &REHOKBE R L7 VBMIE
SPM12/VBMI12% fi\»C, DTHEFSLN®TBSS% Hiv:C, FTD# % control 36615 & O
ADZ%J LT L7z, [#648] byFTD, SD, PNFA, AD, controllk4BER 12 B\ T4
CHEEIRO N o7z, MMSE, B, WABKHEMAIISDICTHRICKTL
TW7zdt (p<0005), Sz H A WRCPM TR IZAE 2 Z IR0 SNk o7,
VBM % fij\2 7z control & O Jt# ClEbvFTDIZ B\ T BRI WIS RTH 5/MUTE, Fr 35885,
B, JRARE, BB SRISEIEO L VP, SDTIRABMICMBESER ), ES &
], RARIIC, PNFA TR/ BRI BIATE S IMUE ), Frais, Bic 072(p
<0005). F7:ADEFTDEOIEETIE, SDIZBW THIEBSLRKEOZE D7z(p<
0.005). ERES & OHFMIZROIZ B\ CGMEZHIE L 72 & & AL RIRIE S L O/
HIZ BV TADIZH L TSDIC THE R T 2 32 72(p<0.005). TBSS# fIv:7zcontrol & ®
P TIRFTDRA B\ CRARBJRE,  FAOR, SEIRROFART 22072 (0<0005). [

7] VBME{§1X, bvFTD, SD, PNFAR&EAFENIIG U2 R4 R 2R & & b
|2, FTD#, ”%L:vaTD;BJ:ZfSD’C“liF’&#ﬁTZllio‘b\'fi'&’i’H'Z)ﬂ’%’ﬁ“ﬁﬁb%ﬂﬁ%ﬂﬁ@

BENEAD L OEHNCHHTH L 2 LAl S s

P-007-3
Phase-Contrast MRI% Fl U 7z B IR A B O BE A BV AE DR &S
J_(H‘JWJI_H“I HHENEL

Oy %2 ITH M, @i % JF LTk

H®¥ : Phase-Contrast( P-C ) MRIIZ & % ffitEhi& (& INPH TRl ST & 75—
EDRRIZIZE > T, 4l P-C MRI% W T =K ( Evans'index >
0.3 ) & HEMI A ZEE 7 €T RESMU % B ) BATREBI( LVE 1281 26l
«@J B2 MET L7z, Jiik: LVE 1661 (2617) 1215T MRIIC X 1) $ERARIIRIE S
X %retrospective cardiac gating{® THifT L 7z. Velocity encodingld, H/7K i (
AQ)EC27 ERFETHE(C2SAS )& $1220 cm / slZi#E L7z, iINPH% 5> 72961 T
X5 v THRERRI R CRATL, SpliEs T %:Ffﬁﬁ L7z fE#H(N)BAIZAQD
HTAT - 72, fEFTIE, AZEM #software & Kleidagraph# Hv 72, F33E, w7
(RMA ST ) HE, #h G S RMoJ5m) SR, o,
FREESRNE, WG] (B2 S R i) EEdRE, SRR (RBMA» S0 )
) SREEHRIE, DR PLERIE R, TIhi e, B, BT e i,
AR, GUERDE, DU R, DRORUI IR, DU LR R
P W R & &2 AQ L C2 SASTH I L 7z, #ah B ik o g & 1-way
ANOVAZ w7z, #i8 - AQTOIRYIAEEIRIAIE, N(3.348+0.1802 cm /s)IZ 1t
L CTLVE(2.058 £ 0.1541) TH #:(p=0.013)|2 /] & 22 o 7= loverlap Z i8> 72, YLt
LRI ARG 2212, N(-1.291+£0.1418 cm / )2 ft L TLVE(0.9136 +0.1574)T 'ﬁ
H(p <0.0001)12 K & { overlap i 72 72 2> o 7z, WA AL AR A o 2 4R 10 22 1
0.0624 £0.01872 ml / )it L TLVE(0.05071 +0.02929) T4 #(p=0.0006)1Z K 3 l/‘
ﬁ‘overlap% 207z, C2SASTIE, Py, Py L PHHELZ IRy v 7
‘ﬁ“(ﬁ = 7{ & o 7zdoverlap & R 7z, ikl T > T L2060 TN M 5
B MR B R O A & AQD it O IE BT IR TH > 72, &
i '4—'ﬂuﬂ(LHlﬁﬁH?fﬂE?ﬂﬂEmﬁ?}%liLVEfD FRIRH A H 2488272 0 9 2 T RelE
DR ST

o

PR S 55 1 5247

P-007-4

SheE D NEER] REMEES 1 ITEIFEH), RUMRIC K 3SR

E BRI > 5 — N

O IRgE, INEEkEr], 1EARDT, AT, CEEE, AHER,
P EEBECHS, PHEEfEE, MULNIADWFZEZ Vv —7

[E ] Do peys, G851 - BUSEEINX &M IZE 2> TV RS, ZORUGSIREE
I FOREMEEEZ DL ETORERELR 7 779 —Thh. Hto TARIFEIR

EiE O [EEH RO A O 2T A L2 HE Lz [DiEk] &t
SUIEREREER A T v 7 4 7434 T, ZEBIRDS L CEBIEHIIZIER. PCTH
R A AL, DEMBE (BEICO 725 RS), UG (FF3E02Y
iR 3)Biological motion (BM: EEMHIL#E LR Ny b 2#ined & AH
BTV aE L) ICHZ, 208 E0JM%A5), 49BMnoise+ (Hiik OBMIRED
At random 7 i Ik dot noise M 272 b ©), DAOOE T 7. F72, 4%
SETIDOTLHFAMRIM 5 2 Hiefk L, SPM8% MW TR E A = — & LATEIFI
TRHE & DG Z AT o 72, Zhﬁ)fﬂ &t R O M R B RIKRR DT AT b L
72, (3] BM B 7 i 12 12100% 1EAE 127851 S 41, BMnoise+ T b AT
Holzhy, BUCEHE iBMnolse+u5K£'Cliq:ﬁﬂ50 msAEICIER L Twip <
0.001). BUSBEERHNE, Hbl, R RRE A AR & A B4 IEAH B & 7 &)f:ﬁf(%ﬂ%
r=041p < 005, KU7r=0.34,p < 005, BM, BMnoise+ifil Tl A 2 M
DEIRO ol —J, BER) 2 -4k @[E]’)%”J}Tﬁ“@li, SEFH LT
& HMT/VSE DR AR Y 2 — 21%, BM U'BMnoise+? )imﬂ#nﬁ LHBERAD
HiBl(corrected p < 0.05)7%i8 HALZzAY, HpE, FrRIFRETIIZ O L) LAHIRIX
RO ONLpo7z K] BMOBANL KT A N=psisoh T, L nEHF
Y O SBITEOB) X 22 LR E BTV LA, SROKEIL, Hivg
DBM D FBHNLHHEEE & MT/ V¥ O B Bvolume & Bi# %H 5 Z & 7R DT

Holz. HhiE, OB EvolumeDEAZEICHEET LIHRRTZHL 2L Tw
LS EDTEMBEDOREETEAHZ D L TEETHD EHEZ LN

P-008-1
MRITH R ERE KSR (NPH) OHBUEH T 5 IERIEREL AR (AVIM) £
EErEE

ML KA V]ﬂ PRBUK R BT R SRR RS 2578, SR
X )\%E%ufiﬂuﬂhﬁ‘ﬂﬂ LURRIF SLEE B \%E%Eﬂfmi&%%lﬂ?&%

STHEIZ, mEEE {EW%“HUI BoHEE, B, FLEM,
buﬁ%&st»ﬂ:l

[E 1] AVIM(asymptomatic ventriculomegaly with features of iINPH on MRI)Df&l K -3 & OF
ARFEE (RERINPHICER S 2401, %) GAHTH L. IO EHL2ICT 5720, AVIMO
AT, %?ﬁ(@AVIMTﬂ’E”*ﬂLK /\IEH;t FeE ARSI B 5 AVIMO
HEARIBER ST A — 5 — ovxfmﬁéuf%ﬁ%
i) Fi254 1 ~2 5 OINPHE S MIM B CHEMRITINPHO B % A
T 5 IAEBEE SRR ZHT 5 LB f b\f 267HiFRIT0% & MG AT E A AT 12,
[H5] PR26 1L B, BOMRk & VB HH Y, 25MiakA ik, AVIMOBHHEER - L
T2 b DIE68HITH o 72, FAch37 : 31, iy 1 THT454(534i53-88), BMI @ T 234(53
16-38), iNPH GS Cognitive : 0/ 37A, 1/ 29N, KE% 2A, Gait: 054 35X, 14 3LA, &A
% 2N, Urinary : 041 44, 1A 14A, KI% 10A, Evansindex : 49 033( i 03051), ¥
VEY AT KM OB KU T L& 5/ AR 53/6384.1%), BRSO
MRIZH © 37/64(57.8%), HHIMRIZE : 7/13(53.8%), EISEMESK : 7/65(108% ), FHER /R
7/67(104%), EEEE : 9/45200%), BLE : 17/49(34.7%), ﬁﬁ\(ﬁ 12/56(21.4%), &IfLE @ 25/44
(56.8%), HEFRIF © 10/49204%), NEEEEIE  11/24(458%), BEMUMRALENM : 22/67(328%), ¥ v
TT AT & FEHE LAEIREE 1 12/20060%). FMMRIBEEDE  FRABEAERE S 14N, AATREE 11A,
BHFEV-5LOX 10N, BiFy 7 64, CTTHE %‘)‘kﬁﬁﬁ 5/\ WAlZE AN, B3N, FithiE
AR2A, B 2N, 2O 1A, KRS 2ANEERE 2 &), FR26FEIIBAE, INPHIZHER
L 721 AOINPHGS D At F(AZD) * 0F(LA), 1,¢.i(4/\), 2,%(2/\) 3REBA), REEDA).
(k6] B BAR S5 A AVIMOBR ST A — 5 =120V TR L7z,

P-008-2
MR KB AEDERARRY - MR RSHRF ARG

RO SL AR e R PR, ISR SRR B ARV, SHRTRSER

?—[‘m[%-ﬂ'ﬂ TR - B [S I AeE s

O g, ANBEE, RHBER!, B!, BEIE, 5 FE
R S I A S S
[ H fg) 2 564 o 7K 38 5% %2 JE (idiopathic aqueductal stenosis: TAS) 13 1TF % JE 7K B 4E (normal

pressure hydrocephalus NPH)& OEH % ET 2FHnEETHY,
JEIZ DWW THIBH M EAER S A7 { e,
(k] 2004¢fﬁ>b20144fn B2z A L2 TASO HEBRBISHIC OV T, Sk, BRAER,
FEEMFTR, SEMRIFTR, % v 77 A FOME, FAiE fitkomEE KR
[% 2] ‘T‘F%Vﬂﬁﬁli& AREG6T2), Tho T WIIERISETR S,
Hot: Ll t%%éﬂ(i[zfi’ﬁﬂ EATHTH Y, PR LR 26T
EDy 4T zi@bﬂ:;ﬂﬂﬁ 17, NRIRABAT, B AT Like Th oz, RARERE 1356 H
WNcRBO LN § *KMRIfzi%m T & B =IREOIARE RO A, HAE zilfﬂﬂ#
WTRIEF IR T, RRKEMIIEEREED 2 IR REE I L 25522
7o, BB v 7T A N R HATENMERITE, 2TICBWTHTREOYEN RO b, ‘iﬁ
f?ziz@JﬁVP Yy b, BIBEE SRR AN, 1A RENINECh o7z, FlIMET S
ST, ith, SITHELTAREREOUENBO SN, IHITY v v MERRARLIZL S
ﬁ%ﬁ%u’im
[7m] TASENPHIE 4 < Bk ARERIC X AREIETH 2120 DAb 5 ¥, IEFFAICITEL
THY, BB ENTRHLS . MRIBIESITIC BT, SRS KOHELFIESTARL %
Bz h A EERA O BE2T) S0k ), ERABI AT, 25 IRt
BEmD LT, WRICED Z EPERLEZ SN BlY v 77 A MIowTidamidfs
HHL AN, KT AL TOEBMRIRE & @ S, LEIE U TR0
DHLETHH)TENEE LW,

B s v 77 A bR TR O
Z ORI W L7

L7
BERBEELHIC
SO b Tz AT




ERPRAHER
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FHREEREKFEDEBREICE T 2 RITRERTRECOVT

LEWR AR vy — wa"‘mﬂ me DM/& [
O&IerE!, Wind»h® Gser? HHREw!

[ B A9] REE IR o KEEGNPH)IE, 6 2 F00E & LG, HEHSNTwA, —ik
{1 INPHC XIS B L 2B O REE S H O & S5, 40, FA R
R BT 2 RRAIERE O ZAL % BRAG Lt 5 5. (7] SRS C RN == o9k
(Evans index’%0.3PA ) L < 1& 7 B TFREOAE M 73 KDESH)2 S 1), INPH=#
(BATREE - RIS - BUR)OD R L b —2% BT 2HER 2 05 & L7z, Japanese
NPH Grading Scale - revised (JNPHGSr) % fi\2C, BERMEEMGZ L7z, SBAEEEOFE
filli 1%, mini-mental state 3 5% (MMSE) @ (% (2, #i B 2 4% i % KO3 % frontal
assessment battery (FAB) HITHERE %%Eﬁﬁ@ﬁﬁbﬁ‘ﬁﬁ(BADS) % R R L
LTHGZz, [WEI S S Nod R EE I, RS IT», Uik L7220 shet
CHREHERSEAT#EAT(LP shunt) % JE47 L 7z, LP shuntf|2JNPHGSr ¢ —JH H L Eog#
% M 724E B % definite INPH & #2107 L 72, 266 D definite INPHIZ%F L C, LP shunt}:4f
BRI RE A & FEREAM L 72, AEH#ATIC 1 Graphpad Prism 6% V72, #5454
VBT B L OB A O BAECTY £ BEHE(R 25)1X, MMSET232+ 3847235+ 4.3 & [Atf
THhote. —7J, FABIE96+3005112+29L HREIZYF L, BADST U 7 1 — Ve
L76+38095 38 NFHEAUEZRD. FABO FMIEHTIX, [EEER] &
[Go/NoGol C#ihiabT\%, % 7BADSO T AT (AT 7S
gt LTz ] INPHICK S ALP shuntic £ ), % OB CRISEZEMEIR AT
LTwn o &AM L7 EERGR % Go/No-Gold BTSSP MR ASR A2 AU R & L
THEARINTBY, HNENHAT ANPHTOREL 53 L Cwb. MMSED
Sl L TARMEREEIZOWT, AL AR H 25— 5T, #ITLIERND A

Mz REBCRE SNDRMEEE, REFATE TR, BT S S onHEE
WAELZ R 5.
P-008-4

Bl SR R AR RIS IE 5 K ERAE (AR » 2

m%wt £ IA B R

Omfatis Viﬂ%?‘?ﬂl OCPIRGE, AERERRAG, (LR, R,
FREHT, MUEE, SE Mm% I 55, sk

B FEEMIE R KR (NPH) I ZRERHELREE DS ORFEOH.LTH S 2
ﬁ‘#zé NTwa. L LETHEOBEO I, FEEmHRK T EfT 2 ?Jﬁiﬁﬁ
MELPEET BT v v AV AEY, BRI THERICH 2 ) 2 S SIS
NLLEVIBRBEPEZHNTVES,

H - BERHENRE S A 2Rk L ) 2RI SIE SIIEZ T d 2RI SIERATRIE, SR
INPHEHZ RO SN a iadd 5.

xR 0 20064E10 H 2 5 20124E 12 A 12 4R CRol L 72 INPHE #3561 % INPHE: & L
7o, IR E T I R LION, ATHERIRRERN B v 7 2 HTELT0N % xf Bt
kL7

ik R B S L % Lund-Mackay system% % (2 CRIRPERZ L, 1R
BRSO HEER ORI RIS, 2% @ TE ORI RIERIC \iﬁ L;ﬁ%ﬁ iNPH#E & Hujs
EREEB L O Ny 7 288 L O E1T- 72,

MES D INPHEESS AN (B - oik=21 : 14, “PI94EHT65F) TIZRISIE 23 710
FE22N, 1IN, 2EANTH -7z, —THusERM (B =76 : 34, P34
W760F) TIXOEETTA, 120N, 2B4NTH Y, i Ky 7 ZBH8E (B ik
=84 : 86, FIEMIGASS) TIXOELI0AN, 18N, 212N TH -7z, a7 T -
7= 37— VHOEICB VT, INPHEZ IR R B H B S ST ST FE 72
BENL RO SNz (p=0.049).

AR MU R, INPHEF I I EE ORI R IPE R AL Wil
nrz.

PEARIE &

P-0085
EHSITRHEAVEHREEREKBED Y v 77 X MIRICE T 2 EEMNEE
2y

RS RS BMiRY Y & — AR, CUIR
#
SABRRA T, KA,

(ks

bR portableganrhythmogramPGR) ERWT, 8=% 79/ (PD) 08 ATOEELATRL 2 L R LT
A, PORYFVCIEMFREKERESS (NPH) &, F¥av bu-L (NC) PDEOKFORER LML, NPHIBIA
§97FAN (Tap) OBFEERITEDPEF LI

[

LiNPHT# (769268, 6%, fikL%, TapKAIIGH, EAMIGN) &5MNINCITE (616+4458, BHES%, kikod) Al
TeHoehn Yahr stagelll (124, 124, I8%) ¥ TOMFBEPDELILY (683458 Biis%, hi14) #rkeLr.
INPHTCI Tapifk, NCPDTI21EH, POR% %% L UBHOERGE o1,

2 2TOBECELNEER B ESEY kvt 27, KAIAEOKE L BHOBENSRENOEHZBEL L.

3. BITICIEHTY 7 b SERCHGAIT (S%{t%) %ML

[#3]

INPHT I, Tapii &*m@%wtmw NCPDIELC, INPHIAATH (B5U/) 49 <, Al diadll <,
IR (PRRR) bhapore, NPHTE, COZHROMORREROEEANCIHL GEEL T T, #CAIIELT
b, RENAELICCC, BRLHTTHLEAFPDL Y ot Tapftlt, EHROBANCIEC AL,

-, TapEAAITHE, NCEFLRRMEORE HRL, TaphiBiCOELAER o1,

[t

PORY MV L, HEAECORBHOLTRBITT A2 LAEA. PORIZLY
Tapll $ ) BAERT 2 BMAERNART -5 & L TSR R 1,

RATRBE  AEEN
MR, ST, AT

. INPHIRPDL Y b, BAHTMIALETHY,

SE55%& B (2015) 55 : S248

P-009-1
TIVY INA 7 —fR T ORI & & il E ORSE

AR RE BRI SRR Zfr%j:%lz IR B B A A
Bt s =, TR R AR B (R0 - BRI
O/MNB—IK2 B2, 6 arl % (jt';—u, FILFIE?, A%
%E Hﬁfzﬁ B T B2 RS, RIS, FE R
Z= [

[E ] #3503V CRRAESRIE O fEME T o —2 & LTH &
X ) o2H Y, FRICIMERANE L OEAZEZ SN TWD, —HTTIVIN
A Y —IHAD)DEHINT & S BEHE T 2 &) WS D A%, T ORERF 1L S
2T\, ARWFFETIEAD O i MG 5 & 5 U 0 B 2D TR R 1 1 (5%
MEATV, TOMFBUCBLTHL S22 L2 HE L.

[J7E] 20124E4 A1H A5 2 EMICY > ¥ —%ZH LzADE S L L, L
IMP-SPECT 7 — ¥ % Jl\» CHEaT F MM G N 2 47 o 72, WG L7227 — 2 1
Statistical Parametric Mapping(SPM8) % fifi ] L THAT % 1T - 72. B IEDH#ET
AD% ZHEET, AEl, MR, BEERE N T L LT, ahE oMt
WL 72, #aTHARIBIEIZp<0.001 uncorrected & L 7.

[ 5E] 1R L 7 RBHVE BB 1223444 TH Y, NAD L BT L 7201386%
Th o7z, 209 H¥BLIMP-SPECT # HifT L 72 ADIX43%4 Th - 12(EIED )
2060, 7L 230). ENENOFEICBWCERE LD Y 749+1005%, 2L
737785, p=06696), F LI (L 600%, 69.6%, p=05117), ¥HFEH(119+
314E, 131+234E, p=0.065)I2 B\ CTIHEH CH B LRRO 2o 7z, Bl
GTIAFIREIRE (70— K< Y85, 6, 24, 31) |2 CREIMEZ A3 5 ADE Tl
e B 5% 5Re 72,

[ a] BRI BB IX ADIC 5\ RS IILAE & BE34E L

| E L OO WA B

P-009-2
PiB-PETEZMMCIC $ |F % E3AIAE D IERFHIZ(L

R FFBFE AN E IR B
OET“JL/\ BRMZFRE, % AHESE, Rl REEF, RH,
Lk, RRAEZREL, FERRSE, ARREGE, AR

[EY] PiB-PETH; M % 7R3 EEHIMCIC B3 % FRAIFERE O FRAE M 2L % 3P4 L,

TN NA X —FERHTEADINDORATERE S AT 5.

[1i%] éur,h IBWTRIESRIMCT & B L 72657% UL 85 il o it <. (1)PiB-

PETH# 4, ( 1$F’MI Gt L7z, 2160 (Ba=813, FHERT75%) %

JIE 34 Lt. SN HIBIE &FLE B RAMR R AT (ADAS) & AT L 72, ADAS

@ﬁﬁﬂ‘]%ﬁft %Wﬂcoxonﬂ) NEAT A2 C I L 72,

FRAIBEREIX, PIBFSYEMCI21BIF 1161 (52%) TILT L7z, ADASOF

T[Eli?ﬂu“ 10545072 S 14E#118 45 L 2 b, FRIZLEIZ125Th - 72,

MR CHEE TR o72, E5I2, 56 (24%) AADICBATL 7.

[#3E] chgTw BICBIF DT 30 FPETORE TIX, #HEEE O

24%, MCID64% MW TH 5 2 & &4t L7z, 4, PIB-PETHMEMCIC BLY
% RIIRERE DRERF AL Z B & 202 L7z,

P-009-3
SRANEDREC K BEER b L 2V —H —DHBHRE

RSN Fites
Oz, {E%?;ZF" WE%% B, B, TR

FY - BRILA b L AL, BRHME RN B O FAE RIS G- L T b 2 e s
HENTHBY, TexbINTTICT VYN Y—IiEE, HbHW iHmJﬁl'Hl*i
P 727V NA < —iRBEIZBWT, BILA N L ADOMGAME L TE 4
[B], EERRRAE RSB AMELA L ADEENIOE, AN L Mﬁiﬂj%khﬁi
MET L7z,

Jiid  JEERAE (C) BE46HI, TV nA < —iF (AD) BR69BI, FIm sk aR e
(VaD) #2060, IREEZRHYE (MD) 2204 0t & L7z, ABEOFHE#R1L81
%, MMSEIXCEET278, MhoBETH 42005, 2108, 1945 Th -7z, FMEMEEED)
SirdetE & vy, BRbA b LA (AROM), HiEE{L/ifE (BAP), B LU 2okt
(BAP/dROM) # JLchieat L7z, P2 Tl o NIRRT E (7 v 7 3 >,
OV, JREEZR &) 12OV Th IR L7

i AROMIZCHE L LR TMDHCADHECRiflie 2 V), BAPIXMDECTHEIZ
T LCva7z. BAP/AROM M IZCHE & IERADBER MDD CH ERIK T 23R 5
L, BEICMDEEIZADRERC VaDBE & I L CO A RIS LT w7z, INIREEER
1EW'E b ADBERPMDE T T L, 45ICMDEETIXADE & MR THBEIZETF LT
Wiz,

i ARAEEE CTEMEA b L ADTLE L BB LI DT A S 7z RIMETE
Jm—*%ﬂumﬁrﬁ%m SRS L VEHE L 2, FFICMDTIRREELRBILA ML AD
BESEATA S N7z, ADRBRIMAE PR Z % & B L 2MDOJRIEEIZI1E, BELA R L R
DGO EETH B Z & AR éﬂ ERRTFHIZ BV TERILA b L ADBLE,
LEBL T LEND 5.
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P-009-4
PERRARMERSHAE IC B (T BBEX P L R
2L

WRERRS: At AR5 )
O(?k(%x:uj_‘ 7\7k~:)3i ERERE, WEKTE—HR, @M, IS
PIHERLR

[ B i) R % bk S SAHE O B ELE S 4ECTh 525, IMIMAFREECVD)A 2% <
TIWINA T —IHAD)DH AR S B HPBBRINL LD L. Thrld
SEOWIET, Z O—H & R ERRAE iabetes-related dementia:DrD) & 5E5% L
7. BEPRIG HUECIL s, HbAlcwifl, BERISREROSR Y, A > A ik
BID L\, MR OEMIIRESEOHYS A LNz, SHIZSPECTR7 304 K
PETCTHAD & E 8% 2T ARG H % 0o 72, 4 AD & BRI T
TOMNEUETEILWE, BILA P L AR —F — & Eat L7z, [5iE] BRT

ADEBW SN2 HEHEDH B, SPECTTAD/SY — ¥ %7k LMRITCVD® 72 W
% AD+DM#:, SPECTTAD/S% — v %78 E 9 MRITCVD O 7 W B & BRI 2
HRERE(L T DrDEE), £ 7228 RIS O A BE D 2 W ADBEDSEELZ A3 L 72 AD#,
AD+DM#, DrDHOZHIZB VT, NEMEMBIWETCHrT7 VT I, BY
VY v, REOME, FBILA LAY =5 —Tdh %R H8OHIG, &
isoprostaneDfifi & LBRRT L7z, [BER] 773 v, €Y ey, REOMEIZY
FNLDrDEIC BV CTADEE, AD+DMB L AR TEME AR L 72, AEEIET )V
73 ¥(DrD-ADR 5 & O'DrD-AD+DMHT), ¥ )V ¥ > (DrD-ADM D &) TH 5
M, IREETIEA SN Do 7z JRHP8-OHAGH & U-isoprostanelZ 2V Tid, &5
5 & DrD#CTADHE, AD+DMEE & Holi LA 12w 2R Lf’ % 72DrD#E T3S
OHAG, 8-isoprostane®j# TMMSE D15 & D12 BICEOMBEE R L.
(7] BEFRIIEERATIE CIXAD & 112 2 5 WEERBLAE 2 5 MBS, 5 b1
FRAENAFRLE LC, MRILA L ADOBG L ) @ETH L I LR S L,

P-009-5
HEBEEE DA E & & Wadipocytokines N DEE

M BURT IR BRI R PORE, AT ik
OMZRF5T!, REHH, LE B

(H#Y] FORRAVEEHETH 5 AchEMER I AWK T ORIEMNLS Y, FHAWNMDA
SERAREHIETH S memantineld, BT HICIEM L &Rk ¥ LIULHER 2 G55 &
DN D 57, BuCh-EMENEM b A ¥ Arivastigmine TIX BRI EF OHE L H 5.
Alzheimerys (AD) B 2BV BIHMEROARE I K1TTHE % KHfadipocytekine D%
B eI L7
(7] #5325 R0 v 7 G A L2 DMSIVAEIC THET L 2284 5 e
VLB (BN S BHE A 7 — V(HDS)201 £5.3,%, Mini mental statement examination
(MMSE)21.3+ 72D ADH# 145 (F:K=6 : 8 FHTI81iK). ZHHIAHAES (donepezil 4
%, rivastigmine 84, memantine 24) 4% 5-FAAGHT & %564 A 1212 B REHE (K, JEPE,
BMI), 48Dl A A O BIRERIM CIMiE adiponectinfl, leptinfEDIE, FRMBEAEHDS,
MMSE)D#Fii 247\, Wik L7z, %72, donepezil, memantine %6+ F [AIRkSEH %5
ZZOWTH R CRRICHE 21772,
(RG] 5B daTi/ % Cdonepezil WAREF O 9 H 1B CEETIC L ) hEB 2 &2 L7
bON14B Y WL TS E L7z memantineNARRKGERED 5 H#EFFHI (HDS, MMSE
EH120M) I THREMIMAA SN, F 72160 TIREMEISET LB —3 L ThEH
L, L1264 A#OleptinfliA™486, 225ng/dl& 5t flizR L7z, ZDOMOEFITIE
ki, BMI, #ffiadipocytokinestd, PIRFLAHI:T—EDZEILIIFEO Rpo 72,
(%5 L O] donepezillERIMERIC & 2 SRR T MR EHAICH G- Lz E 2 bk,
memantine®D R Z{L~OBEIL Z OVERRIT 2> 5 b ADDIMEITEELS & ) %72 2 T gt
% %; HEATHICORERINE & OMEATUMNC—E L 2R E B INIBUR TR & & B4R S %
BN D 5. PLRRAVER O ARISEET 2 ZNEHOFEROREL ZE L THVIT 2
Z%ﬁ%% LEZbNT

P-010-1
SEHEEDEI /=% Possible DLBO KNI > b S AR—F—2 2 FE AL
7= BRERAEAT

IER )\%E”"‘ JENAR S E R B RE, IR kRl FRAE -
Bl - T - iz ‘
BT, RO ATF2,

Ok %ﬁil, e

[Hy] EFFEED 2 L —/MERIERAVEPremotorDLB) & 7V Y /N < — i
OFHNT UL LITHEECTH 5. RBFFETIE, EB)EE O H 2727 Possible DLB
FEF R RX—=3 2 NG U AR—F —3 »F 757 4 (DAT scan) % F\VT2RBELC
L, BROFFEEZAS2ICL, ZOEVWEIERT L.

[J58:] A RIGEAT O BABEREIR T IS X, /8= F vV = X8 F 7213800 % B0
possible DLBD 2T & 7% - 721061(J 4%, ik 64, 76+4.7i%)TdH ), UPDRS
partll 20LAFT& 5. (DATscan)PSBR (Specific Binding Ratio © . #i4efdk /355t
AR IL) 12 T4LLT & premotorDLB, 214N E 7V Y A < —JFH(AD) & L7z,
SPECTf##T 13 LIMP SPECT 2 & W i S Wzl v » 7279 7 1 % %,
iSSP35 (Nihon Medi-Physics Corporation)% FIV\ZA 2 735% /1 v M4+ 7 & LB
[H] LEAC AT 2 AT o 7.

[# %] Premotor DLB#: & AD#EDUPDRS partIl 1366=09, 112+26TH 1),
ADEED JiHE D - 72 (P<0.05). Premotor DLBETI, 5GIH3%IAY, ADETIX
ERIPWENEFIERE LTz, MMSEIZ21.8+4.1:7, 21.6+5.1,01, il
f1E 383,04, 24*154E & #A37 ) 72, premotorDLBHE & ADE O ¥ ML %
FER Il % & premotorDLBEEIZADEE & Hlk L C/ARTBAEE Tl W IMERT % 32
07z,

[#am] £I%% 3 ODLB CIERIEIE M T 2585 S CB Y, EHidEIED it
{X N iZpremotorDLB & ADDERNZZZD b Lz,

SRS 55 1 S249

P-010-2
IMZ-SPECT###fTEI {5 & FA L 7= BRI SR FAE D %5

JA%?J:‘f‘J— TR b e R )
O+t e, ABAA, RII A, FARRME

[H 9]
= u)k MRBAVESRE IS BT, REAMRMI S % )W 5 & 2 IMZ-SPECT D
T I BRI AL S5 NAv. WAL, ZOFHAM%EMRI%
ECD SPECT & L LS 22125 5.
[J7#]
E1 [b7 L 72 Western Aphasia battery H A<GE/, SLTARHERGEERAEZ &0
T U AR % T BRI R AT S 34 2 P RS, P LIMZ-SPECT AT i 14
Td 53D-SSP (GLB)%, MRIUFATIH{% T 5 VSRADS & UF P Tc-ECD-SPECT
FEATH R T beZISE B L7z, ZNENKTHALOROIZ Z-score =2 & 7 5E
L, Zo5MorEL Bak L7z,
[ 4]
VSRADFHTIZ & 2 VOINZERGRE L, Z1h213.36/253/379Tdh -7z, eZISSVA
12 & BT TIE, severityl30.65/1.14/0.87, extentl30.63%/14.39%/1.30%, ratio
12006185 /14415 /00715 TdH - 7= EBNZ @S 2 AT H & LT, IMZSPECTT
1%, MRI& L OECD-SPECT & Ml L, A niSHEERRE 1 3 L O C D Z-scorefik
THREEARENC, REICHBLL T EBILE X OEBISTIE, IMZ-SPECT
ia‘ .,t UECD-SPECT T D Z-scoref T3/ MITHEE A & /LRI BAEE (204 L T\ 7z
[ ?}L L, AEGI2TIREMIBERERT ) 7 & #5150 A LT 7z,
A
IMZ-SPECT#HT %12 & 1, MRIB & OECD-SPECT T4 & b FI12, F9%
725 LAl AT B BESERR A 0 8 X O I OIRZE & R © & 2 T REMED D 5.

P-010-3
VSRADIC # |f 3 EIRILIESAF & B ORI O 5T

USRS - BB (D), ESHER L > 5 —
O/NVATE Y e AR, B A RS 27, S I«EH B
ANEFRETRRY, R, IIIHHFLF

[ )

VSRADIZ & % Alzheimerf(AD) DRI RE % [0 LS4 5 %, T 7 Wi LHE
a5,

[Fi#]

Bt & S5 LAD & BRI L 72 ERUEFIL580] (BU80m, wH78f] FHfFin60) Zige L
HEEH1580) (BTESTH, LTI, P68 & LB L 7o, 65T 2 4 4ERE, 665D L & mlih
EREL T AEP O FHMRIBDTL %3 % % ##4L L, modulation ® 4 & F i {b 0 f &
(0,4‘8,12.16‘20mm) T2 ) OB R AT o7, ROLEHES, WHER, Rk, REHERE, B,
BIGEYE, MISEEE, GHTHEE (RUEIEICRUE LZscorex Bl L7, KADEE, REHTIENSI2BIS
1, 1BEICEY AT 4 v 7 SERREHMT 2 TCADBIHIC B CHEICEWAROIZMI L. &Y 0
LRELZ I L 7:ROTZ > CROCHI# & 1R L, AUC, M, HSEREM L.

[#53]

HERLEREL AT}, modulation® {7H 3 FiELIZ0mm e L CHELIEL, ROI%
BLLIHE, AUCHR b ho72(AUC 085 & 072 FFEE 082).

FHAERTIE, modulation® {7V FHELIZ0mm e L CHEELILL, ROLZ Rk, W5, e, B
B, HIASEL LA, AUCH S B 72(AUC 093 B 0.84 FFELEE 092).

EHTETIE, modulationZ /T H 3 EEALIZ0mm e L TG L, ROIZ S, MEEeR piaEs L
7238, AUCH R D < %o 72(AUC 091 JEFE 089 HHEFE 083).

&)

B 4H O EHI A DA TROIO N B 2 modulation D A A ZEE L, FiiE0mme§52 8T
VSRADOZ WK 11 15 5.
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P-0104
In Vivo Detection of Cortical Microinfarcts on 3T MRI: Compared with Pathology

SRR AERPIR, PETASRE IR, TEREA S b S CRTEEH
3 AR ,

O g, gk, IR B EEEe—2 Wi, AR,
/h’s'ﬁunfit BT

Objectives: Cortical microinfarcts (CMIs) are associated with cerebral amyloid angiopathy and
correlated with cognitive decline. We reported that CMIs are detectable with clinical 3-Tesla (3T) MRI
with double inversion recovery (DIR) (i Y, ] Neuroimaging 2013). We try to compare directly between
CMIs on 3T ex vivo MRI and those on histopathology.

Methods: We examined formalin-fixed 10-mm thick coronal brain slices from 2 patients with dementia.
Initially, DIR and 3D-FLAIR MR images were acquired, and subsequently we examined these slices
immunohistochemically. To obtain high quality images, we determined optimal condition of MRI
including preconditioning and temperature (0, 25, 47, 60C) of the specimens.

Results: The contrast between cerebral gray and white matter was changed markedly by
temperature. Images were optimal in 47C water after removal of the arachnoid membrane. Using this
method, there were two CMIs and one subcortical microinfarct in 4 brain slices of 2 patients. All of
these lesions in MRI images were confirmed to correspond with histological lesions with degenerated
A f -positive blood vessels in their close proximity. In one cases, there was lobar microbleeds
corresponding histopathologically to accumulation of hemosiderin-laden macrophages in the vicinity of
a CML

Conclusion: Current protocol of ex »ivo MRI may become a useful methodology for direct comparison
between MRI and histopathology. Moreover, it is highly likely that similar small cortical
hyperintensities in iz vivo MRI represent CMI in the histopathology of demented patients.
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FP-CIT SPECT * MIBGY > F(Z & W EIT MR EMERRE D HIFE HEFE U A 72iNPH
DIEHAE B

EURST R NBRE, R T R AR BE A PR
O ', 1 %2 sk’

[iEUoic] INPHIE, AEATPERE L PERRHE(PSP) - AR BAE A MEAE(CBD) - 7 < AR % 1) Mk S BhiE
(PAGF) %y0/S=% 2y Vi EBRICEET2 LA RE ST,
[H0) 4, INPHEERI 2 XIS, N=% v VEBHORGEOFER, FAI VMV AR=5 =YV FT
574 - MIBGU Y v FIz & WIRGT L7z,

(x5 & k] at%id, INPHOBRAER - SFBOMRITR (K, M58 ERTHRIMLE, YV EyA
BEA) 2EL, 5y 77A MNGHOSEEER, WgERE, EEMRICMA T, BLFPCIT SPECT &
MIBGLMfY ¥ F % Efi L7z, 7% TldBolt 12 & A Specific Binding Ratio (SBR, 7 v b+ 7450), ##
TRE/MIE K07,

[§68] %40, =8, MEiTH, PSP%RET AMRITH, FP-CITSPECT (SBR), MIBGY »F (H/M
) USRS

fEfl : 55 OBfT B MRER R, - BT KT (352), 1B (266)
AEHI2 SR, A IR R, bl - I T (129), T (L72)
T3 BB DR, R I T (097), EF (297

R R, JARRAE, BT RATREE

B3k mEEBEEREE, 114 %0 LIRS

LR A I AN TESTVN

IR, CEAE, KBIRFASAL, KRILK

(28] 3EEEIE, =8 BBBMRITR - 4 v 77 2 MEtd 5 Probable INPH' £ Bl &Lz, 72
BEREMR - FA3I Y NGV AR= =Y v F - MIBGLFG Y v F A S PSP "L Bl St

[#3E]) INPHO 2481 IZPSPAET 5, §7 b5 PSPIRINPHO 72 2 HIEARE TH Y, #/ME L L TINPH
RETH LN,
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MIBG O Y > F T 57 « TERET 229 2@ TEMCIOEKZE : DLBAD
BITICOWVT

S| E b A . N
O/NREZ, TGRS, /ORE%, BE L 49 8, FREN

[HI] MIBGLHi Y » F 279 7 1 THEKT 0 d % s REE R MBS (MCD)
JEBI D Z DHROFRRFEE Z M L7z, DIRB X O] ek 4 3 2 28k %
% L72HB#ICMMSE, HDSR, Y 3— 3 — FiTjactatd (RBMT) % ff7T L
72, AESIIMCT (MMSE 24500 1 CRBMTHE#E 7' 0 7 1 — )V IS5 ELUF) & 2l

L7EBOHRT, FEHZMIBG U Y > F 75 7 4 2147 L2746l % 5 % L L7z,
2761 (B11612C1661, 753+ 6.0m%) T ~OEMET (BGEH/ ML Mk »
b 7ELATR) %520, A7H1 (23612461, 755+685%) TILHERIER T
B o7z [WiS] MIBGHRAL T #2760 (H/MI 1.19+012, MMSE 25817,
RBMT 10.3%33) H1560CiE, ZDRECHAET 2 BRRHT R, (13— % > v Ik,
SR, L AMIRIRATEI R A ESE) 25 L —/MERIERAMEDLB)-MCT E 721378 —
¥V VHEPD)NMCLE Z W L7z, 550 1260 T BRRIT RIS Z L <, R 7w
Y NA % —JH(AD)-MCIEBORIEEEDO A Th o 72, TS 126l DR EBI%
(38=234F) $DZMWriZ, DLB10GI (83%), AD2HITH 72, AD 261D L#) D
MIBGHERR T IZFREE (143, 140) TH -7z, MIBGHEEIEHEEATH (H/MIt 2.03
£027, MMSE 261+18, RBMT 9.3+45) Of#EEI% (34=224F) BOBHIE
AD 3181 (66%), DLB2fl, ZDbl4flTd -7z, [#5B X O] MIBGLA
PUFTT T4 THEBIET 280 5%, REEEORE BT 2 #ERMCI 1261 T
X, ZOWREETDLBRPDZ/RIES AT A% C &b, FIY3BEDREBELE 2
1061 (83%) ADLBIZRAT L7z, —AxIZDLB TS EIRA H 2723,
EAEIMCIORFZADICEBITT A2 L SNTWaE. L Lad s, —ificADE X5
DO METEIMCITHIET 2DLBOHAEAH 2 b, O R IZMIBG
DY Y F I 74BN THA.
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Ey FAFX v A A= L TOERRISEEFRTFOHEBEICOVT

DR RARBE HAEAEL IR KRB IR, TR R B
B AR M A
O/MiERY!, HIEH™2 i, 4 e

HE) - it 9 MAX Y A A=V 0 TR fTol8—=F v VIREE2TH (B
HE1720110, 54-82%) 12 DWCMEZE, 4Ffn, TRERE (Hoehn and Yahrs3H), W%
R, P54 (L-dopaequivalent dose; LED), il (GRikH F 72 (X FHi - 2
) L IBLFP-CITIY AR D E RN (specific binding ratio; SBR) DI %
WETd 5. RE  AATHOSBRTHZEIX % <, Figld y =011, p=059THIE %
BoOBPol, B y =022 p=02TTHEE R LD > 7275, AOHBEEZRT
fEIZ B > 72, FEmMIRENIL y =058, p=0.0015, LEDZ y =-0.65, p=0.00028 T & & |2
HEREAOMMZRL7:. IREEI7HCIESBRASLL B56, 45Km200, EiE - %
FHAI1960CIZSBR4ASLL 11661, 454036 Cp=059CH Ex ko 72, Kh#%E
12D TUEIREEL CIE20% DL 1B, 20% Ai651, [EHE - 2B C1E20% 2L 1661,
20% K 13F CHEZE I R o7z (p=063). Af7%E L BHRPHIcOWTiEy =
0.19, p=0.35, LED & & y =0.19, p=0.35T & b IZHBIIE B Ao 7225, FEEEE L 12D
WL y =042, p=0.027 CHE B 2 720 7. A © SBR & RS H O AHE 12
B & —E L7z, SERRICOWTIIEE NS B 23 L B ), EAEEASBR
2R DB LoD D B, SRR S-SRI X0 T A RS 5
7cw, BOMBIZ R LTRSS 5. EAZEIIOWTIEEEENE L %5 &
YL@ Y, HETTLHEWS TR %D WHREEITRIES L7
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WRRD/IN—F >V VIEGEBE ICH T DDAT SPECTH R L ERRR&GDRET

R TR ot A PIRE o
ORNRET, BOIASE, & 5, REEE ST

[Hi9] 78— > Y 5(PD) R PDEEZEH B OB U2 351F P LFP-CIT SPECT
(DAT SPECT)OFSGH M SN Twb, 4, B/ i—F v Vel EE
I251F 2 DAT SPECT DT W & B 1% & o Btk % Mt L7z, [J5EE] 20144
7~11HIZDAT SPECT % jitif7 L 7= iE B O 4F- i, #&3#8, Hoehn-Yahr 5 i FE 434
(HY), FEROEFLZZFFE L, DATSPECTIC B 2 MEREROIIR, £z,
EREILSBR) & i L7z [E8] #FRIEPD 254, MSA 5%(MSA-P 3%, MSA-C
244), PSP 64, CBD 144, SR/ S—% >V =X 2361, €477 Y RZKE 14
DFANZTH A, PDIFBZIBAL 1114 T, ERHIZ689 =790, BmUIMIL74 =
494, SBRIZ175+4.9/155 = L1GHM/ M) TH - 72. PDOMSEEER ORI,
21/2561 CH~IME R 2 L, 4/2561 CIIMEAREARTIRTL, BRiénar b7
AMDARETH -7z, 16BITREIRICEGENDH D), ZD %) H6/1661 TRl
1, 9/166) T OFGARI BV THEMAMLT LTz, MSA, PSPTIE, AE
WK, ZHARZEL CWABIEERETY M T A MPRRLBIADZED S, CBD
TIHER & MO THEREASET LTz, FEHM S—F v =4, ©F
T YRZIETIRERE T IZBO 22572, PDIZBWT, HY ESBRIZEADH
[ % 5250(p=0.001/0.001(F5 /7= 48)), HY 135 & U2FE e BIHE & 3~5E DIEFIRED
SBRIZ A .75 & 788 72(p=0.004/0.003(f5 1 //= 4. [#55a] 4 oMErTix, PDO
IR T IS A 2 G155 <, #ATHIE ESBRIZILT L, B cos
T & SO L 2R EA L 2 3R 7. = F 0y VIEBFEOENZ 00, B
IRELOBRDPEETH L LEZOHND.
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DAT SPECT MSBRfEIZ/N—F >V U iRBEICH T B LK F/NNRIEHEDERE

1B

URE BRI EH RN, RRA R R, SR Sk

S I T R T e

%T1 ?ﬁl”’ MEUIAE, s H2h KINER,
iEF

(B9

EEAFCORERITBTS S AR AL, 2RI RLDAT SPECTAM L o T0d, Z0ERNIEE
SBRIEN, NECEREDADNEAHL Z EWRENTERS, BHRER (HoenYahr stage % Unified Parkinson's disease scale :
UPDRS%: &) LOMEiE L SNTEL, SEfkA1, BiRBRSES (DBS) 4179 20 0FHO—RE L GERSHEMIDAT
SPRCT%{7v, Z0SBRIE L DBSOEIG & 72 APDEH I BT AN L OB A AN,

(i)

B DBSOBEFFMN 10 ABE & 1o o 7RSI L CDAT SPECTOSBRIE, RAEER, £, BRI, VAR SF2L Y
7 MBI AUPDRS part3 OUEX, levodopa equivalent dose (LED) ¥ OMBRHAL, VA RAF YLV 7 A MAEEL L
ot-% vy gL, LEDRETHEEROLSEON % ViR L, MIRTOUPDRS part 30B %A,
(]

SBRIEIV A F/SF 2 by YFAMBWT, WRfibetsnFFOUPDRS part 30fii5 & V&%, Bk, REMOERL AOH
Fi%7RL (p<001 Pearson product-moment correlation coefficient), ZOMM/ 17 A =5 ¥ REELMEZRE Lo,

(F38)

METOREDE), SBRIERERL BOMMYEDT, /=% ) VERETILBTA VAR RGO L& ol BE
TAHFSI/RB LD b2 VAR RENLR, PV IERSUEAEROREA ORI S A LE SN T A,
Worst off & OHIE% 0TIV & ¥/ SBEHSHOUPDRS part 30 R UL L SBRIENEDHBARL AT LI, VR B A%
THEAIRKHY AEN, BYCHIM SR LR %y ) VROERERUE L BECHA I LETRL, $H15K0
DBSHIGEFHIC 5+ 2DAT SPECTOA R A 77T A4 0 THA.

c

P-011-4
LRICHTBRNIP I RAR—E—2 2 F T 57 « DFREOKRE

SRR BORERE Y 5 —  AERRL BRI BEE ER
#
OWHET, B, WAKE, B, miea

[Hi] BEETIE2014E3 L0 F/SI Y b IV RE—F =2 v F 757 4 %A
L, ParkinsonJEfEHEAEEDL N DIEBIOBRIMEH L T\ 5b. SRFk L 1EZ O
FZOWTHIRTOF M L SROEE R Lz, [JiE] 2014463 » 5114
¥ T2 M FF TParkinson i & #EATEE D AL 72 JEFI636] 2 k5 & L, Parkinson i
(PD) 4161, HATHAZ LVERRE (PSP) /KR B A2 MEE (CBS) #1401,
R GERIME S—% v v = X461 % &) 86 TSpecific Binding Ratio(SBR)?
SFME O Sk, SBRAE & FRRSEIR O L EMGT A 1T o 7. F 7PD#FMH % Hoehn &
Yahr T 1 - TR (BERF) 2360, M~ VE (FEAER) 18f112451F % DOSBRIE
2L [HR] SBROFMiIE, PDECIZ202+ 101 & E4#4.34 12712
W LEEAT S > TIMETH 572 (p =0095) PDEEM TIREHER241+0.7112
Mok L EAERE 153+ L13 & SBRIZIKETH » 72, (p =0076) %72, PDE202+
101125 LPSP/CBSHE T1d239+0.87 L SBRIEICH & 2 i EE o7z (p
=1992) [##&] FNRIPFF v AR—F =2 v F 757 4128V TSBRIEIZPD
DLW EHEFHTH Y, ZOEMEE L SMHBET 2 WREMAH 5. 72, Parkinson
SEEEERH COEINZ DWW TIISBRIEO A TOHEIZREETH 5 L E 2 Sz,
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FP-CITH 5 & F=RiEM/N—F >V Z X A

HR AR, LR

OE%*JH#?I,
AR—knIFN2

BENEET,

[EY] 20144EFE 70 & DASE T O FP-CITT/8—F v V% - LFPDOJRRER B35 2 &
ﬁ‘ﬂJHE’&of Al REWS—F 2 =2 AL EGEHEPD & OFP-CIT TOM{§AT R %

[
WTFPCIT A% ¥ ¥ %17\,
7 x. =7 = FPETIC L AMRAE X AT L Cnizizd,
[ 5] FP-CITHRIERIEN S — % ¥V = X MEBI&BICLEAEZ B 7.
\IMRA AR #G67%, TEININIS74EC, Yahr T, SBRIZ101TH - 7.

SRCHER ORI (—F ¥ =X 4 (PARK2: JEfl, PARKS : 44£H1) 125
MMFEEMPD & Ji L7z, $7:PARKSD %) b LERIE A F v
Z ORGSR ERE L7z,

PARK24E ]
PARKSIER 3477
566~734C, Yahr I ER), YarhllE35ERITH -7z BHLREIEIED S 144ETH >
72. PETHAMGAT B SR 454, SUEMPETHE, 144EH D FPCITHREZ 1772, %72
AL AR I 1045 CSTN-DBS % fif7 L 72. SBRIXYahr IT 61 T1.27, YahrITJE#1T
102, 047CTdhH o7z, AF V7 = =7 — FPETHAAEHIII5HE HI0% OfEARIL T T, 841
IZHU) SAAMHAEE, FP-CITTIESBRA052TSH - 72

[#seh] Yahr FSE AR PARKSIEBI O A % A I S & L7275,
PEPD & ZIZABRIHAEOI ) ASRMEOL A% B fz. HEIFEMEPD & ) b fEnt L
WVEEBID RIS — % Y 2 X AZHV, K }T Y AR=Y — ARy MR
25 Yahr BAEFEA SR CTH o ThH, MIEEMEPDIESI & ) b ALFENLY A A X B
12 Y, HTOREOERIHETE /. F/2, FPCITIR ) A—% —OFIC LV ET

FP-CITO#E R IMFE

DI AAMDERN D S b DL BDIAH, AFLT x=F— FPETLD bt L AHil
BYHLT % 0 EMED FLBRIE I &7 S L7
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BHMN—F OV ZZXLEN—F 2 iRDET ; DaTSCANDE A
SR AR o
ifé;&fj: AT, BMRTR, OHm R, B ¥, §iH 0 #
Al

[BHR] FdE, 78—F 2 VFO#EIC B Tpreclinical stage, prodromal stage
&\/Wﬁxl‘nh#kﬂ S, FHERIBRE O/ —F 2V VIREANEH STV . Fﬂfar‘@
IZBWT, EHIMS—F 2 V= AL EX—=F 2 VIROERNH UIE LIEHE
f;%ﬁ)‘ HEH12 & Y preclinicald %\ idprodromal stagelZdh /73— F 2 /J“?ﬁ‘
HE & BHERDH Y, BRICHENT 2L 05w, 20 &) RiEd & 51
DaTSCAN (*LFP-CIT SPECT) % {7 L, /$—% > v Y IHORMBWIZ BT 5

ZOHRMEE T 5.

[J51:] POk 2 IR IS — 3 v = XAHHEL, & L B | 798,
DaTSCANIZ & 1) 78— > Vi & Bl L 2 7236122 C, MR DR s
DaTSCAN% & & SAEARA T L O Gt 2 175 72,

[i20] 3tle b 2 FORMRE LY, HRIMEDIRE &N ARITAS B, 8
L7z 260 TIEPURS RSO NIRRT 22 & D $ 2 B AEIRD D o 72 W REMEASD - 7.
FERIEZ NN BT, FhlEiE, BhfEskie, Rik% 520, 160 % bk SRk 2
RS BENL T o 72, FHI D L, L-dopa MR i # T I3tk O U3 (L8R T,
DaTSCAN% fifT L 72 & & 2 a2 AL 2 W AR S R AR AR T &2 R2 00 72,

[#55] LB EBITldpreclinical % /S — F > YIRAEAE L CTW W REME D B
D, AR X AR S = v 2 X AhNb Y, FERASEEL L 22 &

B2 ONLe AR RIAE S % U = X LI I L B 0%
IR H Y5, DaTSCAN'C b b 1 B 2 SERI T % a7, 3l AR 1

HHT A/8—F 0V = X LADWA,
1295

Z OMFESEREDFEBR DaTSCANFT L % 5%

2T, BENIN=F 2y Y EINT & SRR IEAUR S
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N=%2V KRB LUEERRBICE T ADATR X v > | E211FI OERKRNFET

P ”“/idﬁﬂz: THEN T
OE. B, I, RSN, RS

KEIFIUI SN=F 2V VB L OMEERIZBI ADATA S v » OFHEDS X 0%
Bk YR EREGRE G TR L7z, [78:] 2014462 ~11H12, LBicT A
F 7NNy T FE123% W2 DAT A F v ¥ % fi 47 L 7221160 (5 /4 =

95/116%1) 122w T, DaTView(R)verl.0% F\v THESGARIL Y JAAZ(SBR) % 5t
L, B HEFE % Schmidt & Dvisual grade Z IV TEFA L 72, FER AR

(BRIRZWE, Fim, HIERS) B X OMIBGULH Y ¥ F 77 A & OMB 2 HE L7z

(5 59] #BRE OTPIGERIZT09M (38R ~861%) Th - 7o, BRBIIL, /f—*
> VIRPD)104%, L ¥ —RIZEAEE(DLB)I0G, % AMEEHEMSA)SE], AT

% B EEIRRE(PSP) LB, B B AR A PEE(CBD)S A, L A BEIRATE) 544 JE(RBD)5
B, IR HEKEENPHMAG), AREHERBET)245], 3 L OXHEEDOLBUS ORI
IiE 75 k Z DM ER)A3BITH > 7. PDHE OSBRIE 1L T-352.27( 041“'6.44)’(“,
K HREECEYS 3.90(0.41~6.13)) ETHE(F 4.79(2.09~6.67) & JL_F B A - 72,
PD UL @ 2% — % v i 5 # (CBD,PSP.MSA,DLB) ® SBR & liqzié] 181 (-
041~5.17)C, PDHit & 84 23 2 o 72 ASETHE, B il & HAEE IR 5 72,
PD#f ®Dvisual gradeld, 2(egg-shape)5661 & i b % <, 1(burst-striatum)A5%41,
3(mixed-type) %3296, 4(eagle-wing)734f], 5(normal)2s8f TdH - 7z. PDHTI
visual gradelZSBRAE & A L T L Cv>72. SBRAEIZYahrEMEE ICHE LT
R L7z, PDEE, xFEEHE L QSBRIGMIKS & & b I N3 2 B AT R S 7.
8661 CMIBGA tifT S 41, SBRIH, visual grade® 3 IZMIBG® 2% (ZH B3 % 1H
[AsHE &7z, DLBH#E, CBD#: TIZSBRAA, visual grade & 12K <, MSAR:IZ
L BITR7ZILT /278, PSPHETIESBRIEOE T IZ Y, visual gradeld JLEAG£7
7o Cwvze. [Ew] SBRIEIZAEHG & OFBIAVRIZ S /e, DATAF v » i, PD
BLUOMEREOBIIAHTH 5.
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1231-FP-CIT SPECT (DATscan) % & L 7=CBSDi&&t

*ET%J?FFL HIHEAN L 3
Oy s, WNESET, ML BRIl—7F

[H Y] Corticobasal syndrome(CBS) J5l R H % i iE & Fifka# it o & TIE L
AT WTZ) LIEREEETH Y, EH EXVEYFHY - - PREER S TWw
7\, CBSIZ 1 2P LFP-CIT SPECT (DA Tscan) i 5 & Fi RSB L T
EE L F7e, FRICENASHEE L ST 2T R TRRE (PSP) O DAT
scanh A hHHET L7
[77:] BRI ZB T L 72CBSYE BI(69-82i%, F-3475.87%), PSPSAERI(64-791%, “F
BT05N DV TDATscanx 17\, ZNENOFEE L BRI, BRI
U‘T)r L7z, DATscan®###1d Specific Binding Ratio(SBR), Tk, i, 7247
HCRHIi AT - 72,
[%*i] CBSYiE I DDA TscanDSBRAK 12031 122 (X F % B>, 8B A7
Hd ), TEBIDSERRD Zrigidity & —3 L Tz, S SICEFADTRRE 2 5 %
BERICD T COBERBESF %3072, PSPOSBRIEIZ0.01 +0.86 L KT % 320, 8iE
?qjﬁﬁﬁﬂf“?ﬁt%lfﬁ?@%ﬁ{%%ﬁTﬁ& Y, 2EFITIE— MO RIREAOERE
ROz,
[#7] DATscanD e 7R CCBSO BB A Z L E 2 o, 4
BERRRE S RLIREL S SO EIIRE 21T o T LEDPH 2 L E 2 b/

P-0124

2 HE2051(C & (T 5 DAT-SPECTDH#&RET

RIS ST BRI RO PRE, PRIRILL S BRI s
i

O Hp! IIeHIE?, B, MR 4465, jEvs S ", Fg
T L 2y

[H#Y] DAT-SPECT /=% ¥ v VEREEE (Pism)DFZ KT S, WEAB L e R30S
WA, WEEECHAMCOBRENKEVRETH Y, FHAFMOZ DI E—E L2 HigE:
EEOFEDNLETH S, SHFkA EFEIBT, RRECHERHOER ML LIV TR L
f‘

[Jit] #%K7 > 7 1 7200k LT, DATSPECT (PLFP-CIT-SPECT)% Hiff L 72, FRjMbiix
N=F ) AL, i) %M, BRE, WEE L ABERITEIESEL L7z SPECT7— 4 Uk
|$GEM: Bnfinia, BIRET AN F—FEHET) A =4 =% T, FHERMGIT o7, IR
V7 b ChADaTViews & O'QSPECT & v 7z, MAFEFTICAMR A L AVE I T AR OMR L B
{ 2 12 & o Teanthomeatal plane % 455E L, Z AU AT 2 FH CRAEM LT 217 o 72,

[RE2] BB L BIEL0R, L1086, £H#695+92 (5285), hE568+94kg, MMSE293+10 (27-
30), UPDRS part3i&£fl0Td - 72. Minimum Specific binding ratio (mSBR)ixDaT View|2 T544 +
090 (3337.08), QSPECT (background: whole brain)l T6.08=095 (4.30-811) T ), Wi (r =
0.750,p < 0.001) %7B7:%%, DaTView CHRIEMTH - 72HAQSPECT ClH KM Tl B &
HHEIC & o TmSBREISEVARD 7z, EIHF7E L R EIE EmSBRIVE T 2 1 TH -
7o WEHETOELESPTHORESHIA SN, Asymmetry index (AN KE & OMIZIEOHE (r=
0647, p = 002) %72H7. mSBRIVEHI® ALEEGIH L TIXIFAPism% 5§ 2 Wkt 2 HE T
ETORVY, FHERICSFERCAEOZELER T LEDSH L L,

(%uﬂnl BEHIIBWTHDATSPECTOIE D & IR E (, BB DGR /A 2% 80 A 4E

bERL SN, BHOBRLL L2551 EEEFLEE 2 HNT.
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LPRICH T B KNI > b T2 RKR— 2 —SPECTHEITHIDERKRICEI T 51453

SRR a5 — R, Z%itjﬁ'ﬁ Lo
gilé%gk/\l ZefifE—", Bl THEER, Pk,

[H &) P26 X Y [1230ioflupane |2 & % K783 ¥ b 7~ 2K — % —(DAT-)
SPECT2SRBRIGR S, 78—F v VIEBREOER O 72D 5 72\ fE &
7;‘of:_ CHUTRINEERAL IS B 2 F33 ViR Z AT 22 212k, #
BWREBIZL D= F 0y VIEBRE ZNUNEENTE2L 0 bOTH
L BEREAETIEIMIBG UG Y » F 75 7 4 D8 —% 2V YIHOEBNHE &
hr%\f_# ZIUIDAT-SPECT# M2 5 Z L TED L) RIEWMEEL Z EHT
X500, Wi EITo. [HE] BEICBWTPR26E3H6H ~11H10H 12213
TDAT-SPECT % if7 L 72 &40BI2 DT, JilE, MAEHET -7 12OV THEA
FEICPERL, S 2o [ER] O8—% 2 v Uik, SRMERE, HET0T
KRR 7 & O MM X 53— % 2 v VHEREED B3 T3 Specific
Bidind Ratio(SBR)DX T 28 i & 17z, @ENiTZE 7 & SAL I O 2 B 195 B
H5HBEIZBOTHSBRICTF AR S 7. @SBRIL FEIZB W TIE, SBROKEH
ZIFFEIR D Laterality % & < )KL Tz, @28—F > v YiRdtsEb N 5 MIBG
LY v F TH/MEAME T LT W22 BEIC BV TIE, FEAEBRPEAERE © SBRIZ I
B L CHIB LT, —J5T, MIBGOLR Y ¥ 7 TH/MIEART LT o
RS BWTIE, FIEERREIEE L SBROMBIZH S »Thro 2. ] ©
DAT-SPECTIZ M A TEBIC L 28— 0 v VIEBEHOEIICHEHTH S, @
N=% 2 v CRICRE) oI IIMIBGL Y » F1E EoF kIR 2V
DD, FRFERPEIERE EHARDEDL LT, BHOFEMNITE L THHTE S
THEMED S 5.
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LR TODAT-SPECT 1T ER

TSR AR
OmFIES:, WA~

[H#] DAT-SPECTIZ, /S—F » v VEMEE (PS) R0 F AtkL ©—/MERIEE
SEOFZWII BT, T TSN CTH MY HE SN TV 5A5, AFTH201441H
L MHTREE 257 BEETDAT-SPECTHIATEGIZDWT, HABRMIZZD
FERG ARG L, 2OHHEICOWTERT L. [Hik] 20144E1H 205, DAT-
SPECT % Hi47 L 72 fE G112 2861 T - 72, % % DIEBIIZ D> T Specific Binding
Ratio (SBR) &, 4, MAHATHAY, mAHEHIZOWT, Mt L, MIBGL &
U F E AT L7ERNIE IR b AT o 7o [RE5E] PSHSSE b AU A HAT S L7 E ) ix
16B1C, 1561 CHAEIF LY AR T RE ROz, 9 HEMIBGIEHR THh - 72261T
LREEA CTdb o 72, SBRIEIZ DWW Cld i, 476, MSA/PSPHIT & ) KT {6
[il2d - 7z, DAT-SPECTIEH O101L, ZRRE S L 72 2587k 122
L <, MIBG) IEH TH o7z AGIAAATTPSHMH 19T OJERNIL66IT, SBRE
TR BIEG S & o 7275, PSHI & F 2 ) MK {FIZdotH & 72 597, FBIIET
RETHh o7z NRBBEITHIO—FIE, FUEANRHROMIBGIL T X ) PD & i &
NTCWizns, DAT-SPECTO#ER & ) #HIME L BT S 7z, EEA) sl
DT S N72260 P 1B THEM 2 I AR T R0 5 WMSA L Bl sz, il
TA =T AL CBSME.%EIJ@f;&)mﬁé htwu 1, U AAKTARRD B
MIBGIX N & &b CTPD & Bl S a7z, IS ER BI/MN A MEiE 12 D W C AT &
nf_sfme ;tma“ﬂ%)/ﬂmf@%éﬁwl_mfwa L, 1Lf7)?l‘ﬁ/"k1?{-’¢TMSAr‘:
&z [KR] PSOERRZHAT OV EG TIIDATHEF § 4 E#RITZ L v
75& MIBGIE# IRk Bl 2 & TEHMTH B, —hT, ﬁmfnwu&##mw
A b =7 7 EIRIEI BB REIR & 72 LAZERIC B W TIE, MIBGE A LT
DAT-SPECTAJEH 1AM TH > 7. £7-MSA-CTHHMM &L WDATEK T H %

EVIOHELDH Y, MSALMOSCDOEINZHEH &E 2 b
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LFPDHRICH T BDaTScanDH#R & EENER - FHEHER & ORSE

T LR SA PR AR A R ) )
OfREIER, W+, 281 %, KHEEZ, MR, FrEHE—

[E] LFP-CIT (DaTSCAN)EMEARIZ 3517 B DAT S A% SO L, B
SERE OB H 5 & SNTWDH, Feald, EEHER - IBEBERO 237 &,
DATScan®striatal binding ratio(SBR), T ?/$% — > & OBEIZOWTHE L
7.

[77i%:] DaTSCAN #% fitifT L 72PD&E# 464 (44 69.4:9.8, TN 0 94+73,
Yahr 29+ 0.6, UPDRS PartI1 450+ 29.2) 12k L T, #8Atkaetts & L TMMSE,
HDSR, MoCA, FAB#%, 1HBhHAERTEM & L'U“I*KJEBPSDZ a7, HHEAETEHRE
[ DAl & L TADCS-ADLA I 7 % MV, DaTSCank ORI IZD W THET L
f‘

U] SBRIZ, #EAFH, Yahr TS50 & AR BOMIME B/ ¥
BERBIZ DV CIEMOCA & A7 R IEOH %, GDSIZ DWW T A T B OB % 72
W7z, MoCA LFABIZ DWW CILEBHRE & B O BIE % 725 7245, GDSILIES)
e & OB % & D R h o 72 GDSOIL T IZRRE 2 R 72 T b Egg
shape® TIZERE TH o 7. T 72SBROEATENZ DWW CTERMBERE - 5B AE -
ADLIZ DWW TGRS L7225, SBROEL 7 L ER & OB IZFAD Ao 7z,

[s55R) 78— % > vV UHOIEEBERIE, IV —0 OfiESMEL, %
L b EBPER & IR L e Z e AEE S
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N=% 2V ARICE T HDATEIR EERKRATR, REMR & ORHE

i%h,\m‘fﬁ’a‘f%?ﬁﬁ]%ﬁ%ﬁ%%?ﬂﬂ
OF s, kA%, ILE AL,
R 2

[A] F783 2 b5~ ZAK—% — (dopamine transporter:DAT) (ZHE D F/33
/1’F§JJ[?E{$&%H1HLU)1‘ %Vﬁfhfﬁ**ﬁé AT D, RWFFETIE S—F 2V U
(PD) & # 12 B 17 5 DAT IZ & & ¥ 5 FP-CIT (N-w -fluoropropyl-2 f -
carbomethoxy-3 f -(4-iodophenyl) nortropane) % A 72DATH {5 & BRI IR < Al
DM & OB AR Le, 78] MR Yksilbirh oPDE#E3TH (T
AEWR65ME) . HE  BEEOER, TR, Hoehn-Yahr iE B 434, Unified
Parkinson’s Disease Rating Scale(UPDRS)A 217, Odor Stick Identification Test
for Japanese(OSIT-]) % Ji\ > 7z s, "PLMIBG U5~ ¥ 529 7 1+ OH/MIL
D7 — % £ DATIHE %P Specific Bmdmg Ratio (SBR) fH® 341 & o> B3 % #ia
L7:. F7:FP-CITOHR /% — %, typel: i Bk D IR FPEERL T, type2:
TR B P e D BERRART, type3: Mt & IR O F2E Lot & R R &
ST [ER] & THENISREEROFP-CITOHE T2 R 51, SBRIE
DT 23872 (CFIgMiE237, w/ME003, IAMES.60). FP-CITOHEM /S8 — ik
typel:29.7%(11/37), type2:10.8%(4/37), type3:59.5%(22/37)Cd - 7z. SBRf#E &
HE AR % R 7= O 134 # (r =-0429, p<0.01), TR (» =-0524, p<0.01),
Hoehn-Yahr F 4 & 5348 (» =-0508, p<<0.01), UPDRS partl (» =-0.412, p <0.05),
UPDRS part2 (» =-0.555, p<<0.01), UPDRS part3 (» =-0.378, p<<0.05), part4 (r =-
0619, p<001)TH > 7z. H/ML, OSIT-JA 2 7I1xSBRIE & A & 2 HHB XD
oz, K] PDEE OMEIRDOFP-CIT O ER L EAEIR & SEBAEIR (2 B
L7z R, ADL, &PHEDEITICEWVKT L7z, BB 1283 U EEhE
AR O B (2 bk S SEEER I 0T L, FEEBEIR T & 2 WA IR R AR R
EOHEITITIXMOEH OB GATRIE S 7z,

HELER, W R, R
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IN=F 2V U IRBEICE T BDAT XX v > Okt

VR S7 S AR AR Z?D?i\lllh—iliﬂji% TREAF
ORAHER, BHHKET? Pk

[H#9) 20144E X ) REETH A A 7N MBI REE 22 V), — KRBV T
BRIV R TV AR=F— (DAT) AF ¥ VBT RIS R o7z Alnl, &4k
IN—=F ) VIR E RN S N TV B BE ISR L TDATAF ¥ ¥ 217\,
ZOEEERLFRIPHE, EEEREB L OMIBGULE Y v F 75 7 4 — & O #ME
IZOWTHE 2175 72,

[Jri] sbskibeh 018508 — % > v VB CFYHEIRT08£5.21%, J:&=5
13) 12 L CDATAF v v &{7o 72, fHEM#ENT Y 7 FDAT View & ) #5472
Specific binding ratio (SBR) % fl\» T, 4k, FMmiiM, Batse (MMSE),
Hoehn Yahr stage (HY) , UPDRS motor 2 27, MIBGY > F 275 7 1+ — (%
H/MI, SISH/MIL) & ORI 2 #Eat 420 2 FHil L 72,

[#5 5] SBRIZAEH#G, MMM & AT AT SN, St 513 ESBRVET L (p
=002), FBBPMASREVIZESBRPET (p=0008) 3 2 EHATH & L7z,
SBR&MMSE, HY, UPDRSmotorA 27, FHUEH/MIt, #EHEH/ Mt & MM
BIRIE A SN o 72 % DIEGI % A B EMIBGUT Y v F 75 7 4 — TRE
%ﬁv&%ﬂtm\of:21§ﬂb:a‘ou>TSBRl7)1E&T#A%ﬂflﬂt

[##] DATAF ¥ V&, /8—F 2V VIRIZBI BMEAD Y F T AR k33 »
FEsE 2 SO L 72 B A M C & 2. AHOMRE T, Flae MmTm & Bhs A
SNTzDS, b L% 0y VRO EREE R EEHER & OB AR S L
Lol MIBGULHY Y F 27977 4 — 3RO/ —F 2 VIHICB W TEREN
AENBNT EDPMENTEY, B/ —F 0 v VIRDSEEDLN DA I BV TIE
DATAF ¥ Y2 X o TREEO I % I C© & 2 W 2RI S v/,

P-013-5
DAT-SPECT COMERIMERFEET & EBIIBHEL T3

MERSF SR E MR R i
Q\;EW?‘ESQ s, R B AHER— JENER, dilEE,

[HW] F/83 ¥ }F ¥ AF—4 —SPECT(DAT-SPECT)IE K/ 3 v #ifE D Zs: - Bidh % s L,
=% ) VHEERBOMBIBIE L TRV ON TS, 3=F 2y v BEEBOBRER &
DAT-SPECTO#E#% FF(li§ 5.

[ki% - J5ik] 2014486 H 425 11H % L2 DAT-SPECT # ftifT L 72 Mt 20fE BI(F 1260, 1S
B - AR BT 265 (BEPR49-84) & K5 & L7z EREMIRIEIZ 13 Specific Binding RatioSBR)%
vz, RIHEOBEENOER-ATENNC, KT LavE, KO3 28, Wi
BT 28, ST 28008 Lz, Bess, ek, MIBGULH Y v 575 7 1 5l
LR EBIMIBG H/MI) & Jl L 72, #ig 1213 Spearman D AR 674, Mann-Whitney DU
WER W

(5] BORRGA, Sebon o Jik S N7 BIFORFIL S—% > v CIRPD)LABI, L —/MERIZE
HUE2B, SR, MEVELE, ZRMEMAELRITH o7z, PDICBI AMIBG H/M HIdEEE
500%, F5EFEE100%, DAT-SPECTIZEREEL00%, HE5EEE333% TH Y, DAT-SPECTOTEE
&EMIBG H/MIIZAIE L 72(e=0.63, p<0.01). 20611861 CHBOMEAENOER-RAET L, K
TLAPo 220 BRI L EZONLHITH -T2 BIERON—F 2 2 AL OEMM L K
MHANODAT-SPECT DL T IXI8FI 16611 o N7z, SRS BT+ 28
R LRWEIC B L 220, KF ¥ 5B ClaEgh ks E( T LAVWEETIRES - 72(p<
001). HFPET LA VBECH, IR SRR, SREAOEE CHEER L Ao
PASERPB G CH o 72, WURER, EEARECIAEEL RO R b o7 PDERITIZ
SBRI/ME XS LA T L 72(r=0.58, p=0.03).

[E8] 75—V v BRI B TDAT-SPECTOERIE T M/ S — % > v = X Al
MHELTBY, EHzET 554 IDAT-SPECT TOMMEOEMET 42T 252 A% 0E

EY o
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IN=F DV RRON—F 2V VERBICHT 25y b XX v > OFAM
MNTATEGE NENLIRBERRE  #iE e b .
gémfﬁﬂlls BT, uﬁ%ﬁ% WHTE, o %, REREET

[A] "=F> V95 (PD) BLUZFOMO/ =% VEGRREHOREHO B -3
IVREEAF TSV E) (Fy 2R r V) ISk o THRETL, BIHCHT 2 EMEE
a7z

[5E] 2014461 31H 25 [M4E11LA30H F TloBbe T, BERZHIC L WPDEZ /132D
Mo N=% 2 VIEGRBREZEZRDNEFINLT, ¥y MAFy YO% vz F53
Y FI Y AK=F =SPECTIZ &Y, HEMIZBITAA 4 7 VSV I) A& % T L 7.
ROIGZIESL L MBI ZIY Ad & DI ETdH %SBR (Specific Binding Ratio)id H A&
AV T4 Yy 74k )R &N 72QSPECT package$ & U'DAT viewerZ 72, LA
DIEREFHI 1 Schmidt & O 48 % i L 72. PDOZ K 1L19964E D IF A4 O e % ff
L7

[i4E] 2700009 b, WRZH CPDES /1320 \—F 0y MEERES % 5b
N7 H#486) (PD+DLBD 3541, PSP 86, MSA-P 36, PAF 161, MSA-C 161), #h 60
RREGET DLEND - 72226 (MEMS—F >V VIEGER126), REMRR2G, ¥ A
M= 7160, B9 016, FEIMS—F >V 16), NPH1B, FTD 16, Z0Mh3fl) %
RIZ L7z, 209 HLPD+DLBDH TSBRAY0LL E O BIASQSPECT #: Tl 861 (228%),
DAT vieweri: TI2126 (342%) @& 5N 7. QSPECTH#:, DAT Vieweriiii# & b, PD
+DLBD# O SBRIEH # Cld AL O TLHEDTIE S 2 BlIXF20 & 2o 72, QSPECTH: TSBR
EHBELETRAE L2 25, SBRIEFHECIREHASKC, BETH-7. DAT
viewer: TIASBRIEH BTG TH A 2 L W% L, EREN -T2,

[#3%] DAT vieweri#:I12QSPECT #:12 b TSBRIEH BED bR H3% > 2. QSPECT#: (2
DWTIISBRIEFHETIIHGE, BIERITH D Z L%, REBOBEFM, hokis
OPRPEETHL EE b
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[H8#] Armstorong® (2013) ®Corticobasal syndrome (CBS)D# L Wi ki
PRIE S 7275, 1231-FP-CIT SPECT(DAT-SPECT)® B #E (2D W CIEAHT T
H%. CBSEHIZHT 2 EBPEROBENM &L DAT-SPECTORE 2 4§ 5.
[Ji#] Armstorong® (2013) ®Ii#k# CTprobable 72 1dpossible CBS # i 7
L, 20144£IZDAT-SPECT % fiiif7 C & 72CBSO Mt F: % QSPECT T L, &
BYEIR O BRI & B & BEWTA9 1B 5 1) S IZAAS L 72, JEBIZ9% CHI 24,
HTHTH o7z, TIHRIEERIL69HE TH V), AR TFIERHIITRTH Y, T
I RERWI 634 CTh o 7o, SEARIMIERUE R B RAT 72 & OB REIRBEAL M 1E
FERIAEITH Y, HEAHIEITH 7z, EEEREL & GO ERMILT OB
AR 0D B 38 A AT L7

[ 3R] 8/ TSR D ERENLT % 780 72 %%, Wi E SRR T 61246, H AL
TENEAB), TR R BB T dH - 72, WAL BT 3/460 THE SR EE
PEAH O XA AT EEVART L v 7e, R R 0 C L 4/440 C R B i DR A 18 0
AT LTz, W IIE S B0 CUE L/ 1B C s B e IR B A7 o0 1 il 2SR T @i ¢
B otz EHH % &8/ T IEBYIEIRBEE AL K O SR T 1A A5 S 7.
[#7w] # L\ CBSO L % i 72461 C & DAT-SPECT CiEB)E R B 1
TN SRR T B A% V), Robertod (2011) OS5 L HBETH o7z, BAE, &

WZFEL RS & o i 217> T b

IEHRG, 6l —, KIURTREL,

P-014-3
HIFEA T =BG E1231-CIT SPECTORERICOWT

YRR AR AR, 2SR BURRE, SSEAY AR
ORBER!, BHIESE? ZKHE—A° §AFHM

[H#] LCIT SPECT (DaTSCAN)3 & U83T MRIIC
WEFNRL = F VY VIHOBIII B THNTH 5.
17z,

[77%:] DaT-SCANS L UNMIOHH & Vb7 - 78— % ¥ v B #2206
%35 L L7z, DaTSCANIE, LA 74 7L /¢ > 167TMBaix 5- %3 #%12, LEHRZ
) A =% —=%FWTiiE %4772 (E-CAM, Toshiba). Fiil (%, Specific Binding
Ration (SBR)Z #1455 L I 72, F 72, NMIZE4Fe3T-MRI (Verio, Siemens) % v T
W L, BEOEE (SN-A) (&, Hi 5O I2# | Clmage J & FHVCEHIIL 72, #
B, Peason’s correlation coefficient test% V> THiE L 72.

[#4] S 3 48 #5658 = 101 4%, % 13 A i:<9 A. Hoehn-Yahr Stage 2.77 * 0.87.
DaTSCANZ{EDSBR & SN-A 2 THIBI % 7072 (1=043, p=0045). %72, #iSBR: T
SN-ALZIZHIBIIERRD 72 A2 72 (r=0.34, p= 012)# JESBR & JESN-ALZ X HIBE 2 32 72
(=055, p=0.0083).

[#%8] DaTSCANIZ/S—F >V VOB HEHTH Y,
DEFEAECIZUREL T T2 L Vb Tna, —HT, NMIE3T-MRI% Fiv72 77
ETHY, 2ORMERE SN)O I ¥ M7 A MEREESEET 5 LS Tn
%. DaTSCANIEVEMZME /8 VHEERRD KX v b T v AR =5 — % [

LB HREA T = E{RNMI)IX
A, Z ORI OV TG &

F8=F 0V UIFTIRE

52L&, SNONMIEDaTSCANOHBA FHE NS, SROBFIZBWT, 2k
DSBRESN-A & DI, f1ﬂlJ®SBRt7‘15USN ADHBEE RO LIE, ORI
FELBWEEZ bRz A3 L CIPDOLEAEE KT 2 b0 L2
sh, éﬁﬁ%iﬁé&ﬂwﬁﬁﬁa# SNB RN D .
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N=% 2V UIREBERBICB I BRIV P FAR— - X =T TOER
3

UREARTIAIE RS MRRL, CREARTEAIERRE FOprl, SREA RS dhig g
Ot fﬁ:;’fl klﬂ%f"“%ﬁl e U g T hwviﬂﬂ"“l [ii]i ot R IIE =
RN SRERE, LT OB RhEE

[HH)] R8I Y MV RAKE—F — A =D ¥ FREATH EMat L, BB & 0k

REFOFMERHAS 2T 2. [HiE] 78—% vV VIEGRBED b WA % i
TENTBNED T, EEIRZ W% T/ 38— F > v VIH((PD), PDUAIOZM
IN—=F ) VIEEREPS), FFEVEPSOIBENGHE L 7. WK, AMiAE D Specific
binding ratio (SBR), ;%# AL OILHE, MO BIGIREER, MAERIROBE% %M
BfL7. [89] PDBE (n—49), ZMPSEE (n=19), JEZETEPSE (n=7) Th - 7.
SBRIZ, JEZEMEPSEEEPD (p<001), JEZEVEPSE: & 25 PEPSH: <p<005> THE
o CIFAMHSEE CH - 72, FRMOTBIRIE, B CHELELRO B o 72,
PDH#ED744%, ZVEPSH:0588%, JF*[&PS%W)IOO%@FWT%.kﬂﬂ%@fiﬂiﬂ
DOXHACSBRAMET LT /e, LA O#AHIZREH] - ZPEPSEEN & b I2H &
WXFRO o7z, PDEEICB VT, SBRIZH&Y 70 HAERE & A 78 7 kI B % 72
@ (p<001), LHMIBGY ¥ F 7 F 7 1 {iATH] (n=47) TIXSBR: H/MOHIE %
R (RIp<001, ##Hp<005). PDE TIHAELELIPNIZ AT & MIBG/ LM
SUF T T4 AT LE (n=9) TI34ABITSBROMT %, 16 % KT
BECH/MAME T LTz, SHRIA, 1460 TR IS W2 IR B
LIEHOBI GBI E 72, FDH B, FIED S EHIM,
TOREDMERR S N 7o 72PDIEGI 72 LABIT, ARAEIIBIHEEICEHTH -
= [fR] AWM TOZWHIIEIE?S 25, MORME L MAGbEDL I LI
BWEEDS ) B9 5 L F 2 bz, AL, JEMEINELEBOPDAERI TR

It
i PRI (B AT <o Al

J:lo“C
e e ORI L 7% 0 1572,

o

PR Sy 55 1 5253
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FRBERCE R _
OHIIFARE, MBZT, ST, MBRE, RAEY, HWEST,
fﬁﬁﬂﬁqm BREMZ S, AR B, MRS, MY, FERE—, # 2
TRER, BE

[Hg)] His—F > 295 (PD) 3 (u/388) $e5-B0 KRR B 2 B 7 Ik
ML % AFER BT 5 2 & ASPECT TH AED &) 2 HGE$ 4. [J7#:] PD
BEI0AEMRE L, PuS: 5500l NGB #2102, 99mTe-ECDIC & 1) i
MFESPECT (% % ¥k, BACHEIO JRPTIILGT % 0T L, R, BRpcaE(: &

PEE TH SO R A L7z, BHEHERTAT S, A LER L 0 REEE % w500

% 72 OSEEENT % FI\ W TR 2R 5 H 2 3D W 72 B DEIRIN C B ) B B FERE 0>
@ % EIAORZ S A #Extent) & 5 L CREBEMFEMI % 47> 72, F72VSRAD%

[FIRERIAT, [BRICVDSEEMTIC & 2 5 Wi{E % VR T % & & CHEREMZSR O
”*"HJFF’T‘IJ [R]85 00 1) 0 4 FE T C R B A% 5 B D It i 2 3 0%
HAONDOIIR LT, BHRHORVWEARIIZOZIIZZ o7 F72, Hi
SHATE, 0%, Hi‘x}i@%lﬁl@[ﬂlﬁbi?ﬁ/\%&@fﬁt:lit‘L%)T&T@“Zﬂtﬁlﬁmf&%
M, COZLIREEIHIC 2 0b & RO bz, PisERGC X o THIERD
BN Z LEBI TR B, A% & m:[mamm BZ Lo [fEH] T+
Jis 8783 BRI AR Ao, BISHEEILONC B, HRIRIE 2 SRR
L. THOHFIOMTII SEER G L VAT 5 2 LTRSS NS, Fhid
BFLO—HICALNERTIE RV & ZEICTRA TS Lf; (455414 %%) .
AEBI A B, MES L 724 B OHE b FBOMETH 72705, 458D 2 BEMNZE
T LPD### 12 B1) 2 MM A SPEC T 0 3812 Ob\fﬁﬂ%ﬁ ILTw ok
HETH 5.
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DAT SPECTIC & V) ERFRE2HT & B U 7= 24FE B D& 5T

UNOR R AR R B MR v 8 — MR, PR S AR i

> 5 — R f

ORARRE, #I0AT, T, ARET2 #AREE

(9]

ZFTI)TZOIMFL RISV NG UAR=5—A A=V 27 (DAT SPECT) Ol
RS, TR OBIIIE L COREDBIHATE A - 72, 44

liDAT SPECTO A FATEIZ DWW THERT L 72,

(7]

P CDAT SPOCT £ 617 L 1 ABE100M €04 L Uty il & ik iy

ICHGEEL 72, S S IZBIIOHE HITHEAT L7ERIO ) 5, #ERDBIT RIS
PR ERITL RS e AL
[Tu%]
FAT H A2 H 1974%6861(62.4 %), "‘Hﬁ@ﬁ% H97524451(22.0%), HEsERZ T

BB O BBIEE H D 17HI(156%) T - /2. M OHEH E’Jﬂﬁm L 724
BIOHTDAT SPECTA I, HH IS % Kl i‘Lf SFEGIAS1060(41.7%) T d >
7z, HEIZDAT SPECTIZRSHMEIR BRI H BN & 1) BRIRI IS S —F > v =
R 2 O FHA 2SR 2 R B, I W 55 00 & B R0 )RS 18 & PR H C I A 1 & 72 13388
FIPE S — % 2 SHEMRE L OH & BT HAER), AR Z & & O &RIAT R
F?Eﬂﬁ)ﬂﬂ ICHERTHo7z.

i,

DAT SPECTI&H#RZE M SR O 51T,
FTIEARIES N, S L) R
B BIE R P 23R b B B H'*m;hf*

?ﬁf&??ﬁ@?)&%b:lﬁ% LTHIRZHEHRE 7125
T, GRS & 2 EEQOLOMLE, & 51T
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Dopamine transporter imaging(C & (f % Specific binding ratioDZEHZ= (CEE T 5
%t

FrE TR Bk R

O&INAKR, Fswds, MATAET, R, FE & s —
[H %] Dopamine transporter (DaT) imagin!Z 33 J % Specific binding ratio (SBR)
M FEAT 7 % FEANEHI L 728t i e v RERGE Tl 2S—=F% v 29 (PD)
3 & U'Corticobasal syndrome (CBS) 12315, DaT imaging®SBRIED /457
FMETAILICEY, TOMKEHREZWL T 5.

[J7:] 20144E5H % 510H £ T, Y4B TDaT imaging % 1T - 72ER Zxf R & L7,
Z0H b, ERKEMICPD & BT S NAER % PDHEE, BRRAYICCBS & BT S N7ziE
0% CBSHE, iR thae R E 285 H 912 DaT imaging & JifT L 72 iEH % &
EREE L7z, —MIOSBRIE & Ml OSBRIED #4574, Wi HISBRAEO T T L 72
% SBRIEA #H L L7z, PDRECO &, 145, s, %0, Hoehn & Yahri
SEREHE (H&Y), SBRIEAZH AT L7z, #ivaC, PDEE, CBSH,
Xt BB OSBRACAT 25 & A et I I Hei L 7z,

[#520] W5 IEPDRE32B] (BB, “FIFRD 69958, FHRBHIR 734, T
H&Y 3.1B), CBSHAH, *THAEESH] (EHIME S—F v = X n4B], FKEEHE2(,
WIS MUAE LB, WSS AR SRR RE 1)) 725 72, HBEDSBRAEA#H (%) Ok
i (WU5r(CEEPH) (&, PD#E161 (129-35.7), CBSHE426 (34544.3), % HHEELS7
(1.36-1.77) 7257z, BERIRGHTOFEE, PDiﬁe@SBRTE/;:? L BRI B % HT-
X7 2o 7z, Steel-DwassihilZ & 5 S EILE O R, SBRASESIL, MIREEICIL
L, PD# (p=0036), CBSH# (p=0.018) THEIZKEH»-7-. PDH, CBSHOM
TSBREAZERICHE BRI - 7208, CBSHETREWHERAIZH 72 (p=0.077).

[457] DaT imaging|= £\ 2SBRIEO/EAT3 1L, PD, CBSICHHI AT R TH
2.
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éll‘}?kb”éDaTVleW@’&FﬂL\t RINZU RS AR=B—A A= TDHK

L NS s b AR, 27 L7 v el bRt SRR Kb
IR ATIZER AR RS

OFARAE!, HAATE!, WINEGS, FARI? FrEHE ="

[E# - ] 44708 (1] % Fv72dopamine transporter (DAT) ¥ > F
757 A4 =3 —=F v VIEGR (PS) OBWIC BV CEEZ MM & 2o 7.
DaTView® I ZSPECTH{E D /Ny 7 75 KL R fr— L7zl %R L,

Zeth~ D 4 Fii % Specific Binding Ratio (SBR) & LT, F/HEROLGEY
asymmetry index (AI) & L CHMTE %M OB{RHENT 7 FCTH L. BBEIZ
B 2PSEFHODaTView ST IC OV THET 2. [WR] UktioT, =%
v 9% (PD), MATHEAZ EMERRE (PSP), 3B X U%RfZdE (MSA) LBHFS
W OBEE DS 5, 20144E3H 2510 ORIz 4 4+ 7 Vs3> (1) SPECT-
CTHEZ1To7- b 0. REMWREE (ET) Lolkibi -7 [HE] B8
ET 10%, PD36%, PSP74, MSA 9% Tdh-7:. SBRIZET : 726+ 10524 LT
PD :389+107, PSP: 165118 MSA :432+187L Wb AHIZET (p<
001) LTw7z, F72PSPIZPD, MSAIZK LT AEIZSBRIET (p<001) LT
Wi AL(%)EET 1 7.5+40, PD:166+141, PSP:462+453, MSA : 256+ 233
LPSPIZET EPDICH L CHEICE Ao 72, [#%] SBRIZOWTIRI N E TOH
HHlE HTﬁM@HI‘J%mLt RIFZECTIEEAREZRTANCOWTIEPDL D b
PSPTHEIZEWER L %), PDICBWT L) AAEISRCEI Z R S 2 Ao
72, ANISBROEA %% FIME TR L2 TH Y, BN RLALAELZLT LD
—HL BV EICHEL 2T NUTR 5205, PSPRMSAIZBITAATICOWT,
"f’ﬁ@’fﬁuj‘ﬁ:f}ﬁ?“% LEz I

P-0154
ACE D4
(WY

% & SRIREMAEIC & (T 5 DATEIfR & D2REHRDIERFIEILDE

IR R R H L v 5 — Mg, THOTHEHE RFR L v 8 — bt

AR
OftEEL!, CR#R2 mEsE—! fAig=!
[Hf] 75=%> v oo (PD) L SA%%HMHE (MSA) IZEEMAE F/S3 v RORRE
TR ETEOMBERRETH L. WRETIE, BEKDO NIV TV AKR=S
(DAT) BEMMETT 5720, DATH{EO A TIZENBIIIRETH S, —), PDTIEM
kD=2 —0 Y SETHIT ORI NADIZH L, MSATHIRET A 2 Eh%vizn, §
83 vD2%%k (D2R) @%PDtMSA@ﬁEEIJ%ﬂ:ﬁ)ﬂk ENTWA. LAL, MSA
TOMGEARD = 2 — 0 v ORLHEIREOY A, D2RETHPDEMSADERITZAS Tl
e\, RIFZETIE, PDEMSA mﬁEU"‘LtﬁmﬁF%ﬁtét‘é LERHIE LT, DATH
1% £ D2RWENE DORERENZAL A PD & MSA T L 72,
[J5E] PDEZ LG E MSABEFIBIZ R E L7z, PDEKILEBAEREES 5 LEEOTL
i, 72, 74, THRERRIC, MSAE%‘lii@?)ﬂ"]ﬁ“f‘ﬁ‘bZ#Cﬁi@GErszHT 66, 67/ ICPET
% IV CDATHE(§ & D2RWER % ERE L 72, BGHESE, MBS, iRk, mite
W%, mUERHERE, (RIS, BEREEA/MNICROE L7, %vﬁhkmDAT(ﬁrétDZR(ﬁri
FHIL, $RTOBEBMAT— 5 %, SO (88 DATIIE, 666 : D2RIEHE) 1239%
L7
[H545] DATzﬁrétDZRzﬁrimﬁ ZALE LT, PDEETHEAOMM (r=-0754,p =
00001) Z/RL7ZDIHL, MSAmﬁftmmffﬁﬁa (r=10869,p < 00001) %/RL7.
[#54] DATIGYE & D2RIEE ORERFHZLIZPD E MSATA & (B2 A Ml 192 DATH
% & D2REHE CIIERDHEE R4, R 2EEMZ 2 S, BB ORE
FhHLEZLNI

P-0155
SREEEICETPIB-A ATV 2 FTFT 1« DHRES

U B BRI DI F B}
OFMEM, NIam, ShRT, B 30 Ml ak EriL

[H] EREFE B2 P F TRy (L4 TA8Y) ZHGzY /+7
574 (DAT SCAN) DIEHT— & N—A%MET 5. [FHR] w5

ERDT, Eﬁgf'%%u@ﬁ‘ﬂi%Tﬁ)éwmuiﬂ) 1o i 5 22181 (%]ﬁlﬂﬂ
LB, PHERTE£9%). (7] BABESS - AR E S 0
[AFTNISVBIRTA KT A4~ (51 | 12 #E—&L’CDAT SCAN % JitifT L 72.
Welg - AT e &2 DUT IR L7z, 808 : % ecam, 2 A—% @ LMEGP, [Hl#z
4% 14cm, Matrix size : 128 x 128, #ik¥ 1 145, Pixel size : 3.3mm, U4 E—
F @ Dynamic SPECT, WU @ 40, IUEMR]  35min X 2repeat X 4cycle
(28min), T % 1 £ B : OSEM (Ite8 subset 6), 7 1 J % : Butterworth
0.6¢cycles/cm, BUELAHIE @ 7 L, JEGHIIE @ 2 L. & MFHGIZH 72 o T,
Tossici-Bolt 5 ® /5 (Eur ] Nucl Med Mol Imaging. 2006; 33: 1491-9. ) (2%t~ T
[0 % 7% 58 L, specific binding ratio (SBR) Z &M L7z, [#54] 22612517
%SBRI34.08+1.18°C, Tossici-Bolt® (k) %% minimum SBR @7 v b4 7fii&
J545% FAl> 7z, SBREFEMRBICAD L60mAt (5HI) TIX4.92+129T, DUF,
70iAt (9B1) 417091, 80sELL L (8%1) 346+098L %=V, 4FE& L b+ 7
WY DR ABDLT L TWD 2 EHHS I &ot 226109 bk~ v
TSR PETH) (T3+55%), LIHETH (72 7i%) 1281 5SBRIZZNEN450+
0.75, 443+048Tdh 7=, [Haw] U\J:VD%ST%#%%%%"G!;*@%%’G%ﬁ‘-ﬁfz-ﬁ%%
IZBJA NIV NI VAR —FEMET LT LA FEMEARIE S 7z,
DAT SCANIEZ/S—F >V Yk G/ —F Y VIEMRRE R O L ¥ —/IMERIERA
SEDZBWTIRBEIEATTRD 5N T W25, ElE B 2 20BN H 7> T
kxBTS A LENH L EEZ SN

5555 B (2015) 55 : S254

P-016-1
N—=% 2 Z X L% RS MIBGEEBIOERKZE H £ U DEBOBKRE

RN i ~
OXGHR, RINFE, NFASE, GHEE -, 91aHE, RESE

[HH) z\°~$ / v V95 (LUFPD) Tldf10% 0 EE TUHMIBG S ¥ T Ut
T (H/MI) ZIEF#HFTH S & S, 28— F 0 VEGER & OISR EE 2 7 —
ADHAES . /\~$/ YV = AL ERTMIBGIEH B O H TH/ S — & > v Vi
DR R BOPDYEEDLN O AW S 22T 5. [HiE] S—Frv=XA
77T MIBGIEH B (H/MIE B, 2040 & $ 12200 1) 140610 9  BIEH
WL RIS - AT BRI - R RUE A M - BRI S v
HEMERE - ARTE i - ZOMBE (ERFEKEREZ. &) 1208 L% - 72
(5461) D B, Fio3—F >V VHEHETUPDRS37%520% Ll ek L 72 %% Probable
PD#E L 5EF L 72, Probable PDEEDOFEKR A 2 7 £ MIBG H/MILO¥# % 2 0
fh o BE & Hchiat L7z, [#%:] Probable PD# TIZUPDRS3A 21 7 5 & UM,
Wﬁ'ﬁﬁﬂ)%ﬂ’a‘ﬁi‘%@ﬁtﬁf O LI LAEICHMTH -7, MIBG H/MILH A
IR BT X D HE TH o 72 (RHlIHIp=0.0443, #%8IHHp=00013). F 7=
MIBG washout rate (WR)@JTIZ;*!X% L7z& 24, Probable PD#ECHEIZEE T
& - 72 (p=0.0021). (22 Pl EMIBG U & > F & ll5E L 72 4EBIC B L T
Probable PDEET I <121§1J> RIS £ 0 /MBI CH BT Lp=
0.0300), WRIZAHEIZTCHEZ R L72(p=00433). [#if] MIBG H/MIASIEH OPD
PEED ISR 2B, MIBGH/MILOBMIF DA & R T O B &
OWROD E i & BRI C O LA TH 5 2 LB L7, PDICBIT 5
AR O AR E O IBLER O A #m T 5 LTOEETHL L EZS
nrz.

P-016-2
N=%2V U iRb LUBERBOERICH T 2123-MIBGOBHY > FT T
71 —DFRAM

LRI FAEPORE, CRISILEE B
O 20!, HEEEAT!, hRFF, —lik!, &k
g B, RS B, MEFCE SDHDEE

[H ] &#FzeCi, lzgflfmetaiodobenzylguanidine (MIBG)“/ YFTTTA—D
N=F v (PD) & ZOMEERBE OEMICBT 2 MEERE Lz [
B BEsE% b L IZ530 AOPD 2 IV — 7 L ¥ —/MERIZRAIHEDLB) 88 A, Hoehn
& Yahr (H&Y) 1 (PD1) 58 A, H&Y 2 (PD2) 106 A, H&Y 3 (PD3) 230 A, H&Y 4
(PD4) 48N, TV A < —Ji (AD) 42N, KR B AL EAS A MEAE (CBD) 19A,
2 AR ZEARE (MSA) 33N, AT LR (PSP) 41N, IEH EKEEAE (NPH)
24N, AREVERIG (ET) 18N\, WIS/ S— % > v »REERE/ZRHUE (VP) 13N, &t
T20N%EXG L L7z, SPECTM{{IIBAR G 430%5 (FHIAH) & 4memith (T4
RS, /M E BRI LRZEHI L 2. [#5] 2h2hogficbue i
HIH/MIt & $#IH/MIt % one-way ANOVA (Turkey's test) % i\ IbEMES L 72,
H/MItE, Z0MboE L L CPDZ v — 712 BB TARICET LT
99% 5 B IX ] o EBIE, FHIAHT217, %W T203TH - 72. Two-way
ANOVA (Bonferroni test) Cld, PDZI)IV— 7128 2 H/MILIZEIAAH & i LT
B THEIIR T L TWA2, COEMIZZOMOEETIEIRD 2o 7.
PDZ ) — 7 ®H/Mit, PDL, PD2, PD3, DLB, PDAONACILF LCwo7e, [ghda] 128
I-MIBG/Lifi ¥ » F13PD & Z O B B DI A Td 5.

Y ERES AR

P-016-3
N=F DV R TCORIRNF —aUX—E2—FHV/EMBGY > FJ 5
71 DEAM

A PR R, RS B RS (BN
Om#ein!, Aei3e=", Smms, 3k hEa® mumm

[Hi] MIBGLH Y ¥ F 2574 (MIBGY ¥ F) (3/5—% >V Vi (PD) L Z0H
BEBOENCHENTHL EMESNTWD, LaL, #lEHiEea) 24— -0k
EIZ & ofﬁzﬁaﬁ% EF AR AL, B S NI - AT R AL ST e,
%7z, PDRINIC BT AMIBGY v FOHAMEICOWT ) X — 8 —HHIR S el
[ES R0 é.# Z20114E D0, 32 b A MPREAPIAVF—T) A =5 —
(ME)% FlW7zMIBGY ¥ F % fiif7 L T\ %, 4 BME% v /-MIBGY » FDPD - PD
JEREE (nonPD) OERNCBU 2 HMMEICOWTRE L7z, [7#] 2011458 A 5
20144E3H £ TOHHIZME % F\W7=MIBG Y ¥ 7 % #ifT L 723694 5 % #2012 i
L7z, AR IEPDISTH, L ¥ —/IMERIZEAE (DLB) 2961, non PD84BI GEFTIERL
- 1ERRE 1260, parkinson disease with dementia8fl, ARz I ETEETH, %57
SRR 120, BB/ EREAR, 7V YA < — IR0, ARREVHER206], A{ntk
PDAf, HFHIM S —F > = X L1400) R OKBRTR6OFI & L, #miE T L OH/Mib%
fEHT L7z, [K52R] PDOH/MMIE T/ MBI T & & IEITREIC L 2dvidiBo i
Aofz. £7:PD, DLBOH/MI (FHIAH/HHIAH) 12208+052/181 =064, 197+
058/1.66+0.68C, *HHE 289+ 044/296% 066121 LAY ARMET % 5872,
F7-, PDIEBI & AP RHE L Ul L, ARAEORE, $REXHH L7 cutofffli % 73
Hi244, HIIMA230L T2 &, W, FREEE XM TT3.2% - 84.1%, MRIIHIT80.7% -
841% Tdh -7z, F7:, non PDFI & D IbiT, FHIH237, #IMIHH2.19% cut-offfii & §
DL, R - RIS TI01% - 85.7%, BIIHTT59% - 81.0% TH o7z, [#E
i) ME% F\7zMIBG Y » T3 BEAF O & [MA#I2PD - PDIER BB ORI HH &
ZZHNb.




EE56IA] H A

P-016-4
MIBGDH Y > F 75 7 « (S TERET 2R 9 SWEDDIES Dkt

VEBTHER L v 5 — HEEARL, 2RI SRR PR
OHBIEIEY?, fetafem!, e r! Jn T

[H ] BRI S—F >y V& BTS2, P LFP-CIT-SPECT
(DATscan) Tld B4 %R & 7 b‘ﬁ@H%Scans Without Evidence of Dopaminergic
Deficit (SWEDD) & MR L T %, 4 lilF 4 dMIBGLi & » F 77 7 1 (MIBG)
2 CTHRFRART % 7250 72SWEDDJEGIZ D W TS L 7z,

[EGIFRR] SEFILIZ64R BT, 2012453 H 25 20 S B ERRE, 15 4 (/NI ABATAH
B W BT R A & 52 72, MIBG TR H/MIEAS L2212 F
DATscan Cldspecific binding ratio(SBR) 586, Asynmetry index (Al) 29 & IE%

N F = Y FIR L 72, MRIT il il % % RIZTLEfE 75 & @ o720 MR
Parkinsonism Index (MRPI) 962. CHRIFWIZDH ). MnlEH. BERWEZR L. JEGI2

X77R M. 20134E10H TA L FOB & 124 éfJ‘H’Jﬁ. W B ERR 12,
HATEEE, A L TR, SRR, S SREE LRz, MIBGTIREM
H/MIASLO6IZMK . DATscanTIESBR5.78, Al4.3. MRP18.77. Jit 55 XL i
D BRI L. W IOSER] S L-DOPAND UG % 7280 72,

[#4) HPRZS 2B L 72— % o VIR TIEDA Tscan A5 I Th %
<‘: HEENTWADY (Kim JM et al, Neurotoxicology, 2010), AERITIZDA Tscan

EHTh o7z, MidIEiE & O B#EIZAH Tdh - 72, SWEDDJE B T I1EMIBG,
MRPL L-DOPAND FUSHEZ & D iR E4TH & & b2, ZOEBHEICOVTHEY
R MR B BB .

P-0165

IN=% 2V U RBEICB T BMIBGLHY > FJ 57 1¢—, CVR-R, BEMEE
KEDRE

HUBRZEBERE Y v & — KAGbE FhiEnEL

O HTE IS, ARSRA, %bﬁii I W, ARERA, SRS,
SRR, JCEAME, e FRZEIERE, ASARYEAR, T R P

[Br] 73=%>v Vi (PD) B% Tl [PIMIBGLH Y F7 9 7 4 — (MIBG) A5 &
DRI T A0 S WPDOBITCE N TH A, LA L, MIBGEPDEE D HE MR E
OHEREIVECTH L. A, DL EMREROIRIE T H 2 MIBG & B2 EAM#E R DO
%T‘%bLER—R%ﬁM%& (CVRR) % F\VCPD#EH O A MRREE & OB % e L
. [ - k] MIBG & CVR-R# 1 ZIZFIBEIC AT LPD & I & 7z BE270) (147
TPE206, FHEMTASIETAR) ARG L Lz, Bske b LB AME B L
26151436% (BYELEI, ZPESH) (TR ’E’Zlilﬁ")'cio ) BI33MMAE AT VRS L L7z,
TERRAE, S, RNEIRE BRI L 72, EI1£$$@ L, R, HRIRBEE, FITRE,
SR AICIUE O 122 CHEE L7, MIBGIZ 519 5 500 & Gelfion- Lol /B (H/M
) &, WAL CITo 2CVRR &l L7z, H/MIL & i, Tmiim, EEECTH S
Hoehn-yahr474 (HY) (¥7 Y v OMBREE Hv, CVRREZHHIZA YT~ VIE
HHBIREIRE & IV -Cariti L7z, AESRERE QA I L H/MIE, CVRROZEIZIE~ Y - &
v b=iEr v [BR] 2fofmli56=584, HY 31+13, H/MIt ()
175046, (%) 146=046, CVR-R229+119TdH 7. H/MMIZFH, #HE bIcE
SERE, TR & BOMM % 07z (p<005). CVRRIZEEE, i, Tmuim & it
Kmu\oz‘ BRSO RERIL, HH636% (21/33), HERRE333% (11/33),
FIFBEES30% (1/33), m/r RIEL52% (5/33) Tdo7z. H/MILIEETO HA AR
EQFETIIELX RO o727, CVRRIZER, HERREEE, awry&m&@@ LTI
flich o7z (&Tp<005). [Hm] PDEE LRI AR b REE SN D 2 & TR
M Z#E I REEATRIE S L. TG Off *liGoldstemb@ffL*t b= LT,

P-017-1
N=% 2V U RBMICHB T B F IS RHSPECT EMIBGOER Y > F 7
7 1 DIEAER

INHOE 2 b L Eftt v & —HiENE, 2NHOE D b & Eft > & — iUt

ORIE—1, MR, NI, KEREL S8 72 [iEreis?
[HI] S—F 2V U MBHICBTARRI VI AR—Y — - A A=V

(1BLA A 7 WXV HSPECT) & 'PLMIBGL; > > F 279 7 4 O MMEIZ OV T
a7z,
[D7E] i, WwRT v 741 719%& BERIGIC S—F vy Ve L, 12
L4 % 7 W/ U JWSPECT & PLMIBGA G S > F 75 7 + OT% % HifT L 7= 0%
19%:. Specific binding ratio (SBREHIPH) 4 Wil Cifllsg L Lk L7, MIBG
WY v F 7T 7 41200, GOfERRIE (H/MIL) & e MEREEm % 1T - 72
[ 5] w % 0 P14 4 7V 28 2 NSPECT OSBREL#EA135.83~865 (FF357.18,
FEHE(F075) Th o7z, PDEZIND S b, ESBRIE (5000 F) 1364, 55
42 TIEMIBGAL Y ¥ F 279 7 4« OH/MIL (BUIM) KT LTHBY, KRh2%
E®THhorz. —7J5, SBRIES X OEMEMFTRIZ S—F >V ViFic—8T %
W22 0b 5 FMIBGLHG Y v F 75 7 4 Bt ASIEH Td - 72 BB V2% AFAE L
7z,
BEE] BRI/ S— % > S LIS N DIEPIO 22 1, LA Ty
JMSPECTRMIBG/L\G > v F 75 7 4 D—F OMAEDARPEE OB AR, wih
LIEEAT R B9 200 FET 5. INH—F Y /J"r@;_ﬂﬁzftﬁ%
FRPER B L T 2 1 HEEA S 5.

o

PR Sy 55 1 5255

P-017-2
IN—F 2V UREREEERIC & 17 2 DAT scan & MIBG scintigraphy M7 A4 (B
ERL:Hif

LUK AR
BRRE, W Al

U IR,
OFf—AL o 5,
e RFsite?

Hiy @ ARFTHDAT scanDEHATTREEL 72 1), N—F 2V VEBEREN TOH
)ﬂ liﬁ‘iiﬂ ENTw5. F72[FMA%MIBG scintigraphy(LL FMIBG) & 4 5
2E ) S HICHM _ EIRE S, WA OF AR L7 d R,
77_(1' X=X U EGREE B, 2014454 H X D 11H O CTLIEFIZDAT
scanZ 7o 72. D) B3 ALINIZMIBG & b8THEML 72/5—F >V Vi
(LLFPD)0, AR EERRE(LL T PSP)3, B2 B S A% (DL T CBS)L, 38414
IN—=F ) VIEFERELOISER A5 G L, B, BRI X % 2R A T
L7z. DAT scanaFifild SERHE QMY AR, fifizs, WAL T, E%
K FRHE209) TH & 4172 Average Specific Binding Ratio (ML FASBR) 11.7 £205%
R & LCHIE L 72, MIBGUddelay i TH/MILLOLLF & SR & HIHT L 7.
fﬁ% DAT scan CIZPDJERFI CTIZEL Y AAAET, Az, “LETE’F_’ 287z, PSP
FEBI TN AARMETY, ERELE R L, ELEERZLPo7 CBSTIEAE
FHAEDRBD Iz RIS =X 0y VIEFERCIIETER TH o 72, ASBRIZ
PDJERITI12398+1.67, PSPHERITIE3.17 205, CBSTI5.19, HHIMHE —F > v
VEERECIE6.38Td o 72, MIBGIX MG RI34ELL L OPDTI31.39 014 &£ KT
2R L7278, R 24FE AN O PD3BI 5 & OMliod /S — & > v VHEREE T RVE
RO oz FEEE  DAT scant@ &2 & 0, PDIdMo /S —F > »fifedk &
Wsk7z. F72, MIBGEMNZ 5 Z L1 & ) M OB WPD & BWPDO#ERIAS
WHEL o7z, ASBRIZ/S—F ¥ v VEGERCTEIMIICH %25, BZIFICIXmE
SEREIT LS MR L CHIE S 2 LEAH 5.

R,

P-017-3
N=F 2V RROBERERBICS T BMBGLHY > FEDATY > F T 57 4 —
DERA%

A RC &I bE FRE
OwlEfE—, #ldfk, FAEE, SEas

[H] BEAREAR TBITL 72/ 8— % 2V VIR R OEREEIC B AMIBGLA Y ¥ 77
574 —=LDATY V57574 —DF ROKE

[J78:] MIBGLY ¥ 5757 4 —EDATY ¥ F7 57 4 — O OBRAEDHAT ST
W 72266112 D\ T ORISR & BRI & Wt L 72
[ 2] SFREAEDBEI S —F v V= AL %D, MIBGLIY v F7 974 -
DATY ¥ F 757 4 —%HMifT L7z, FGIEBI OB, /=% 2V V4B, LE—

AMEBIRAVED, S RGBS, ATV LALRRI20), F RN,
28— ) VHEGERERG), HAIME - 2 VRG], REMHRELIHITH -7 8%

VY UHG LV E—MEREEHE TIRMIBGO Y Y F VT T 4 — TOH/MIET -
Washout rate /02 /R L, DATY ¥ F 75 7 4 —CTOREROELED S 5 EREKT %
BTz SRR L OHEAT AL PR CIIMIBG U >~ F 79 7 4 — TOH/MIL
KFix% <, DATY ¥ F 77 7 4 — COMMBGEEOBNERLT 238072, FHMi
BMAETIEMIBGL Y » 577 7 4 — COH/MIME T 3% {, DATY ¥ 57574 —T
OERILT L BO Lo 7z, MEED 2V IZEAIE =% 2V VIEBER CTIEDATY ¥ F
7574 — f@%ﬁﬁ?ﬁﬁ&f,t?ﬂ%%fdmﬂ>>%7§74~ﬁm%ﬁﬁT
RO R, o 7 BEETIH3T A T EEMRIA T THETH Y, 37 A 7 HHMRITO
neuromelanin-related contrast(NRC) % #Fffi L T\ 2 fiEfl li261"§ﬂ¢141§ﬂ19) S, N—=F Y
VUHTENRCOIE T LTV AR VIER D & Y, BEIEWEZERLEho7.

[#3R] =% vV R EREEE BT 5 LT, MIBGLHY ¥ F7 5714 -k
DATY ¥ #7774 —%#laabe THHT A LREMATH L L b FIZHY
MCIERFTROA TS %Z T2 2 L IWETH Y, MIBGLAGY ¥ F757 1 —EDAT
YUFTITA-DEATHLLEZ LN

P-017-4
IN—% 2 UiREERRBICH ) B DaTscan & MIBGOR %

Sz i rluﬁif? TR
O

[E Y] 2013412 European Federation of Neurological Society (= & 1) 53 & 172
A /Jﬁ“ﬁb%ﬁ@f’&b@ﬁj%’(“li, DaTscanlIZMHEBTH L /3—F v v
SERETE & ARBEMEIRIR ORI, MIBGIL/S— % ¥ v Vi & & Rff ZEMiE O 8 BI 1C
LAVATHESR S e, l&?c‘ 2014456 H £ ) MIBGIZ /il 2 CDaTscan¥# A &
n, =y ‘/Tﬁ&‘iiﬁ%&l@ﬂ)%’ﬁﬁuLi%f:@‘%ﬂﬁ‘ﬂ‘é‘u%fﬁbﬂbo 7. LRk
r»f“atiﬂ@/f—ﬂe vy V?ﬁl@@ﬁ%%@ﬁﬂb:’)b*’CDaTscantMIBGV)EQE‘IﬂE. Pl
B2 HEHMIZOWTHE L 720 TS [E] 1231FPCIT(/(7]‘7)1/

2N V) B EAIR T Lsmgle photon emission CT(SPECT)’CT?EH’E L, #EMmKEEH
(SBR)={(Mr R ititie-/N v 2 75 » Wi/ N v 7 75 » FIHEB L O, /j:
AR AL = (G M4 A G Ho- e M RS & 1)/ i O R AE B I o P &2
S LR Lf_ F72, 123-MIBG(# ¥ 9 — K77 =¥ )% E#lkiE45 LSPECT
TR L, AR L/ M) & 51 L C I L7z, #EEHEAYLEIC IXMicrosoft
Excel& UGraphpad Prism 5% fva72. [#58] SBR & 46, H/MI & ElICH S
7o MEIZ RO SNk o 72 TN RIFRHE R AR A 2 > b

\/\

T—)Lb& LT, N=F 2 Ui - BAGEZPED /8= F 2V V9§ - L E—/METIFR
HIE - AT AL LR %@1&0)/\—ﬂe vV VEGRE AR ENEN LT 5 ESBR

= F 2V URTHERET 2R L2, H/M-IZ S =% >V 2 & BAE S
PEIN—=F 0 VIRTHERIT 2R L7z, ANIEHMN CH 2B 72
Mot Tl =%V YR L CETEAZ LR TSBRIZ G B AR T %
~L, H/Mrtti%d)ﬂﬂ@/\—ﬂ?///rﬁﬁf— CRLTN—F Y VI THE R
TrAD. [Hw] BEEEOEFEIZIES D &A% \vA, SBREMIBGZ MlAE
bbbz ac Ih, BUERTHB—F Y HEERE, oS- F 0y
Wik L) EBIICBHITE .




ERPRAHER

P-018-1
% RMEMIE DEITE & IREREOBEM DOMRET (i)

UEBASE AREARL, RS BN , ,
OBILIEES, MIAKE R, METIEY, JRIHEFIR, 4 TS A2
TEHEA, IREME R IR

[HH] 2 RMBEMIEMSA)DIE & HEATIIEBEILA M L ADEE T2 EE 25
NCWa, —J, IRERGTIRILER A RO Z L5 N T 5, 4l MSADOE
ATHE & IRIRIE D BB ORRET 2 17 o 72,

[Hek e R] 513200941 F %> & 2014412 A O I MSA & B #T & 724648151
(BPE21%, @25%) % et L7z, BMSABE OREEEORE*1T7% > 72. MSA
D IESEE 13 Unified MSA rating scale?®Global disability Scale Tl & 17 - 72, i
113 % 14E M D Global disability Scale®#Al3 % #(Global disability Scale/ £
MFEN L EF L, AT - 72 MFREE & #1753 O Spearman A7 HH B 47
BasiLr.

[# R L ZHE] £MSAEE T FIMLEIRFEE4T +12mg/dICdh - 72, BIEEH
O MIERBEEG.2 + 1Llmg/dl) 2ot B3 O3 i iR 4.2 £ 1.2mg/d]) &
D EAE AR L7z, SMSAEE TIEIRERE & HE1TIE & #1750 Spearman i A7 41 B
£24513-0.324 (p=003) & DM Z 7R L7z, 512 B M EE TldSpearman/lEf7 A7
FR%8 -0447 (p=004) LB WCHEOHBEBRAR D b7z, LEEH T
SpearmanllF 7 H1 B4R E12-0.160 (p=045)Tad V) HIRIZFED % 2o 72,

(] BPEMSAEHE CTIREVIREMED BE O S I OMATAEN Z L ATRE
N7z REBEIHUERLER 25 1), &M Td %S08 L 0 S HURLIEH % 58369
L. PBYEEBE I LVERE L) MIEREEREA R 720, MSADHETTIZIRER O ik
ALVER OB R  HBL L 72T Rt d 2 L b b, IfE IR EREASMSA 1
BHEOTHOHEIE IO REVEATRIZ S L7z,

P-018-2
SRGENIE IS H (T ZEIMEEME & BEHET 5 BEEBALDIRES

YRT AN A - WRER Y ¥ — WHRNE, HRRERRSE H—NE )
Od\%jﬁirl, TR, fARME, il WY E 12! SRR
< HE

[ H 1912 A MR (MSA) Tl s RE i m s i 212 X 2 e i (OH)
AGE AN S, HARAHE R O OHANO B 52 DWW TR A 22 v,
OHDFEEE & B 5 % Pz 2 MR ThiaS L 72.

[J5:] & ixprobable MSA & I S 721861 (511, 7, Fi#ii62.7 + 83)%,
47~795%. MSA-P8, C10.). &fIl260° head-up tilting testx 47V>, tiltIEFI &5
SAOIME L IRIAD A B5E L7z, 7z, SO 1.3mmE o %KETMRI % SPGR
HAC X D & L, SPMS8IZ & W DARTEL Toolbox (Diffeomorphic Anatomical
Registration Through Exponentiated Lie algebra) % i \» T, Segmentation,
Normalization®EIZf#HT L 72, probable MSA @ 1861 % I UL AL T A%30 torr
Vo9 (OH+EE) &30 torrAiiid9Bl (OH-FE) 1234 L, tHEIl XL 0 ik
HREDFED D A2 SPMBIZ & W M L7z, Wiz, 18fl&efzxg s LT, i
JE, BRI 7 & AHBE S 2 B 2 SPM8IZ TR L 7z,

[#& 3] OH+HE & OH-#EIZ B\ COH+HETH RIS E AT L Tw7zold
MHOBEETH -7z 18BIEBIOMRETTH, P B L CHERIIIE DT &
BORAFEIAELAOMMER L7z, 72, IRIABIEMBIEOT & il o>
BRERMOAERAOMEER L.

[#55] OH+HHECIZOH-E & ) S M EE HARAKT L TB Y, 2o, WHlED
BEERRAH/INT 5 13 Etilt test THLHRN R OIRIRIIMLEAME T L, BRITOB I
BLNEoleZ Es, BEEOHERIK TIZOHOIFAEICM S LT\ 5 1] fEME
Wb EFZHNI.

P-0183
SRMEMERE CH T B HAFBRBIR & PIREEEFRE ORE

UHROR BRI R AEPIR, LIRS AP )
ORZ-H!, HH M, R 2 MEE- FKE, HbET
femfr, SRkt i A

[H#9] £ RH%EHE (DTMSA) TIIMAREIEE 202 2 LB~ TH Y, HAEBIC DR
ENHHEERONTVES, FBEFEMSNEIC & 2 PREERE (DUFCMCT) 138 ke
O—HEEBLTVEEZZHNTEY, MSAIZBIACMCTOHERM i 52 L2 HEY
Lz

[J5#:] 20004ELH £ 5 2014411 A £ TLBFRABE L 22 MSAIZL09E I, 2 0 A CREGE 3 R A
2 & ) CMCT R lI5E L 723761 (BE18H, 4466+ 8%, HR161+9cm) Z/G L L7z L
ST, TR L0 El ShEmsFREs (BFMEP) B £ UCMCT %l
E L7z TR ASSE LN ORI & 20D Lo RIIBEOI 5T, SRR RS
whttk, Fhlsb R L.

[#5] &374ERIC 513 ACMCTIE 166+ 2msec (745%), TH143+2msec (688) Th -7

FLHAERZ2400 (BYEL26, RG0S = 05, MIRIIM24 =T, A, 55163+ 9cm) TCMCTIX L
[16.7+ 2msec (48), TFH143+2msec (46/%), HfkMBEII8H (33%) THETH -7

BRI B CHER BRI R & BT ORI 28 A, CMCTIR LTI & b A EE
ROBPot T, RIS (BHH, 685w, MmIm5+30, A, HEI18
+8cm) CCMCTIE LHE65 + Imsec (26/%), THi144+3msec (22), SEMAMBIEIX8H) (62%)
ThHtrio7z.

R B CHA BB L BB OB 8 2 A, CMCTIR BT L b E %
ROt R BHIROMM THR, ETHCOMCTE b FEEL RO Lh o7,
[438] 4 HOMCTOH O 2 53072012, MR L OB R —BE BT 2R
ZCMCTORHII% 8 ) LENH S EE R T,

55557 B (2015) 55 : S256

P-018-4
SRIREMIEICH T DREEE EMIBGLOH Y > F 757 « —DEEEMO#KET

LGRS KERbE HiHEPIEL )
O, fEaRIEZ, AAESE, (FHfE—, FERE PR,
ST WE E BHETTE R

(B8] BEEELMIBGLGY ¥ 57 F 7 1 — TORMMER RO A M, Parkinson
Disease(PD) & Multiple System Atrophy(MSA)D#EFICAH A TH Y, Lewy/ MEIHH D
FHEERBT S, 22T, YEICBTAMSADOEKRGES L CREEED AL,
MIBGUAG Y ¥ F 75 7 4 —OREIZ DWW THRE L7z

[F78:] 2003411 H1H £ 520144E10 A 31 H F TOL14E B 12 S Bt A ABe L 72
MSAEFAIBI 2 0§12, WEEEOFES L OMIBGLH Y ¥ F75 7 4 =220 T
MRET L7EBI A i L, 28 & LUT OTHH 2 BT BLIIET L7z, 150, 4,
WAL, MIBGU Y v F 77 7 4 —HIEMFEEIT RO A v bk 713 GHERE 1660 T),
WG REE (A b 712 OSIT-] 8Adi). WL REE O 4 8 & MIBG.Lfh v » F 7 7
T4 — & OBE R AT

[ 5] MSA 4960, MIBGUG Y ¥ F 75 7 4 — %5 L7720 134260 Tdh - 72
2000, TERNLBE 2451 & E18BIT, Ao L EIX607%(53-67)TH 1, i
HIIMSA-P 1661 & MSA-C 2661 TH - 72, 2D %) LT L% 388 72 D IZMSA-P 4
Bl & MSA-C 3B DEHTHI(17%) T do - 72, WAGLIEE O 47 I & M5t L 72w f12 1861 ©
otz 18FIOWNFIE, HERNX T L2060 & 6B, FiEOH JLfii1X627%(54-69) T d
Y, JERIIMSA-P 76 £ MSA-C 1161 Tdp - 72. OSIT-JOHLEIZI8-10)TH 1), WLEE
[543 MSA-P & MSA-CAYE VG DFF260 THAE L T\ 7z, 24861 & & MIBGAA
YFT T T 4 =TI A RS e r o 7z,

[#5] MSAD17% CMIBGL Y ¥ F 7 5 7 4 — COBMEIT R & 0, 11%TH
HEEZZO TV LA L ZOMEOF 2 AT 5 MSAEBNII AT, WLk
EEMIBGUH ¥ ¥ F 77 7 4 — COBLKEAT OB IR 2 Ao 720 MSAIZB W
TLewy/MERHAHI S 2 54 1213PD & 13 74 2 RN S s,

P-019-1
ARDSRIREMRIEICH T B/N—F VY ZXLEDATRAF v > DEARZEICDOW
THE

MELR 3 R AR A R S MR R B e
ORERMER, &HEH, EHE— REEZ

[H] ZRMZEHE (MSA) 1B A/83=% vV 2 XA REREIZZLVE S
N5, WHEZW T Odefinite MSATEFIZ BT % T b B L) Ttz % 72
B 5 DIk T20% R & #ir STV 545, MSA-CEMSAPOHENRE 2
7 EMSAD R GIE AT & Wk & TR 5720, RO DRI TIRIFR
DFRERIZ S VITRESE L & 5. — HIE A THDATAF v U A Sz,
MSATODATAF ¥ ¥ TIEPDIZIAELEDS D R v ) b 5 —T7, i
FESWI CHEERZIT SNZMSATIIPD L ) b EAEN SV EHiE s b &, —
FEDORRPFLN TRV, Z070, REOMSAIZBIFA/8—F ) =X 4
EDATAF ¥ ¥ OfEAEICOWTHEN L7z, [#] Gilman#ii# % probableZe
L possible Tiili 72 MSASBE D ) HLDAT A ¥ % ¥ & {idT L 721861 & %y G & L 7=,
Specific binding ratio (SBRYDEHZEDHENI0% U LD L O FE L EAEE
L, F2oEMBEREFH LA S—F 2V = X2 OFliIZUPDRS part I
HHAMWZ, [WR] MSABED ) &, /$8—% 2V = XA TEAENI 1T
o 7AERNE55% (10EBD) Tho7z. 9 b, B CRA#% RD 72D H%389%
(78)), MBHCHEAEEBDIZONM44% (86)) THo7z. DATAF v » Tl
N D HREHNL66.7% (125EH]) TdH Y, FExIFRFIT218% ThH -7z, DATAF ¥
¥ OIERFRFILIK A & OPEHR EFIZTED Y ZVOIZH L, BRI ROLELZEIC
DWTIXINFE TOWKS S DR E ) bEBETH -7, ] AHBOMSA
TRIRKIZB T BMSA L ) bERRIG TGS B DR H 5. i
DATAF v 2B HSBROLEAZEDEEIZ X 65 R W fElEAVRIZ S LS.

P-019-2
RIEM/N—% 2V UiRICE T 2COQ2E RN

B TR

WEF A . _
O=%ER, M, F= o, W Al 55 EILsLeE,

(B m)

TR IEES R ZEAE (MSA) OFEERF B L OIRIETEMSA 095 8 B 8 5

5T & LTCOQ2MHE &Nz, —J7, MSATIZ—HEEDNIZ/S—F > =X 24
ERTLEEN T Pu— VL) EEIISW I L SN Tw5, BT

COQAIMSA-CIZ L N A SN2 LB SN T2 )5, COQIEEHMSAIL

BUFEN—=F XA LOFBUHE L TWD, HHWIES—F v v (PD)

fg amaiﬂélétﬁ,ﬁm%ﬁt:ﬁ% 5 LTV AWHEMDH Y, 4 RIFN 41T o 72,
Hok

HWHAEEEREROFEME =%~V 9% (AD-PD) ©BRFIOBI & H itk

WA SN B RIEM/ S—F >V U (ARPD) 84l &5 & L7z, COQ2s

D&Y Y v &H v H— 12 Tdirect sequencing% 175 72.

[#R5 L UEE]

R 36T WV & # 2 b1 D transcript variant TIZAD-PDTCOQ2MD 3 A

b ABERPIBITRH SN, ARPDTIY VY A%y TR EL LERDP1EIR
SNz, ZTO26NFINEHF O MRIPD & I RBIR K & Bp o Tz,

[#

COQ2ZEFAT I KMECoQLOK ZAE DAEBI 7 & Thik 4 el gabE & % £ U155 2 LS

WESNTBY, WHERIIBWTHIFHIIEE 2 KB % 1 #EAI A T

A U152 W REEA R S 7z,
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P-019-3
SRMEMEDIRE (MSA-CEMSA-P) HICH T ZRHBEMOIZE & BRHKER
(0):4:3: 5

AT AT BT AR R
OfrigMr, RREHAA, NHBL, #IGI0E

[B] ZR#ZEE (MSA) (&, BEAREREE, EHAH, —F 0V VERS
ZAAERE L, B EER & L RIS TEROMSA-CL, /S—F 2 VHERAS
+1M>MSAP GREEINTWD, TOHRBOBEREEDORENEZ ST 572
&, BEFMRIEE OO &AL OBPEM L, REAIIH, FEAED O & HEE AL E
A SN T TOMME & DORIRE R L 72,
[75i:] 20134E 11 H LH A S 14, BB~ ARE L CEEMRI A 2 1T\, Moz
WEBO A% A2 L7z MSAB#HS0% &k R & L7z, MRIBI{S R FE6, LR,
FUNI, KB O S 25 L, BRI, FSRED & K AEALE (B E s 7 —
TV - REEGAE - GBI AEAT 2 F COWIM & OMRE IEBME L7z,
[6558] MSALARTIE, MM OFHIMEIL, FEORFYIRM & 40 OE AR
L OMNAHBIAS A B 7, TR EE O i TlE, MSA-CO 06 T E o2 )s
BT A%, TR & AESN E ORI GETIRC) A5 % 20
¥, %ﬂﬁi@lﬁ%ﬂﬁ?*lmkgé IMSAPOLHPHBEIIKRE o7z,
ham] R T ER R RGBS ASERD S, MSA-PIIAE T #80 ki SR 1
O BbH 5, i %Lﬁwlé)\f; VL 7o Tz HEIREEE W T R,
WA G L E VAT TIOREDOM G555 2 5N THE ), MSA-PTIIMORRE H\/
OG- HEETH L I LHEN SNz,

P-0194
MSA-PEI#&H51(C $ 1 5 Glial cytoplasmic inclusionsDi&EH

R R B Bt PR, 2R S K2 PR 22 Mﬂ%&/\ﬁn‘ﬁm e R

ORIIRH!, maument, & FH4E2 REEH
[155] £ R2MHEEMIEILa ¥ X7 LAY ZHRKS & 3 % Glial cytoplasmic

inclusions(GC) AL IS HIBL T % 2 L 2 CTdh 5. MA5MAEY (Striatonigral,
SN)%& & 4 1) — 7 - 46 - /M (Olivopontocerebellar, OPC) A DZEVEDBEfE$ 5 2 &
DYFRIZDS, JEBNC X o TOFT N OEWORED R ), SNIHENHZOH D
ZMSA-P, OPCIRZAHILDH D% MSA-CE MRS 2. MSADFFHES I FF T
T AHCCUIZEMIRZIE VI 555, SN, OPCEH & OZEMEAEN A2
DOFIRIUHBT L EE2 5N T D

[H1] 4EF ~ 12245 TOMSA-PEBRBISHENZ DV TEMEDFLE & GCIDHLAT )
% gradingd % & & b ICHI#H & I L CMSAIRZDHERIZOWTERE L 72,
[er 5] YR CEM A 4T > -MSAP 8Bl &K G & L7z, Bik2%, L6k, Fiok
A6 14,

5] A=y YEEL/ST 7 4 Al & (L
a ¥ X7 VA v REGRETGCIO % L7z,

[FER] ZHOREIZWTNLSNRZIX L 25 I TH - 7248, OPCIHZE L0736,
T 23360, 2061, MAIBITH-7. GCUIDWTIZOPCIHZ T or MIZDWT
IZSN, OPCIZEEIZGCIDW B2 R0z, F 7z, —EBRINEAE R #iki% 2 &1
HGCLE 872, OPCIRAODERIIE, 2(1xSN, OPCW 342 & GCIo Bl % 7%
D778, 1NEGCIO BB SNIZHRE LT 7z,

[#55%] MSAIZ BT 2 GCID MBUIEMEDREEIZ X 0 B D2 H UL 1B
FTHEEZLNTWLY, FEBIONIBIEIGCT S SNIZBRIF L T 2 i 7 AE 6 % 32

Bz, ZOFHDHCClUEE DAL B A HRAEICHEE b T2 b L®E
Zbhz.

HEJ s CAMEORHIG %,

P-020-1

tract-based spatial statistics % A\ 7= % RIRZEHRAE O EHRFT
A YN R A NS
ke AR

ez ZroifsEty sy —, SGlEE K

Okt —#, gL, 4908, AW, Kt phE AL
PEIE gl RO &L hRsE- ORI SR

NHVFATET 7 =4 V2 =72 ks, mEEnS Zep=2

AR, ML

[B19] 2 RMZEMREMSANIIFIANIF ) — 7 - 45 - N & R GAE - RER
L MR RICEE R EDSTRBO SN LEMRETH L. 20 L) BV
voxel-based morphometry(VBM) T3 & LTI Z HNLD, T LX) &M
TS E D & ) AR OREZ R L TWAO0ERITT 5 2 & AYEIEITE
I TdHAH. T4 IZVBM & tract-based spatial statistics(TBSS) % Jiti {7 L
MR I B OB A FERE L7z, [J7E] KRIZMSA 13614 © 65.9 = 7.55% - Tesill
[ 1 29+ L14F) & 4G & PR CRERHARICE D 2 WIER 2 > ba— )b 1361,
BIRBEMmEZ B SOKEO L T30T MRIZ fVvC3D-T1 & HLEL T » v V{5 % fit
17 L, VBMRTBSSIC T HEAMHEBAL O TR & I P AE [ B RAT 2 47 - 72, [ 3]
VBM TG, /M, MEROZEMHZ RO, F 72 TBSSTIE/M2 & fiig o i
HERT—HRTEHE O E 2 30, 1&@7@1&&& ikb%ﬁfﬁ;hfwt(FDR,P
<0.05). /ML BRI 0> P A R S T 4E [#57m] 2 Rt EEE D 5
HigICi, AN S IO B EA AR T— ;E%@F%E% BB DD, R
19 72 KGO FFFN 21 2 FUEN IR 2 Tz, SHRER DFESUETH 5.

o

PR S 55 1 5257

P-020-2
MSA-CIZ (T 2 VBMIE: & AU /- BRiEE#E 3= OO 51 f
FRERRFNEFER L > 5 — N

O/ AT, WIS, RS, [EIEMFI*% AT, BRI

(B ] /N 26 9 IR A5 B3RS & B % R 0 28 4 E (MSA-C) 1 D\ T, Voxel-based
mOthOmetry (VBM)f#HT 12 C K 18 (gray matter:GM) & F1 8 (white matter;WM)D 4
WS 2 ZEERIZOVT ORI E B o7z BB OVBMEN % B2 7% - 72
73 DM ZERER L H L7z,
[J5i] *5IEMSA-C & I L 72w 7 5 20074F LAFE L2 VBMIFHT % L 2 722260 ~X36
fﬂ BUETH), 1560 & 2MLL EOFHli % B 2 % - 72860 36, 2 HESE). MSA-C
B, Gilman 5 O 51T L #E Tprobable 72 1dpossible DFERFI T/ —F > v =
XAL HATNRBERARI RN 2 b O L L7z, VSRAD advancelZ & ) sz
ERIIR T 5 E O E A ‘(extem of gray matter atrophy :eGM(%), extent of white
matter atrophy eWM(%))’EPH\N’C 36112 BT 5 2 EeGM - eWM) & s,
2[00 L OFHI % 3B T 7o 72800 HAERMEMRE LRI L2, p<00BbEAEEDD &
L7
[ ] D366 B 2 eGM - e WM & s ] O AR EUE, eGMIZ0.613(p<0001),
eWMIZ0138(F 4 L) Th o7, eGMEeWM & O BIFREL130.381(p<0.05)TdH -
7z. YM%Hu%ﬁua— Xl & R & L 72BR e GMIRNG E AR O YY) B 1£4.807, Xl
YIR3-724TH Y, FEERENZEMEF134.807%, ’3&4EHHE'{F'3(JZ724¢F LEz otz 20
VLo % 38 2 7% o 728B1Tlx, eGMIZ6.28 +2.32% %> 57.38 + 247 % ~H E 28N
LTHY(p<005), FMZEMmHEI30.229~0945% /4E(F350421 £ 0.225% /4E) TdH > 7.
eWMIZBWTH, 588+143% 7> 5H722+086% & AR L(p<0.01), 4ERIZH
#130151~1.85% /4E(F3#0.719+0625% /%) TH - 72. eGM % /4F & e WM % /4E 134
BA£R%0.792(p<0.05) & 5 A % 7% u_
[4575] VBMIAT % v CMSA-CLZ 513 5 4E B 2
FERERI I 2 HEE L 2 72

P-020-3
S RIKEMIE (MSA-P) (235 (F BMRIZ A - EFE A O 1% 5T

RFFTIE fﬂh’tl’ﬂﬂ'
OmteteiE, el

[B1] %R (MSAP) &, ZOERBITIC BV T/S—F >V VHPD)R T
féil@wﬁ‘ PSP) & ORI RS AW A7% . MSAPOMRIE{&HT R & LT, #
TR L MO T2WIE G S H 4 TH 5755, WIGHSREOENP /1)
F—V A, 7x)FrER RIELE ST CHSEEEERSFEST 2. 207
W, WA A FHIT 5 2 & T, MSA-POREEKRZWIO—B &) 5 50k L7z
[Ji#:] LbesibelE o & 2 MSA-P, MSACio;U/\»ﬁwy:z‘A ENHE O T
% b DOMSA B FH(MSA-C&P), SEEHMRIE {§ 7 (T2W,
Axial) % DICOM viewer(OsiriX; Plxmeoﬁ: ’\31 ) 17_\7#» ’F&‘r‘"’mfﬁ*ﬁﬁ‘ﬂ—f}: hhAT
A AT TOWRGMVE T L—A L, K 2mfEmm) % 5L 7.
(4591 MSA-PREH FIBE TR “F391114mm?) TIE, MSA-CH:(F#52321mm?) PDH#:
(F3592297mm?), PSPEE(FEIH2103mm?) & < & ~NE EIHRAHOELT 2 & L b7,
INBERE L X — % VY 2 XA DWEE L %&5MSA—C&Pﬂ¥li, PD#:, PSPEEIZIL,
LT (F351704mmA) % 326 5 55, MSA-PEEDZERALELI I MIE %o 72, BEA
DOMRURGE % B T 7% o 72IEBIT O MR ZEMEET OMETIZ oW T, PSP, PD, MSA-C
BT, #HBIC X 2 FBMEOEITIIMRRE ST, MSA-PH & MSA-C&PEECIIRE#A L &
HIZERMASMEAT T 2B % 7R 72
[#aw] MRIE{§ B CORRERNEIC L), MSA-PERIIBI 2B & fgm
CRT ZEATE 2, MSAIZBWTIE, MSA-CHETIX, BURRIET % 520 % fiE
Bl <, /8=F Y = XA LOFER % 29 2 MSA-PH, MSA-C&PHIZBWTO
AW T 280, N—F vV = XL OMKAER AW L7z, —J5, PSPHEE, PDEIZ,
Eﬁﬂf‘ﬁm BUTHWRAEOK T IED LR, £ L), MSA-POEKS
IZBWC, BREROKTIL, AREamETRTHLLHEZ LN

TR, SRR,

P-020-4
DATR % v > EEREBMRIIC & % & RIAEMIE (CX T 2 BRARAVIRES

IR i 2 B B MR D‘?: e P
OLEE—, &I, AR MilE#

[Hi] £26%0E (MSA) (ZMSA-CEMSA-POEEIZ G2 A, MSA-CIRHi{4H
R S EBIATILEIE S 2 D1t L, MSA-PIXBIREM R RE BT 7 E WG
BB FY H 72w &b % CEBADIEICHEETH 2. TR TDATAF v
ORI END L)), MSAPLMEBOENO—Bh L2 b 2 ENMFSNL.
—7i, MSAIZB ADATAF ¥ > DREF ROA ML, %&*ﬁﬂ)ﬁﬁﬁﬁﬂmﬁﬁw\
PR OAEL OPEIZOWTIEHH L2 E ENTWwRV, ZOOMSAIZBIT 5
DATAF v » QEFEFHAOAEL, MRITOWR O RAEHR//INMZE & OB % i
L7z

[J7E] HRIIMSABEE DS EDATA % v > k FHMRIZ 547 L 721861 (MSA-P 14
B, MSA-C4f). A, MRIF)?EL DATX#W/%Q’E';HHB L7:. DATA¥ ¥
THERDENF Y MIRE o 7B I AR A D & L, MRITH @ MO
AL R OV NGB L D Zi & b o T2 SN/ A ) & L7
[#5%] DATZ % + > ®Specific binding ratiof FIZMSA-PTX ) HiZ»7:. DATA
F ¥ T ABET % 728 3 /NMZEAG D AT d o 72 D201 D A T I |2 Bk ZEA
(=) ThHorz. —H/MEH% RO TDATIY ARMET 2 B0 720IE8BITH Y, 9
516 TIEDATHLY) AR T % 7860 5 O A TR EMILFRD e dp o 72, INWZEM &
DATIY AAK T OB % BO72DX8BITH Y, 9 HIBITIEDATIUY AARET %
R B DB THIRZERIFRD B o 7e.

/NI & DATILY JAHET % 88 % fE G 2 DAL o fEBI IS
ol

| G) BN E S M)%fb\&f&;%ﬁ% 207 WMSAREBI TH - Th K33
FEHELTBY, Willlofk T 4
Sz,

e~ &

v REE
|ZSBRIK FASEAT LD ZEMiABIN D T & AVRIE
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P-020-5
7|5 g B2 EEARAE (< 5 (T 5 Voxel-based Morphometry DRt

FREH A NETER L > & — FERE _
O MR, AR T, M, HpsE, AT, fEmk

[H9] NZERE % & 7238001, RMEE, RN, RH
NI R, CRE NI GAE 7 BT 5 b, 2D THCCA, T
GADIUARB /NI AR, U IRBRFUAR BV NI S TSE, /N B LS BEAL 1Z Be
SN D HEAEHEHE RN IHE (SCA6, SCA3L) (2B WTIE, BRI 5 OERIH
Wi TdH 5. 4l voxel-based morphometry(VBM)IZ & - T, /N B ZEHihE D
A MR U7z (] 5 S0E20054E LLRE W FEA L A5 7 /MK ZE A iE D 9 5,
CCA25M1, HUHARBRUIAR B P NI FRE 12061, HCGADHUAR G 1/ S HAES B,
RPN TR/ NI ZE P & 750 S L7-5BI(SCAG6 36, SCA3L 2l), Tdh
5. VBME{EHTIZDoWTIE, B 7V yng v~ —HBHESHZIEY 27 A
ELTEHENTWA Y 7 b = 7 Voxel-based Specific Regional Analysis
System for Alzheimer’s Didease (VSRAD) advance® fIfi L7z, #&HEE 7V —7
DFEROWEFINZOWTIE, VBM#i§% 2 —/8—4 VK= LT, 2DFHE%
Bz [W5E] SCAGHE CRI4ERG6T. T, “FOREEIIHI12.74E, MU EE2 ),
SCA3LEE CPS4EHRTOR, FIgREMIRE, MURTTREZA) CTl3/MbER - B IR
FVEZEMEATH LS, /NI O ZE6 (LIRS Bk 122 72, CCARE CPIg4E
Hn63.67%, I IR 7 A4, MU EE20 N, HUHIRBRBT AR B VNI ST 7 (CF
EET6.21%, FIGMREMIM0.74E, MURTREON) Tla/IMMEEROIK B % %
RO TR, /J\ﬂiiiljﬁ@%ﬁ 1RO %o 7o BIGADTURF A/ MM THAERE (P
WHT71ARE, PRI 764, MURmTERAN) TIE, /MNEERO K - ZEE Al
EHARTRIETH 72, [#i] VSRAD advancelZ & 2 VBMIZ T/N Rz B 2k
SED I ZAT o 72, FIERFENTIECCA, SCA6 - 313 X U H Tk ks 4/ M 230
FEDOFRN A Th 21D 5.

P-021-1

SRGEMEREICH | 5 HXBBEER

A RO - o
OWERIE, #HGsE, LB % ASEEATF, fEr 8 5 R

WRE S, ERKERy, AVREAL Shalsk, RHEH, HILEA

W L LRMENE (MSA) T, EYHRIIE (OH) 74 & UEER RO HA
FEREIRDS H LD AT, Hb)«”ﬁﬁfi« # (MSNA) L\Ob"C%i&WJTT/‘*be’i‘hﬂ:li
v, By MSABEIZ BT 5 MSNADFE B % B & 212 AR LT
MSABH106] (EH42~835%, H1k4nl, k6, 'TEJ?E“WE"‘J1~6$, UMSARS
Part I /Part1110-32/13-38) % x5 & L7z $1§U¢§E®Eﬁ5§&> FVED AL
TS, SRS OHId e hro 7z, I, NSRBI & F Vv CHEE e 2>

53 L 72 MSNA & Bk, J:ﬁiﬂu}fﬂ)kiﬂfnu%i’ﬁof’m BHTA5
JE% E BT 21T 5 72 MSNAIZL00-LAIC X § 2 73— 2 ML Co 1tL Fiinz
—H SRR 4% L SERMEO B 1T - 72 (unpaired t-test). #EF 1 MSA
BAEWTIE, ZFEOMSNAEBIEL ORIE & b1 %.ﬂ%ﬁ?tlhﬁ LTﬁE [
T LTHB Y (p<0.001), BHFEBZS FAGTIH 3 2 KIS ST L T 72 (p<0.05).
GHFIREMSNA & 4G, TR, FEEE & O M IA E B BRI 2 2 o 7
Ak D MSATIE, ZHEMSNALHA L, A3 2 6T LTE Y,
Z D EWOH% EOLEREERO BEAEHEIRICBE L Tw b b0 e EZ b
7o F72, WO R0HD B 2R TIEMSNAGEERLEE L &l S 7.

P-021-2
% RMEMIE IS H 1 52 RBMBEIER S CRIMEEME & ORSE

Sl RS RE A R A
OfAiE—HE, %ﬂkh% B HHBELL, WPASAGE, SPILERR, M0

[B 9] RPN (OH)IXZ A ZEHEE (MSA)DOZMICEZETH ), MSAILE
V) B HEIE 14941 ~88% & S A, IEH TIAR I (2 AR A AN LI A3
SBD. MSABE CTIIIRHAAT 57 O S L O R B B R S O 741
HHZHNDHDS, B TR |2 FAE ML L e o 7o & 3548
BIOWE D % DAT, OHE DRHEIIAHTH L. T2 TEHE, ZEBIOMSA
12 BTl O FA AT IUGH A 4 2 k5L L OH &L OB B 5 20123 % 72
%, head-up tiltEERIZ B 1T B MUE L AR M2 & OZALE 5T L7z, [Diik]
MSAB#H88%I (MSA-C 525, MSA-P 3661, FHE#614 + 6.65%, FHMmIHIH
2.3 + 1.34F), control 2861 (‘FIG4ENH60.6 = 11.2/%)l head-up tiltitEk % fifT L, I
WREA, A v ¥ =5 2 AT & B AR MAEID, GHtEEE Lz £
tlltﬁu{f THAE V7 FL ) > NAEEE 2 H5E L7z, S 5 1l |2 AR K
PUAsiA L, OH2Sd ZHEFNIR LT, 60° tiltEm P ICNATRS 247V, KRG
PRI X 2 MEAR T OUEERAR SN L et Lz, [BH] OHZ kLo
1%, control 0, MSA 421 (50.0%)T, MSA-C 28 (53.8%), MSA-P 144 (38.9%)
Tdh otz ERWIMEEINEA L 72D idcontrol 06, MSA 6261 (705%) T 1),
MSA-C 4251 (80.8%), MSA-P 20 (55.6%)Td - 7=, IMHEENAEEIX, MSA74H]
THEIE L, FEBEMEIL97.3% OB CTIEH 725 7245, tilthF1260% DL B3I L 72 611%
68%72o7:. OHDO @ H5FIINAN G- 2475728 25, AfCRMIMEETILH
KLOHIFE# L7z, [#ii] MSATIEtiltE: IZOHA A bR WEH T, NA&
ISHEASHE C R IHEA 2% R T BEDPL CFE L. ENO0BEIE, 41k
OH%Z BT WHEMSHVEZEZ ON, EEL TRBEA T LENHL. 72
NABR RO R LY, M DRI MSADOHDYHIZH I TH 5 LRm S
nrz.

55557 B (2015) 55 : S258

P-021-3
LBREDBFI0EHICH T 3 SRMEMEOES TR ORE

UL > 8 — BB, 2R R R B
OMPIFIR', meEs’, s 2wk &, i &

[H#9] ABEHIZIEL L 72 A4 2 iiE(multiple system atrophy, MSAMEBIDFER B
£ OZRIRBE R 228K 0.l 11 (sudden cardiopulmonary arrest, sudden CPA)DZ X %
ﬁiﬁfrﬁ“é,

[5EE] beI2 20044 %2 & 104E T 12445 OMSATEBI DS ABE L, €D 9 b ABEHIZFET
¥ tisudden CPAZZIE L7229NE MR E LT, BT b L IZRITBIIIZIAT L
7o, BB, EEARSR(MSA-C, MSA-P), MSAZFSIESD &A1 Psudden CPASSIE F TO#E
1, sudden CPAIZBES-3 % K18 & Usudden CPAZE B T UAH BB O f#HT % 17 >
7.

[i3R] CIE26 AT, Midk & ZIRIENZNEN2T%TN) LT b % 7r o7z, MSA-C
MSA-PIEGI DRI, A 713 % A > 72(Log Rank test: P=0.430). Sudden CPA%
JEZLIIAT, 209 t)lf: ITPPVIC & % N LML #EHEHCd - 72, Sudden CPAIZ
BI5- 5 T % 8473 % 720, sudden CPALTER & sudden CPALSFDIERI8 A% It
L7 JEC F 721 2CPAR O 4Efi(Mann-Whitney U testP=0457), 8 & O38EE TD
FEBP=078)II MM AEEE b o 72, Stridor DA #EIZOWTIE, sudden CPA
1Cl1363.3%(7A\), FEsudden CPAFET-HITIE33.3% 4 N)IZ72%, sudden CPAZSSIE B
1%, stridor % F&9iE 3 2 BIFEASEI 22 o 7275, A H7213 7 A - 7z(chi-square test:P=0.146).
% 7zsudden CPAIT. L\?Eﬁﬁﬁ Lf SEBNISANTH D, FRERDHEIT BN, &
ZA—LRIZ N T 2L BREREA S LW FIEBIAUA Ty o 72,

U] BEH & FHR L2, MSAT s EHIEDHAE <, sudden CPAFSHERFH LR A D
THEECH 2. & 7zsudden CPAJERIIE, stridor & AP § 2D EVD, KN =2 —
LAY LCHERIEE T T2 LN TER VI LA 5, sudden CPASE
BRI, PSR S 1 & 5SS A0 5 20 B AR EAURIE S D,

P-021-4
SR EREREROESR
WHBRE ) N F—a vy — WERARL 2R RN

Bt SRR Y v — AR, iR AT ﬂ:Jr%FFJL HEA
#, B%E)%JC/ I\7)W“Ifm TRREP R

Off AR, Brikit 2 (LA, Uuﬁ»%fdz LI, WA,
L7 Elktﬁﬂikﬁ)? HAR S HBRAL ’Flaiﬂﬂtfﬂl, ST

SHEAS GRS

[H#9] % RMEEMIE (MSA) BE BT AIGEMOBIGR 2 HE 5 5.

[J7#:] Probable MSA #2951 (MSA-C 17, MSA-P 12 S&E4E#Y 628 =109
%, IREEER 660+ 1095, BRI 32+ 36%) 12xF L, 63T L
7=MRI 3D % % 5C12, _F/NG 4 3 2 _EATRS RGN 35 & OV Mg i 2 il 2
UT’E’rﬁﬁﬂﬁﬁ%ﬁ%ﬁi E*HE (316 (59.1 = 9.87%) DOAEMEWI AL (E11156.11 =062
em?, TH7626+0.77 cm?) % KAl & L 72 % 4 2 Mt L 7.

H‘%‘%] MSABE D %EMEL, L TFAAEE O ISR RSN & JEw s X <M
B L7 (kG r= 0605, p=0000, FAfr=0587, p=0000). HEHEHBED
R ARNEET 5 &, LAAGIEFEEA39EN, TAAGIX822EHI CTh - /2. W%
170D 9% ZEAE IR X 20 1T, MSA-COZEMiAMSA-PL Y ifid -7z (E
748 p = 0021, THAG p = 0.020). FBEEET X 2218011 351F 5 EHfiOMAT I,
AL AT TA ES#E D 5 72 (0 = 0030).

[#75] MSADBZEMIIMSA-CICBERIT, FED HillD 2 & SEMEIZ T2 S
B D, RAEENCEMICB X R EHEE S

P-021-5
SRMEMREDS RIS - —MMEEIRE CATERERAEIRE 2 AV 2185

VRO ST AN BE TRAIEPIR,  HUSHR SRR AR AR
OFEETAT, WATER, BITHEEE®, IRHEAR, plisstin’

(H] 2R EHIEMSA) O 3% KR ERER 5125 T, — R RIRERFA & L C
RaventaF~ 1) v 7 ZAMAHRCPM), HidESEREAERFT & LTFrontal Assessment
Battery(FAB)B £ O'BEIERR Y 4+ 2 3 > ¥ v 71— R EMRAEEWCST) % F v T
%, [J7:] RCPM3B X U FAB % [d (2 fi T LtMSA A1B0(FB Y18, k23
B, MSA-C 23, MSA-P 18B)I2DwW T, #4535 & A kE O 4L - Rem a5 -
UMSARS(unified MSA rating scale), #%(MSA-C, MSA-P) & o B#ilE % #at L
7. F72RCPM & KWCST % [A] I 12 Jti AT L 72 MSA 2961 (5 141941, 41041,
MSA-C 136, MSA-P 1682 Dv Tt L7z, [#42] RCPM, FAB3:IZMSA-C L
MSA-PL DM THEAEEZRD Lh o7z, MSA-CL ) MSAPTHADIESD &)
HiZ-7:. RCPM 245, FAB10siZzH v bF7MHET L&, —FHH L IEWA
PN LT 7201321/4161(51% : MSA-C 12651, MSA-P9ffl) Tdh -7-. RCPME
L UFABO—F b L IFHEAHAMET LT 281, IEF# L IE_T, UMSARSH
BN L T2 M0 2R L7275, UMSARS#HYILERYEEEE T b RCPM £ 7213 FABA
KT LTWaBBI03dH -7, KWCSTIZT, RV /?:I:IJ'T%'{}L&(PEN AR EELEAT CL1
Pik, 2K T Cl2l Ay b A 7EE T AL, B L7-DE 7/2961(24% -
MSA-C5fl, MSA-P26)TH -7z = 0)7@] i’oﬁZ)RCPM 3284+51Tdh > f’
(i) 2 RACEARIE 2 BT 5 kb AE i, R AT B0 L AR TR
HEATT 000502 LEZ BN L_iﬁﬁflﬁfrhﬁ*ﬁ)&l“hf B ;—J(ﬁtﬂixlf'&rdblgiﬁ‘
TLI B EFEZ LN —RAREAS LR 7 AL 72 BE RS C RS SRR RE R A BL
LCWaBDHLEEZ LN,




EE56IA] H A
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FREMIRE (CXF$ B $8PRdeep brain stimulation (DBS) DREAF 1%

ST B T R
OMilist—, Kz 1T

[H ] REMHRREDI T LIEKRDBS % fifT L 72 % o B R % 54+ 5 =
L (#hA I &)

[5i:] x5, WRIWET OFABISH], —BFArFISHIEI 2 F-4i) - wi i F-4t5 51
4. FANIEAEER407% ~80mE ((FH462.35%, 70/ L. 4%4). DBSHIG (LA
DET7: o7z, DBSAHEENE [H3 kD V) |54, [EHROFEEEL 720
3ol BMIFHE D 6% ) IRFEIME R 254 B e L7z

[R5 4E] ArR34E MIL B CATO NIRSED AT & 72 o 72, TfR10%E DL TlE, I
FEARA2B] (W3S GG RC0RE LA T, BEIAM), i % B 5 0REEIC T 5
PR - L O - B REE 2 & ORIBUKAEERITER)  ASHBL LRI 25
T B 260 (W3 D FATEHERROM L L) 7207z, 16, KOBBIghIci
(fliBE~HRE) L7z,

[i& ] FAEECORE L T OBITIEFHREIFCh o7z, FATRERBOR L. 1o mkh
FRERITIE, BEEOMEITIHE ) IR OEALIZ L, IREAH N ] B 2 Sl Tl
WAKAF PRI 2SI LR RS BRI L 22 &A%h ), FEESLETH D,

P-022-2
BRMTZANZTEREON—VF)T 1 DI

VEE SRS - AR GE L v 8 — e AR, PRS- AR 5E £

v & — TR Y S — ) )
OFiA 21 Utk 2 i —22 ik B R eem
[BR] B A =7 BEVREL T2 RHEEIZS T EETH LA, L
LB =yF )T 1 IFHIEETNCTH 2 LM SN L, BEIFLELZIRET
VAT OWERICED D L) HEB L OLENHITEANORLRE & v BT S,
IN=F) T 4 ORI VEPOFHTH L EEZ BN L. RIFETIE, HRHHK
TADFERDHEBIM Y A b =T BE & —EADX—VF ) F 17074 =)L
DR ZAT, BT A =T HEEO =V ) 71 O ERIT L & %
Hige L7z [D7] 78— 30 7 1 Ol5E 12 1d H ARBINEO-PL-R(Revised NEO
Personality Inventory) & V> 7z, AR EE G REMER, Ahmte, BB, sfneE,
WMEEDSODDRITC(E v 77 7 4 TV Z6OD FRREN S /8= F ) 7 4 %l
ETHHRREMKTH L. MERETY A b =7 RN Mﬁ%%@—"uﬁ#&é
N, PURHIRSEONIREED S 1), AENAHERIIC L > TRER VA =T L
S, XEBH 25 XAE10H O BN B IAFHH A W& L 7234 (B 1244, }‘tHl%
FIERSTT 615, PIRIEHHA3 426 ThH 72 [ER] JRBofEIE
— RN DEFIEE LB L T Y 77 7 4 7TOMRIEMINKRIC, BERIC T Rl
0, ARG, ERSKICTTE S 72 PT O AERICS X OFbmERIEIC
BOTHEOENKE P72, THRETE, @TMREREO) BARICE
WO REN I E RO RE C REY, BEEICB W THREDS— R AL
RHREL TlElof:A [i5] MREFONN—Y F ) 7 1 O LT, AEDOE
MFREMEMZH ) BMA IS 2 2 200 & L ChHaEAMRw C AR E N
%»ﬁ*«@iﬁwiﬂz D < b & DRSS NS Wb ISTHFE ISR O
I WITRESE DS B .

P-022-3
RS A P TBEDN—VFU T 1 OFE~BEE EDOLR

VIE ST A - R ERIR S v 4 — ARPIRE, 2 LR - R BRI TE L >

¥ — RBATER L Y 5 —

O/hte mE SR 221 gid—22 Sk e Fmemt

[HE] YA b =7 OfH - BRICIEOA B L ADEENBOLND. Lizhio
T?x%:?ﬁ%@bﬂ%ﬁﬁi%w*k¥§%&£11tﬁ#Méﬂé,%D
DLHEAFFEIC BT, N—=VF ) T 1 135 B L O 2 ezt - OEs
FEBMOBELEL WS 2FEDLNVICADIEPMONTVE, YA T O
WIZBWThH, =V F YT A BIRPHEH & 2R H 5. KL TIE, R
FEY A M= T BELRFEHRON—=VF )T a7 4= VEREL, RBiEY
AN TEBEON=VF) T4 O AR RS IR HNE Lz [DEk] M
ML TR L7z, 7S— v 1) 7 4 OWEIZ 1L HAMNEO-PIR(Revised NEO
Personality Inventory)% Hiv> 7z, ARE (A RE @ f), ShavE, Blc:, s
IMEHEDSODRIC(E Y 77 74 7N e Z6DD TR RER S /8= 1) 7 4 %l
ETHHLRNEMAKTH L. o REE, MENBHERIC & ) FEEERPMEY A b
—T7 EBMI SN, XETH2LXELLH OMIEMAGRAICFEE L& TO-EMEH
2 L7 4240234, WlE19%, “FI94E#R55.7 + 13.87%, IR
68=874H)Th 7. Rl €v 7774 712w, SHMRICH & OBl
KICTHRE DL HE OB T o7z, FTMREICBNT, MEH
D RHHEEYE - WATIE - GBI - B - RIS - L - a v ey
ATTEY, AL - D -HOoERT S - HES - HAFEST LN -7 [Hi
RS A b= 7 BED/S—VF) 714 O b RE R, S EReC L
Tdyofz. FHAPEILHRIE S & B2 S 0, HH RO BZ AR 7201200
IROFGE R EDE S IUS S WITERSED S 5 2 EAVRIE S Lz LB T 70—
FHEMTH AWML DL EEZ LN
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EERELEMREY AT ICHT 2V IVET LiAHE

JEa NG el L = .
OElGHE, EAwS, MR, EHRFE, B R

(H ) #4380 & &g 2 2 » =7 (Early-Onset generalized Torsion
Dystonia: EOTD) 13/ X 0 389 L, B TegMEIcRIT 3 2 8intko
BB TH D, PRI X 208 L D 13E LA MG (DBS) s i L
ENDD, WEATTREIG L, FEGA LI L) HEE NS S5 21578
W kb Ah v, BTk E, BEEO DR =TI LYV E T A DR
BRI R LI L2, S, FaxV A =7 ohTh, EOTDEE IS
BNV T AGRERH IO THES 5. (k] H5iE L E T A NIRIGRD
[ %15 5N 72EOTDEF4% (BABESBI, ANRELIF]). MN243DBSIHR %
Thoreh, 1BEMEVETHERFBRLTBY, FMllid) — FEgc Ly
DBS# it 2 7 L Tz, APITIRERICTYVE T4 (36i210mg, 18113/
D7zH5mg) OMAREATV, WIRHT & WIRE3REH T P A b = THEIROZLIZD
\» C Burke-Fahn-Marsden dystonia rating scale BFMDRS) % H] \» T 5FAilli L 7z,
(i LU 58) 461H36) (DBSIGHEEZ D261 % &) CTHS DA e IR AT
S, FRALB URNEED) Db T DRl HUEEN ) pavbi: (E#FETBFMDRS
495+ 220, {GHFEBFMDRS 339+214). (B RIL4H & 6-8KEH T AL L
7o BMER & LC, B CIRGIER SN/ ODRETH Y, AFICTEILRS
Ziroz. ) EOTDICKS 5 VIV EF A GBI AR & % 2 &, DBSIHRL
AR5 R DBSTA A A K2 12 81 B BB O—2 2 ) ) B EEZ
sz,

P-022-5
FURHER S hORMMBICH T 2KV U X ZERAROHR

&%ﬂl_ﬂfrﬂiﬁlﬁﬂ ﬂu Hey -
O%ZAWL, mREM, 1%

[B ] Pk 5 b o ERBEEE T, SRRSO A 0F, Fihpsic
LB EEREE, SRS A DT AEE SN D, TOENIRETH L. T,
A ) R AFRBTXNR T 5 FIGH S EFEIC R ), HHROEN OB S-23%E
bné LlalFk 2 1E, U CBTXIC & 5 % AT o 724 S MG PR & FUR s
B0 % Hole U, PR 50b OREPERIRIC X5 5 BTXIB O B2 AT L
7z.
[J5i] PUkEAsES 5-d O R MERIZELABIB B, Zeth6Bl, 5 D86, Hih KAiE
60) B & OHFSEVEREEFIESOBI(H ME2160, ZorE186l) % it 512, BTXEH ORI R %
[E0 © 4) AR CAAD - 3) (A0 20 [RRIEAY < 1) (640 © 0) oSEL M P
LCliE 2 i L, SRBII 3 2 1 ORI O W TG L 72,
[#5 5] PURSED G S TV IERNIR 3 2 HIRIBTX 4R G- DG H AR, F
27124, THUTH L CTREBETEORERI TIX 152913 TH Y, WHEDFRIE
BHRAELRO R0, WA TIIHNROESSDEVHIOFHRTH -7, F72
—HMOBGAZ L DRROBEIIOVT D, JUMER 507531 24, 56
13 FH29=158, WiFHL D (D THRY] Tho7ehs, Pl gfciE, &
HARBUHI R, FEHIEIR O EALIZIPIE L CHE L 24 R L, MRS % 4% <
SNBIEFIAS, BB L TEH WM % 072 —7, MHEROZE L Tw
BHAICIIHAIE S DA TEEE D610 H -7
Huunu] ABGEHZ &Y, PO G- ORI 5 BTXDHR ORI RDS
SRR L L TARETH Y, To—HE L TBTXRH: & HtEk o B
fﬁ}Tiﬂ”»ﬁ STz PURMSER G O RHE B Tl Rk O Z 8 % A 2 72,
L) EEDOMY) R BTXIGEENE & VLT 5.
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LR THREER L - MER KRB ) >/ EE2E B DR RRYIRES

Uk IR ABE R Y ¥ —  MEAR, ARG AERE Y Y —  RER, S
RIEREGERYE Y 5 — mmWH U RIRRAER Y Y ¥ — BB
OBJHEER, BHEGARY wEE 2 mEess, S| 1 mE 3t
[H#9] i PRI BAYE ) > /38 (IVLBCL) 137 i 4k LM STV,
VAR, T T AEFERPERN TH o7 L THHENL L H Y, MIIEEAEMmFE
DEBRBEVERATHo LI MELVHR SN L. LR )\rmu_WLBCLz;I
BINZDWT,  ERAHE R R M AT B 22 EU)%%&%% LPCTAHAIERAMET S, £
7z, T VY NEEAR, EATEIVEREO AR B 2 ks & ik L7z,
[J58:] IVLBCL2EBIC 331F 2 BRARAEIR, T - BEAT R, MRI- PET % & O W{RAT R
EFLwiz. 7y AEREREMONE B, KRBT, F2 6 K THED
ORI L7z, F7e, BAEIMEE %234 A HHRIL 72,
[459] fEFNIISEMEG] (D515, @T76/%). 261k b33, FTFAR SN, FHEEERT
ZOEMERE, OBEETHEO I F—%2 R L7 MiRE T2 L b CRP
LDH, sIL2R, B2MG® 5% 8%, B I OMIE (HILERER),
a);ﬁ %7z, MRITIEOTHER ISR T2EE 5% 2o, @TI ;ggﬁmf'ﬂ
IIEEMRED D 5 T2EAE 5% 8072, FDG-PET TIZ@ TR DL 72
D7z, BB TR, BB CIEEMIEIERO T, WIThORER
T v & AR MR, BN IE O AR &0 IS 2 e L 72, 2REBIC BT
T v F A AEMTIRL/6 5 BT CHE (17%), # AR x4/5 7 B (80%) THytE:
’C“Z?) 0, PEOIOBETIRH LD, T 25 AR ER XD BATEMEIEO LR ATSW
LY EMTH BTSN R SN
[fuml FEVEY 2RI — AR 7 IR AT RO B % 580, B R CIIBEOR
FWhRMEo T, MRERIZZNENOIEF TEL R o Tz, 77 5 A4
e & ) NI TE O ARty m Wi REE D B %
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HREBAER TS L 2B Y 2/ \BEUES DERRA SRR DRSS

U I RREIR ORI R R, U TR Bt
GV, SRR iR

Ofi I'Jifs—" s, BlAK! AT T Jivg' g &'
WLIERE, AR, fEe A, B B mEaE

(B8] B » S BBRSF ey 2L, e R 2 LB & LI
YA, GRHIBWT, MR A5 & LIRSS TV ) o IEAHEE L 729 B & B
YA LIcEy, BRIER, WET—2, EEITRORERREE AT L HIE L7z
[5:] 20084E1H 4> 5 20144E 120 F TOTER TOSEABIERNIC T, THEMEBITIC L EY
1 oSEEAHEE L ZZOEBI AR S & L7z, AR, MR, MRSIER, W .,/%ﬁifm;m’ﬂ i
ET7 =5, MEBOHERAD R, AR, BRICH LR L
[#6R] FHER60.TR, Brkes, W3t MEERIE, MREDSUERH o 7205, ZOMIET
TCHURRE, JUIRR, EAEEE, (R, IR S SR Th o7 MEh LB E CoMR
I3, FH602H Th o7z, MAET -5 T, MIFHOSILIRES, 52625 & i\ IS o 7275,
B OSIL2RIZ, 2RI CRIED LRIZE & o, MEHUHRE T, BEFMRICT,
BB G CERES, KRB EIARS N BRIBIEIBIOATH - 7. FDG-PETIZ
WEOREGCLENRAT SN, EBEIEICARTH Y, WZH 5B COoMMOmHEI R
h, AR SR REAENE B0 F AR MEBMIRYE Y © ST o 727,
I BUEFIRMEN) ¥ SETH o7z @RI, ABABIE3S A DNICIET, SElxHET £
X EREA SN wmIRAEG) (%L@l) ONFEH LB E COMMITHOETH 720
H L, FPHREFHERTIE, 32531 F CoMMITTH64H THVENICH 5 72,
(mﬁ] AR u/uuézi% mrawmu ) G SO 2 AN [
L, BHICHEET 275, REOBHSEETH ), FRELLT 2. B v WD IE
flid, FMICPETAATVAMRE OTE, ERIC L 2HEZE, HEEAPERLEETHL.

P-023-3
LR TR L PR REN ) > NEORE

4H /r‘&i VLRI AR AL, R IR R AR

S, “(ﬁi’#zﬁ’é‘@ﬁh ﬂu%ﬂh‘ﬂﬂ . .
OB%#EH%I NG 1?'1 Y RSERHE, ek, By’
i sekE, HERE

(HEY] RN ) 3B, 2 ORRFREZ 2L, BITCHEET 5 2 Lh%0,
A, MBTHREER L 7o P ARHR R ) > NS ’)W'ﬂ‘vz TLK [J5#:] 201044 5
~20144F 11 OIS FL TR L 72 R R ) SR 2 R & L CHREBLR &
Ml L7z, [RR] Wi b o LR ABE S 16085 DN, 4% % ikt RAEM Y v @
LB L BT, JFi‘]’rFm”li T05% (637%~77ik). 4 BB 1) S,
Jil (%@MRI@%@H&) EGMEN) 2RO AR ORELE] (MRIFT I
TATAIREITE D) A AR ) /S 161 (MRIF RIZIMOSE A VA 5
HEREL), MEN //\HE 10 (MRIFT R I % 1 5 2 568 2854 & I Ry 1 B
/A) BRI LG (MRIEE R L) Thorz MR, ERBEELE, ik
S REHELE, LG, LG H o 7o WEEIL2S AR, f?ﬂ“thﬁﬂT“mﬁE,
diﬂﬂﬂ’?l"‘fti EYVEEN) VB R R OBEGICHECh o 7o BITORHE
W&, At 36 RiskRe 160, RIEAER 160, KM AR 1B0), B WJ’C%ot 4
JESE AR BB Cld, HIVGKCHUE, HINMDARUAZ I L7225, win bt K
FEPEPARSR ) v SEBNE, BEBAIAS O F AR 4&1?7T%1ymphom3[051s cerebri & If:
ENDEHRLHNTHY, “J?@’[ﬁILZR[ﬂ—J@T FAMRITO AR {, BWICHEL
7o, OF AMOREEZMEA L, Bl TR SO LTI R & a7, Hale
&, FNEEERE, USRS A A D TilifT L7225, ?’W’J&?f&li, BEIE
PERESEGEREBI DI HE RN IE . [R53E] BOETEPRCRER ) > /SE, BERESSS PR AR AE
B OMAENY v SEE SRR R L, BERERDBIICAER Ch o7z, RS
HaiER Y >~ 8JEBE, lymphomatosis cerebri & FHE L2 55k 2 i Td - 7.
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CLIPPERSTEfREFIC & |F B BB IHRE DG

B R TR A AL .
OWR S, AMERET, 2kl T, LEME BEMNE AR %
BT, R, A, S

[H14] CLIPPERS (chronic lymphocytic inflammation with pontine perivascular
enhancement responsive to steroids) 320104 2 Pittock & A%t L 7246 % Hols &
F B FAEE AR TH 5. CLIPPERSICIZIF R NS F~v— 71—k %
, BTl 2 ERBETH D TREFER STV L, bhvbhuid
CLIPPERSO# L& & MRS 3 5 700, MEIMRZAIZAE H L T2 OWES i % 1
BL7

[ek 5 & J5i8:] 20014F 74> 5 20134 F TITMBEICABE L7 BEH D ©, R B
MRIZ B =7 A B CRUIREERAE L B L3 a 5 s L, &Mool
BRI LY, ENENDIFEG A & BITHRIIHES L7z, Zds, 3Bl H261
dEnEn, BEHIEE EbD ) o SEERAZEIEE & FVEINE & IS L Tw
7z (VgL b CLIPPERSO#t LAAT) .

[ R] 3614 TR T R O ) > BRI E AR S N7z, IR 54
VT DY) Td o7z 3EVEBNIARIZIN 2 TREGEB B R /MK b RED LD
Sz WITIEREBURICOIREA D ), MEBCT C 1 0 T 2 4G B 52 <013
gz 2L, PETT‘*liEﬂ& D USHICERTTEDS RS S/ F72, 16T
BBMRIT A B2 U AEDT2WIEE 75 A b L7z,

[#5@] CLIPPERSTII i LA b SR iAo B3 2. IR 2 %
E952LbdY, CLIPPERSIZHIRMHERICHE £ 5 2 nagBRETH 5 HE
Hhd 5.
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SREBREEE L ZIMER Y >/ ED3ERE

INHOMEDFJC/&~$WM+ ZNHO?’%%DFJC/& iS5 Eiwa
O%H W', HW 582 JoEsEE!, T’

(B /] MmiEn Y //\Hi IVLIZ B 2 HEZEOMRIFTR L LT, JEHR0 T ERZ,
TR ZE (I L 22 Fir')rﬁl%f“rﬁ A STV D, SRR RTA % £ L72IVLO3
%Mﬁﬂ%f&"{.‘ﬁ“é. [HEE] 4k CRER L 7-IVLO3EBBIC S &, MMRIATH, & 55
A e tat L7z, DR mmLdssimhite. N—F%v v = KA(QM’F% B, YSEA SR IRE
E)THAE, AHR EGRR I AMHIE 2 RO 72 TE 'l'iIL 2 K (SIL-2R)
527U/mlLDH 455U/1, #%&:#mHD-dimer <3.1 u g/ml. }\I%é FEVER 98 % 7
&, s RBREINR, fERIRIMENIR, AR RINBIIR o BgE & ﬂm”*”ﬁi&wf%aaﬂu&%
B E LI HIRCHIERBIIROBIIREL & ke % 58, —FBCmeERE, WEE, I
AR B % 30 72, SR IZICAM-integrin- f L MMP-2&1:Td - 72 75*
MMP-9% 51k T o 72, IVL TR S EIRD % 5% % & 72 l,fffﬂt;tiiziﬁ#
<, BUIRAEALICAE D B R e, BERERTHEIC & 2 3BT RN 2 C EREIR
NTHET S HE%%EH’@@E&U‘JP‘%K S, FEEHLIZE 1B D A MMP-9D 22 )5
BN FEGI2IRTTRRBEYE, 20 ARnORATREES S0 X, WEAA B, 28 M a2k
17, SabNEEL 72 0, EABEETARE. MIRBREGEET VB 2 S e MBI 4 520,
T2 CHEW % 43Nt % 528 72, sIL-2R 1390U/LLDH 524U/ml. #I#T{ BT
>/ AV IS R A5 % 3200, B SE R\ & Sk R M SR & 380 72 JiEf
X743 HEi— B O REATEN AN, BRI E L A SRR C A RE.
Tfﬁ’lkﬂm i S B TR FRRZE & B 72, LDH 332U/ml. ##& TS o/ i

ES A REGE % 720, /NEIRD 9 o MR & M R B /N RIS & B 7. il
2SI LB 25 (SR D57, BEBRAIARC X 2 /i PIZE LR N 5
LR, S oMK EE Z b [#iEw] IVLTI/NBIROA TR <, BiEHBIk
RNIROBEE R B U IRE BT 20 L Ex N
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Clinical profile and outcomes of patients with CNS lymphoma in the Philippines

Philippine General Hospital
(OMa Carmela Concepcion A. Sales, Julette P. Batara

Introduction: Primary CNS Lymphoma (PCNSL) is an unusual extra-nodal form of
non-Hodgkin's lymphoma. It has been documented that the clinical characteristics
and response to treatment among Asians is comparable with the Western
population yet no studies in the Philippines are available.

Objectives: This study aims to determine the clinico-pathologic profile of patients
diagnosed with PCNSL at a tertiary hospital in the Philippines from January 2006
to September, 2014 and to evaluate the patients’ response to the following
treatment modalities: 1) Combination chemotherapy 2) Chemo-RT 3) Single agent
chemotherapy and 4) no specific anti-lymphoma treatment.

Methodology: This is a descriptive and retrospective study that included all cases
of histologically-proven PCNSL seen at a tertiary hospital in the Philippines from
January 2006 to September, 2014. The clinical profile, imaging studies and biopsy
findings were obtained from the patient records.

Results and Conclusion. This is the first study to document the clinic-pathologic
profile and treatment outcomes of patients diagnosed with PCNSL in the
Philippines.There is a higher incidence of PCNSL among males with a male to
female ratio of 1.4:1 and have a younger onset with a median age of 50.2 years.
Most patients presented with signs of increase ICP and majority had solitary
cortical lesions with histopathologic diagnosis of diffuse large B cell lymphoma.
Patients who did not undergo any form of treatment had a mean survival of 10
months. Immunocompromised patients had a shorter life-span with a mean
survival of 7.5 months.
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Fingolimod#® % S 14 B8 L AE AR (< R 3 9 3h R DRERFFIMRIIC & B1%5T

SRR SEAE PIEFE CRERIED o
OMeIlzzr], Garsi—RR, IWARE, HKkik—, SHE, JEETT
AH B OREES, 175

[H1] ZFMELE (MS) 8% O % MRITHREFIZBI% L, Fingolimod
P2 5-1 (FTY#) & Interferon f 1la X 13 1b# 58 (IFNH) & OE W 2 MET 3 5.
[J5#:] —#eaZs L 72SIENAX (R5E4: 2 BETIC & % 538 % F 40 CHlise L 72
b O HEHAIAREAM LS THEFEER) 2V, [ - /X5 2 — % THf% L 72MRI
B RRRE 2 AR L 2 MET L7z, RSB IEFTYRLL (53, &) %4, IFN#:
14 (B4, &10) 4. FTY#O ) bABEHHILT, 7Y T2 IZIFND S O 2 )i
BICd -7z, f& HE L 72MRIZE, FTY#: 75 IFNE: 62Tdh 5. Pz
39+0.3 (SD) 4 [Tn%] 12 &AL OIEBITRAFEAT S 2 MEMmABIE SN, 1
ST AR & ”)J“@J AR MR A S L e, TP EMEM SR, FTYRCT
063 = 013 %/4F, IFNﬁ;GT“li—O.% + 017 %/4ETH -7z, IFNEETIIF G- BItG
B O BEE CEMEDME 2 W E T DIERA20H - 72, FTYRETIE, RN
FREFRO DS, 8o & 8y HBIINERE AR 4 1A 1d 5 ik h 2 o THE
TR KA RO DIEBI 3B o 7. [Hhaw] W/ RBBLA R TRANSFORMS O
R LfkE, FTYBOFYEMZEMRHRIIFNE L VIRETH 72, IFNTIE, %5
RN FIECCERN RIS L 5 £ E 2 5N —BEORMZERNEI B 5 LIRS
TWh, AWETTIE, FTYBIZBW TR RIHICE ﬁ“Lﬁl%%%b‘liHmWEiﬁj{
% 3B B FEBID Fh LPROLNIz. ORI, IFNE IZ8R2 2FTY O
fEfZ KL T &2 5N, FTYDHE J“xﬂ%%au{iﬁﬁ%lﬂliﬁﬁ“él‘fﬁlx@ﬁ
DFREEHENIHH TH LR S 5.
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Fingolimodi&# &M E{LIE T 2CD56+ THIkAD I TV U HiERDH
()2

VRURRRE L E R RS R BRI S SRR AR, TR RS R B R R e R
RRPRANRRSE, SHUMSHF LR AR B AL TR > & — M Rr, TR
BRI ZE AT AL B b MRIEE, PRI RS RFBEE SRR B - A -
t":?a’)i?l’\]ﬂ% ) )

OB 5 VA", WHEE— 2, Shi— 8% A IR, AR, B L2
RSO, VT2 KB

i B fea i 3BEIC, fingolimod it T4 R LE (MS) QAR TIECD56+ THINARRE A L5
Lf::o ), [ARIRLRE XCORTIE M TR R B T O R BUHIE 12 b NSRS A A 1 VIEAEMIBIE D
BRI ChH L L A HE L Twh (BHMMREEFRES). £72, fingolimodiGiE T OFH23M I
BRI AER L SR o L L A1, Kok, FARECEG A Iz vkt
& (MBP) RUSHTHIBARE %, 4 b4 VEERIEEL LORIT L. (78] fingolimod#k 5 T 0%
FREIMSHES IO FREMCDS6+ THINS & 'CDS6- THIFZ vy -4 =12 & » Tfrm& L a) fUERRA,

b) SRR MBPA 2 CHISEE & L 22l 4 b4 v EAMIEE 0% (b-a0%) 1KowT,
IFN y BLOILITAOHIRNEEZ T 70— 4 b A M) —CEFLE (& ?Rl CD:>6+ THilah 0,
IFN- y B4 A A % 12F496.08% (range; 132-1268) Td 1), CD56- T OIFN- y BEAANL A %18% (007-
511) ERELCHEIEBTH -7 (p=003). CD4+CD36+ THIK 5 & UCD8+CD36+ THIKLH OIFN-

y B A %12 N2 NA97% (284-688), 5.34% (3168.75) T 1), CDA+CD56- TR T 13266% (1.22-
431), CD8+CD56- THIITI43.16% (118487) Thorhl b EREL THEIEMTH 72 (Wihp=
003). TL-ITAFEH: I A %13, CD56+ THIAHT12099% (041-297) T ), CD56- A T1d1.22% (0.03-
173) Thot. CD4B L UCDSHTET BT H, CD56+ TN & CD56- THI CILI7-ABE AN A %
BEERDLpo7, [@] CDs6+ THlRE, MBEEESFORBLRERY 4 b4 VARSI
OFVHIRETHA S LIz, MBPRUSHEIZIFN- y %4 L) 2B CHA 2 2513, fingolimodih
HETMSOBERRORETIZ S MDY ) M THL LERS.
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SRMUBLEICHT 27 ¢ > TV ENREOEEBEREICRETHE

FIRRFIbE EAE - it - AR
OBz, AL, ‘MI%%F jJU)]'J%IFJ/? fit] FET B3 1,
KFBA, PEMEL, NS

[H/] 7139 E Fix, BOFNIC X 228 W LE (MS) HEETHL. A
74 YTy 1Y) VR (SIP) ZAEKORRENT v 5 T=A M THY, V) v5HkE
TR 2 SHIRR RAEAL S, RIS B B SER IS A, —H T, R
FEEICIRE L COBSIPZRBRICHERL, ke &3, 714 v TYEFEA
FEDTRIRBUEIAE S O H AR RE O Z AL & LA B ST — AR M OVIEITIC &
D ARES L7z,
[J5E:] HH5ad, MSISR LT 7 4 > T € N2 MEEEA L7264 143%, Fi 30
W~T0/%). 74 T ERFEGRIL ) AVS — LB EES L, GAERHO N
T = AR MVEG R, ORI Y ha ¥ =R TR L7 AR R
(LF 0.04~0.15Hz) % Ll ARe R + ORI A 2 A R o t& Bk, w8 Bk
5 (HF : 015HzPL F) % DR E MR OIGBIPEOIRIE & LTk 7z,
Mﬁ%l DA%, $%5E1(82.6 =99 bpm)Zr & 56 I 1%, 20ME[I 212 heh
684+6.3 bpm (p<<0.01), 60.2+8.1 bpm (n=5, p<oo1)azﬁ%ﬁc:1&TLt LF B4
13, $5-H1363 =218 msec® A5 638 =397 msec (p=0.18), 539+408 msec® (n=5,
p=035)I2Z5{L L7, HF #irid, #5-81115+91 msec® 7*5 190+ 127 msec? (p=
0.068), 325+362 msec® (n=5, p=020)\=ZE(L L7z, 6BIF 16z 5\ TR D
HER T O T 2580 S 7z BRZEB O 5-R1765 bpm, #£5-68¢H %
1270.5 bpm T D MOFER & ) LA O T IZEETH - 72,
[iaw] 7« > 3 € FEEGAE, RIS OWEETTE 2 8 5 DB T % 5k 3.
FATIFRRAN O EDD 20 B S AFAET W REED D %

JJEURRIE,
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LBRICH T B SRMEBLIEICH T 57 « >0 U E K (FTY720) DfERASES DIRET

B P R 3 A RS B AR PR .
OHNAT, /NIRF, WAL, EEs, FRE— KRKREET

[B] 7 4 >3 € FETYT20)\ SR LR LR MM LE (RRMS) OF5TH)
HTHDH, EERTNEEEANE (, BRINZEMEL KR TH Y, BIEDLSE
HERILSE (MS) HHEH A BT 4 2 TIRETRINE L L COMEMNG 775, AR
ML TWw A, MEETFTY720% i L 2 MSIERNZD>WT, #Ef L7z, [F7)
12 3BV T20124E3 H ~20144E5 4 K £ TIZFTY720% 3 A L 72961 DRRMS/iE
FlCo &, FGRIHOBRESE, BIEMZ SOV THET Lz, EARI AR L
L, BA2EMHRL Y1y BT ISR AT, FFRRER BER S 7 LA Bl L7
MRURAE6 7 A &2 CifT L7z, [RER] BB Lmssl, BI1pT, FH4EE
4095 (23~65) Th o /2. T E i 3405 (23~51), R EED S
FTY7203 A & TOPERGEBERIL6.064E (050~160), FHAREOTFIHEDSSIZ3.0
(10~70), EABZDOTIGEBELIILTHHE (050~2754F) T -7z, IPIh2fIT
FHNIRBEOBEIKOFR AN -72720, WEkS WHTOWR) 217> Tw»
. IFN B 55 OBATII260C, ZOMOTENEE @ L CGEA L. #EA
BERICHRZ RO 05 2T L, BATREA L %5 2RI Th -
7275, WEH OGS &0 TEBIT, HAD L VIZFREAGORKRN 2 H5I33
W7\, IFN B 2 58T L2160, FTY720585 A 412 KM ZEE OHETT % 7 7 <
Zofz. L#pL, IBICMRLE, KEGETEICHH NGRS IEININBIL 22 ) 23
R A2 S 2 H X ) 4:617T200~380/mm° A2 DR AL, BHN
BRAEBIT b FAREE QWA AR L 7. CRUFJSBIRIED S O B 2 A HIEA
L7-1601%, SEAA 5164 AEICCRIF4 7 AV A DFHGHAL % 720, TTRE
'leu’pﬁﬁf&)a t%z%ﬂ% [#57%] FTY72013MSOTFIF b5 EA# 2 3E# Th
WEG TOWEBEONL WD DS, Lo L, FHCEEEORER I
iﬁ“”%TéZF#&7
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74 »TVERFTY) BS5HETEEBRPFER SN DD 7 5108105

il

PR R S g B AR, AR PITEMS Y v ¥ —
Oﬁlé%{\{ FHZEY, Qi Hao®, T, TURHET! WHHT
1.[.1 »4;__4

[Hi9] FTYHS5 0L BOBERIHREDYS 50T, SHBITONILEOFIHE &
i Lz, [ R COFTYHS-37061 (P4 501126 H) b, #5-m ik L 725051
ThGE. 2HTIAICLEOEZRMRIZ Fii. [#R] bkl efcoRiof s
13063°C, F5RIAEROERFREELOIA, KT LTz LaL, kBRI OEE
HREEOHITHOL. NG 30~d0m AL, FTYHRSMMIZ25~6%. FTYHEHHRE
BT, 66IH5H TRER L MRITOREIREHSED, FTYRMMEHOMcH Y, 61
HBLFE L2 B AEAE L 72 11§ufvzizsmww FiR & MRIBE BIE I % 320 e dp o 72
FIAESE COFTY OB, TN, HAEEBIIGIRRAT 20, HdA
YIBRATHI AT LB CTH o 7. &5#1& @iﬁ#&émﬂmi k2 A INS%, 34 A
VNI E, SHUAICSER L7z, TSRO EER L, 66126 Tfi b MSHIRE LIk
L7 b BREOHETH Y, SOITOBKEIIIEE, BIIP%SETH o 722 MMRITIE
EHETHorz, FTYTILEORBER, AFITIIFN G, FHmEoIBIELRE 160135
7')7x773‘15%5§ﬁ“b7jﬁﬁ7‘%‘ 2, LY ) XA TR AR L2 S

EFITATUA FEEEY, ABICIRE MM R il FRIHHRE LT, 5T
WFTYSSG 2 FH L, BRCMRIEEEEEE KT L, ERE%E L 181, FTY
HEF TR T T SR AR ST, IFN BB & LEHIFET 720°, IREE D5 % 18R
[’ FTY#SG %Ak Lz &Bcid, B _BREEOMNERoR»o7. L
2 L6GIT, Al H3AMICBEREQOEREOFHI 2RO REFHEAE , FTYH#
5.6 H LA MRIR S BT BI P O #k#5: % 320 A Bl C ORI, EHRIE 2T 2V, &
DA R EROEANLEND.
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SRMELEICH § B Fingolimod EAEF DHEERR L BHRTH - EITIHIRR
DE

SR A ,
OREEPESL, HK W, IARmE, EH M SFREE T AR

[E#9] Fingolimodid AT 12 BV TR AR SN2 HHETH V), LRUTLAE (MS) O
T R O BRRRAE IR O AT % H 91 MR END D, HEFRLHE TR L L ORRIK
R FICERBL T D EIRE 2\, AWFZE1E 4 E T OFingolimodiE AJER 12 B\
T, AEFS (NBUHE L ZONE) LR R Lo TR % BRI S 512
TAHIERHAME LT
[J5:] 201245 4> & 20144F 12 424 T4 FHZ A BE L Fingolimod 0.5mg/day % #) a1 A L 727
REFRMS 5HIZOWT, AR T+ 0— L2l (hikodaidd ko mE )
CBIAEERS, BHRAER, MRIE{GHT ROBIZOWTHRE L7
(%%)m@mmm%mﬂﬁxtmmﬁmwa FIRIIMS 46 (BLEIMI450 H ~800H -
SFH581H) (BT B HEARIEROFB T I, AR & A THRIER O F M5 % L
L7z 2h, GARICIRT 28072, 72, MRIERIZ BT 2GR RHE L T2WIEE
%Jﬁ&“@%ﬁm{“?f}\ti ’rﬁ-”ﬁ%bmf?] IBVWTWINLED LA o7z. —7, FingolimodiE
MEBISEIR 04BN A ER S % B0 7 (RIR3EI, FIMERBALE, R0, FFREE160).
HEFLRD-D1) liﬂ?ﬁi? TI*JHEFFJJ_ 16N A IMERFA I CARRIE & 2o 72,
[#57R] IS EMBMS T3 Fingolimod A 0#5# (BIEIMHOFII581H) 2BV,
PRAETR 2 MRIE (R DT LTI RCMEIT 2 bR 2T A SBd o722 L6 1d, fEE
RBEHI 2 W L REALETIES 5 L 00, Fingolimod D)4 % FFEZRT & 245
Thot:. LL, EHNOERETORIEHZEHET0% &L, 4k TOFingolimodiE
MNEBITHHEHZ#80% & BHRICHED TS M, ENHEERE I ERSR THIRP L
&l o FAEBI R 10% 7860 T 2 DIZHE LSBT b AR BI20%, PIIRIEE:§120% 786 72
HAZETZ & HAOBRICEAERROEBUCMOOERZ LB B ) LEFH .
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SRUBEICHTS7 4 IV ENEABICE T 2FMMEEREMORENE
B

) 7y SRR MR .
OBKIIAM, KETH#, fHERMER, FORTH, EEL H6
MRz, RO

[HI®] AE TSR AEARRTH 2 7 1~ T E FA2014E1H & ) T s
%Y, ZOMEHTHRAAERFPEML TETVD L, WELIHERDELEER O]
BHa TR, SUEAR, RAGYRETO7 1 >3 € FEABICBT 2 H8MH &%
VORI 22T - 72, k] 20114511 H 2 5 20144E 11 F TORSER I LT
T4 T E REEA LSOO B30 (3781061, LHEobl, Yitk3p
TIBNEAR—IEH IR TFEEA) xR E L, 74 ¥ T & FEARHROIRMEL - M - M
WERAEONERS, WIRARGEIRDL, & BHE - R ORI, £ 3WIILERSE - MEHOH

e

i3S SHEMRIEN G & H i i L7z [RER] 71 > ) € FE AR
MRS, SHATFI9765+9.9/57, SB$Fu‘ifa"a~‘Vi’:J70.5t11.4/éa\, 6t 1% 139653 = 11.0/ 5,

24W5 14745683+ 104/ L HA3H 624K £ THEIZ (p=00006) #HA L, 1104
DIERETU Y 7 2BON, BREREFT 2R CE o7, MEREHOHERL,
P MBS AR 7342 £ 2717/15 H #5891 * 3473/30 H 125122 + 2095/37* H 144543 +
1886/6% H 12450 = 350/1 4 %3600 = 0/24F #3800 = 0/ u 1, P35 1) > S5k H 471808 =
029/487 +455/362 + 195/288 = 105/277 + 88/252 = 0/190 = 0 & & A 30 H > F MEK K A 7
% (p=0008), FFIZI5H DY) ¥/ SEREIZHE L (p=0002) WA % ZD 7. FHEEEL
LCy-GTPEFASH (385%) 2380 b sz, HHEBNIIH (77%), GHHE i@hrﬁm
36 (23.1%), mmx@z%mm (154%), ElEIER260 (154%), ﬁfg‘?y YIFBI %R
&, AW IR 2572 (SHIHETIRIED Y ). [KR] 7+ v T) € Hm@
T 55 O A (AR IR ARSI, i‘ﬂm‘é HJIuH? (F5120) v o35R) Bsd, WHEE - 1% -
EHHEDIBUIERE L oo REINIRITRET, BRI % CAITRERBRELE2oN
7z,
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FERVXTTHPET7 4 TJERANOEAGIVEZ

B AR b AU IS PR, 2P R RO e SRR
B S, SH RS PURIMESE BRI

OR BT, Wl ! Zefe— MBIl SREIL2 HAERE
AT AT, SRAETS b, e

(B8] 449 X~ T oM G L CRITES EE A ERE (PML) 2SN, 200 A
JRFELT, ICTA VA (JCV) HitkBtt, +4 ) A~ THREGMEP2EULETH L L,
SEIEPIIFNC & 2 RIRED S 5. IR CTJCVHAMATLS L A4 501 5248 DL L TIEPML
BHED) A7 RO TEHL B b L) ENH L. #-T, 740X~ 7RG —EHE %8
ETHANCEE T 2 HEAMESND. LBRTFI Y AYThE T 4 v T E FIERE LIAE
BlRBHBRGIRITL, YBZ05A4 307, REMIIOVTHET A,

[J#E] BEEICBVCEROTF 2 ) X THBERERL, 74 ¥ T E FICEE L2EFOR
PRI, WET A & ORI RE L7z

R EBILZS0RAME. X-28HHIMS% %4, 1gG indexid 103. EDSSIH35TH 7. &t
WEH > 5 ) A T R2UEMBEIE L 72 B HOICVIUAMIXL8TH 5 72, 2ERDF 4 )
R fBE L JCVIRMATLAIC A F o T2 20 PMLEHED ) A 7 v L4l L7z, 37 Ho
Rt 7 1~ 3 R05mg/HEA, KREFIBIHRIT D &b o 2. FEBI202 20 1,
XBRHFICMS % 56, M5B DIgG indexi3072. 4 ¥ ¥ —7 20 VM TH S ) AT %
ALz [FHEFOEDSSIXL. F4 ) A~ 7% 24EME S HOJCVIURMIL294Td > 72, 24E1H
DF 5 ) X THEE, JCVHEMIAL15Z B Tz 2 LA SPMLIED ) 2 7 HiE - i
L7z 27 RBIREERIZ7 4~ ) € FOSme/H A B A, WHER & b )4 ) A~ 7H5HIH,
AL % S MSOFFLPMLO A, SWEFBEEREOIEE R o 72,

] +% ) A= 7] T %237 AUNOKRETH UL BIIAERCHERER £ A TDTHE
PHERR R SRR BN TH S LRI
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SRUBLEICH T 2 REBHEOBRFHMRDLLE

R BT B e R
OBk, =M, wHpEE

Fi] MSEF I L TR A EAT 5 2 L2k - T, WP e R
FICHIZ FEPUET 5 D FEIHEENTWE, ThETSH vy —T7xa s f
(IFN ) 2SWEHED EGLTd o 72h%, WFHEAL UGS & % Jk e 51 % non-
responder 126§ A BFHESZ L WIRILTH 72, 74 Y TV ERRF IR
~ T ORBLIEERIE AN 2, IENB P OUINEZ 20082 o0H 5. Frld
WEAEEARSE AT, YERi2 BT BINF B LafH O4EMFISR (ARR) 2 ELHIC I
LCELERNZ & 2#E Lz, SREMR L BIEmM A2 LKL, IFN B 285
ET 4T ERICBYAEETHIR L REMEIC OV THERIEL 2. [E]
20014E4 H 70 520134E12 1 £ TORIZIEN 85 (1a, 1b), 74 > TV E ()%
AL, VEDL AN % 43 MSHEEASHE] (1aft206], 1bFE1161, fHE86)) % Xt
S& LT, ARR, HEFRZKEFNH B L2, [EER] S5HC B B EIRY
s (O, @B ARER, @RI, ORI NRR) 1ZLT o)
THh-o7z. 1alETIEO68%, @395, @724, @324 (1-754), 1bHETIZD63%,
@30%%, O414F, @334FE1-74F), FHETIRO62%, @387, @10.14F, @OL74 (1-
25%) Thotz, BAHBOARRIFIAIZ0L, 11, 02TdH Y, 1bicxrd 2 lad i\ i
ST REATER SNz (p=0004). —F, WETFHIZBITL714 2 T)ERFD
HIFN fBFNR S B B S hd o7z, HEFHRIILaBET% (ki
AR), 1b#ES4% GESHPALEUL), f#50% (e, ) v 3skigd) Closz. &
ERbOL LT, 74 yTYEFICLD Y V8BRS W IREEEAL A 161
FEERL7C. 74 2T FIC X 2 EIMERE BRI BIREE £ 7o (3l 2 2
L7278, AEFRICE BPHEITRZBD TRV, [#EEE] IFN g laf##lic 81T 5
EVESETHIRR AR L. 74 2 T E OB IR D eI T EET
LALEI B D
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SRMETLIE ICH T 2 RBISHAE AR O MBIL-6NZEIL

TREREN LB LRI fEA
OF Hiets, #BRRy, WRES, WHEE, SrEKRE, ZE R

[#5 5% HiE A% (NMO) JHAEIZ BV CIL-6A B A% E 2 B3 2 LA 5
PIZENTWS. —7, interferon (IFN), fingolimod (FIN) 7 & BUSHIEAS
NMOIZIZIER), &2 WIFHE S 2 LD HE SN TWEA, ZORKIZHS 2
WZZzoTwiwv. [HIY] Z3MMALE (MS) (263 2R EEHiHE 2L 510
6DZALEWL T 5L LIS, REMBMFEIZLIZEREWLLIITLI L.
[773E] MF TR BIEH 325 S, BHREBTTH% RIS 7z MSZE W L
NMO O PRAF LI O MUTHIL-6Mt % AL 505zl 2 8 (ECLIA) (& 1 ill
L7z [#4%] IFNBla% BHaG S 172MS234, IFNBlb % #% 45 & L 7-MS23%4+
NMO3%:, FIN% Bt S n7zMS16% 0, &R BAAHT %2 0 MUFIL-64f % rhJufis (14
SrRLHEPH) 1 g/mLT#E &, IFNBla® {1 1.76 (3.66), ifi#5 #£6.08 (38.92),
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[H ] 4 (£20014F F T 2045 112 PN TREBE S AL 72 FAE R #7IE(MG) &
H213P OREIR G OME 21TV, B EEMGOME A ML Twb & t%%ﬁi
7z, LREOBESO10ESEGB L, BHOBREORH IR 5ND. [HiE]
20024F1 H 70 5201249 £ TIZ, K% & Z ORI TMG & 2 & 72491200
150 (B 5265 7% A il (45 4F ) SEAERI 8044/ 657 DL L (7R lin) ZEAEAI4044) & 3 RS, FEIESE
W, RIGRELR, BREE, 7RIV v LTy Hik AR T arF A
Ftd, MOBRAE A 0F, MO RAT O A HEIC OV TG L7z, [RER] (58 i
FEREMGUR IR 1X85/) 12, MGAfED34.2% &, 20014F £ TO204ED162% £ ) b
SEHITHIL Tz, EEFEMGIE, HHEIEMG & V) s &6 A3 K 2 -
72(E4E312%, THR1T5%). B, FHE/FEITE & b EATI60% & 2 IE R
SNLh ol EIEFFOTERERE X, Db T OEIAGIEF90% & #2137 225 7298,
Iﬁ!@%ﬂ’a‘ B RSEIEMG 55%, #ARSIEMG 27% & Bl IEMGO 5 A AT Tl
o7z E#E, PSLE 7213 Tacls & 2 EHIHIIRE: % 17 o 7 E B 2535 4 58 E
MGO)688%> FEHFSIEMGTI£80% % 5%, PSL, TacHt FEEZ AT - 72 EF O E

H1E, BRHFEIETL1/6% HO T PSLPH G135 F24] mg, 165
mgt FBIEAEMG D J5 H3 A 70 2 o 72 WG I A5 B 4 B T~ o W It ek 45 e A
T, ESEZBIEMG TR > 72 (F54E35.1%, #5#i225%). [#5] 104 T
BRIEMGIE S 5 IR L TV e, ERFEAEMG T ld, A RPSL, TaclZ £ 5 (i
TR D A CTHEFETRERIEG S 2\ 2 L ARIB S 7z,
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B FAE U - R EE S JHE OERRA B S K UHLADKET

VR PR EIR, R R AR
OB, bmesk” Mo 2!, B, R,
e, RN, PRI

(BH] HAEF RIS REEICRIET 2 2 LB BN TV L, FMREIEOEK
TR TAE 5 S RE O 134 7% <, 2 OIRRIIFES & UHLA & OB 2 59 2.
[F5:] IR ke L 7 TR D SE20) 00 BRIR (5 % TLiiead L 72, £ 7882
A& &L A6 AOHLAME (A, B, DR)Z AT\, HELHLA L OB AEME L7z [#
Rl EFILITAR B, ABBERPSET VNP S Y, PEEIEHALE LI
MAMED L1207 20T LA O W T REERAE U, 20144E4H FAICH A
B, AHPHICHRNEICE L 2 ) AR L7 WTRES L OWHAHTOR
B, UBARSROFH T 2520, hAchR}nﬁiFil/!Tz% 0 A M & T L7

SRR, 0 7)) YORERE LTV TR X6, BB X OMEROR;
JHETFIEEAE L 72, MRITHRRIE 2 SE b7z 72 MJH’JHmJﬁF’I‘%ﬁo 7oA, AT IR

BT RO dp o Tz JEBIRIETIRKIETH ), EBILOFERTH 5. ABEIERTD» D
GG E B L, IR TR L E ) 2 BB SR STz, Ak

3 A AE RN & 27, STAChRIUKFGE TS ) FAEMIODIE & 2T L7z, MolihE
DEWERRD Zearo 7z, 20144E4 7 FASEER O KT B X OHE T IREERAS B LA
Be, 2584 F2OVAREE, EZ 07 Y REREETWIEREBR L. hs
2BIOHLATNE —F L7245, B % SSIE Lff;w?lJ@lﬁJHaU\@HLA?ﬁﬂt b—3 LT
WAoo F 7 HAR N O ke S T A 4 ) TR S & LA HLA-DRISI[FI L6
NEEPE LTV [#m] EwstnE LtmflﬁimﬁﬂfﬁrZﬁJzimAchRﬁLﬁSI%
W, MRRIEIESDE, BT, W TREER CEHRIERICS { odlm A o, 260
HLARIE—3 L CB Y, EEOFREIBZNRRIBG L T2 i REEI7RIE S L
7.
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RS RE B R E ORIV

JEN S e o R .
OBEHAST, T4, WEEE, AR T, sl

(9]

W, BREOBEHENE (myasthenia gravis : MG) 2L T A 2L BHILNTHY, AR IMEOFRIL

ZHWEIT 2 2 ERTFREND, S0P EORIER BREBEL T4 2 ED%0H, SRORCIRT5EMEIE

HELT: [RIEREE] OMGEZOBRIWMEIC OV TR L.

[1iE]

20082542 5 2014412 S FEAME S L CIAREIC & o TMGE Bl L EBNC oV TR BRI BRI S e U L 72

DUIIIBAAER, TACKRIUK, edrophoniumitBt, REMBAROwaninglE % BE L L1z, BUERE BiEF

i T (0Rk), TH GOm~Tda : BRiE), IE (oML RlEkEE) OBIARL, EEE

HxhaLr

(%]

SEMMCEEA6H (TH6758, HIEISH), FMME T LR (BB : 388, HHE2H), T# (156 : 7Y

6408%, BHL1060), TEE (1650 : FH7988, HH6M) 7207 edrophoniumitBRB ML 1 H66%, TH462%,

]]]iﬁ889% SCBLRIHGABRB ERIE T RET5%, 18$636%, MHES0%7 o7, FACKRAUMEERIE 1H75%, T
%, TEL00% L Mgt ERT 52—, WIREAGEEIL TH50%, TH214%, MH133% & ki tEwEd L

f; ?36%@"}’67’)*5ﬁf?ﬂ7!*3{’7%b STIRERZ -7 WIRBIHATREITR L 1580%, T#40%, IH

125%7: 07z

il

HECHRHERBEMCOH A R Y # <, HACKRIKONE I RHEHREEMCOBII IR L E 200

7. B0RMLLCHE L EMGIEIBRE A B atm v & T 28 b & 7%, Tom M L ORI R IR+ 5 L ol

BAKEREC 22 WRENASEOGREHE 2 S0, WREAHEOBC EIERBEMCTIINREL O

BELAENI =T AL S, BEREHINREH G G0 TBEIR T2 LERH L LE2 5,

BIEREEMCORE A%, B AEAOEEILETHS.
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BREEEGRNECSI S A FNTLFZY O BRAARRSOEEARD
e

JES s Tl F BE A A y
OJ_ﬂ K. HIEHK, B2, BRS—, s

[E Y] v T 5 4 0 5 (MG) @ A B %% 12 33 v T Minimal Manifestations
<MM) LAV EERERT ADICNLEE T A AF VT L Foya s ik KR
BGAT A POV A)OEBHEEMRET 5. [Hi5] 200645 H 2 52014410
TS TYRFCABEIE L -MGEED 9 5, AR OF 23655 L T A 7
O A RSOV AERMH L7 BB 2006, ZE3360) % retrospective |2 g A L 72,
ABEFEOMGFAZH I (1=19)& T-IV(n=34)T, FNZNATTA FOV 2D
Pehsma b Lo, #5EE, RdeGa, fEkE 0 BRIl Uisad L7z, [RR] Akt
MGFA T 0B Tid, Mo R 704 K750 213500mg(n=10) b L < 121000mg
M=) TG L7z, EHHTHIBELTH AT 0A K79V 20 & Akt H £
WE 7 7ro 72, P G-RI3500mg THLG L 22 BETA o 72, ABEFMGFAT-V T
EHEO AT A K79V 213250mg Pl F(n=8), 500mg(n=16), 1000mg(n=10)T [{l4H
L7z, EDQBEIZBWTH A7 04 20V A0 E TER H U I3E 2 B 2 ho
7275, 250mg T Hl4A L 72 #E T3 1000mg CRIA L 728 & D I Gmh b o 72
i) WEEEMGICB W TOATEA R0V ARIER & IE, ABEFRMGFA I Tl
500mgZ HFEGE L, L-IVTIE250mgbl T2 ST 5 2 L2 & D, kG %l
LTh, ZNBEASHE L8 L ASICMMICERET 2 2 L 0%\,
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BEEHENESEEICH T Bcaveolin-3DFEBICDOWNT

VR AL - MRREEE, PRSI > v — B
ke AR f ]
FHINGLWZ, I #°

Of AR, I EA!

[ B 9] A 2 ) i (MG) DHEHEFTIL, AL EDcaveolin-30 ‘ﬁ!f)“ﬁﬁj‘ﬁi?ﬁ
FTHLIENDHY, DL HERTIEHCRE rippling muscle disease % 72
ZEPHE SN TS, —T5, caveolin-3l3 7 £ F a1 ‘/‘i‘ﬁﬁi(AChR)O)? 5
A5 =R R PR VEIATH ), MGOIFIE Qb%ﬁ%i%lﬁf«fo%Tnb
HEAE 2 Sz, ZOWFETIE, MGEREHIZ B S caveolin-3DFEBIOIRAEIC
WORRES L7z,

[ 5 - J5:] MGL3BI 3 L O I P2 1 C U 7 i IS B o i AR Mk ik & i v~ C
Mt 2470720 MGTIE, Ml (BE) BT B2 5 & 5 CRIE O — 58 % M
L7 AL AR Y d, Lk Biik & L T Hlcaveolin-34ifk, 2% btk L C
ChromeoTM488#5 &Hufh % i L 7. i 7o, BRBLIVEAEZIMMLY 2 XY
7y MWBIZ THEAZEBR 2 3, < 5IZmRNA% i L TagMan PCRT
A P12 & D caveolin-30mRNAFEH i % A CtiE Il CTHK L 7.

[ R Sk et |2 X % caveolin-3D FEH ORI Tld, —HOMGHERI D54
TN o caveolin-3D &5 KIAA K S 7z, —7, caveolin-3DFEBIASTLE
L CTWAHEAL S B Sz, WBIZ X 2151 Tld, MGE&# 281 5 caveolin-3
D EHFEBEIIHET IS EISHIN L T 72(0=0008). & 512, MGHIEH T
¥ caveolin-3 mRNADFEH & A RENITCHE L T WA 2 L AL S 172(p=0.015).
WBIZ & Z)LEF[NIEE L mRNAZEBURIL, IS L T /2(r=049, p=0.03).
[ #] MGH 1 # T &, caveolin-37° —# TRIAT 2B H RS 2 — 7,
caveolin- 3@Eﬁgio L O'mRNAFEH AT AZICHIML TB Y, caveolin-31MG
DRI D 2 EAD—DTH LR E 2 Sz,
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HiLrodfi (48514 BE B i E D 261 D% 5

VIR S BBl A raRy, 2B B R R e £ > & — Bk
F5EE, b R R I MBS L > & — e

O Conl, i L MG, 2P B! AR, e,
FEER, fEC HE AR, ﬁ:}{%ﬂﬁs k!

[E] PLrpdPR I EEAEF D E (MG) OFIEICHS-$ 2 ACHiko—FfETdHh
BHS, WL F 7247, PILrpABUER EEMGO BRRIR I & 2> CTld Ze v, 4ol
Fe & DSHFEER L 72 HULrpAHU IR EMGIZ D W TR IS B 2 Wad 5 5. (7] #i
LrpMLEsBstE T o - MGHEE2BNC D &, JiIE, MRRAEIR, A3 - WM,
TEIEREE, A PHIE 7 & & B & bl Ui L7e. DRER] IR 74 o .
XEZHE LY A, /A TR, 4 HICEs s 2 R TS, R4 1SHRAT
KA & T L)oo/, WNREEES BB L 272028 L, Mo B
KRB, Ty T A NG, EIE AR OB SEHI L C waning 2570
SN7zZ ENBMGEBMIL 72, HLACKRIUA, HIMuSKPLRIZ V3L d B Tht
LrpdPUR 3G PECH - 72, MBRIEILRED S e b o 72, MEscHEE:, 7 u X
R 2 EIEEEATOA FNIR, IVIgZ 4TV QMG A 3 71313742 5 10~N23% L 72,
VNI 7556 B & AP 23 IR CAL S0 & it L 72, JEFI212737%
%‘I‘i X-314E & b fIEg ‘ﬁfﬁ‘tﬂfﬂ, PUACKRILATIF T H b HiflE T4 H MG
Zhr s BWIREIZZROTE ) FAFZ7 I yEs L Cwizgs, FHaIiciE
ﬁ‘iﬁblltf\nttﬁ) X:Hoﬂb Iz & e o 7z, PIMuSKIURIZ B, T
LrpMuEBiEcdh o7, BIEREATOA F, 70 AAPIRISINA, TVIg®
BAT L, QMGA I 7112451013 L7z, [aR] Filrpdfiik B EMG o i
(RIEHAChRRIUABEMGIZ IR & T 23 E D H 2 A%, A TlL F 2ZMEF D
% KA TS RN IS SLEL S RS O MRS O 70 e B IMG
T, SIEIHHIC & BB L2 BB & AL Tk

SRS 55 1 S265
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EEBHENERE ICH T B MEMMP-3EDKE

BEEMRFR AR > 5 — e AE

OPHEtET, AAEY, W ﬁf HNBE, HEREMYE AREX,
BTN, DA, AREIFGE, HEBFL, mlEd, 5k
NEBFERL, FHHME, £ R SRS, ElEe, ?’f’ﬂ?ﬁ%#

[HiY] Ak id, SRhEkEHhOMGEH 2351 AMMP(matrix metalloproteinases)y3
P18 % P BMaS L 72,

[75:] 20104E4H ~20144E9 1248 & %35 L 2MGHEE D 9 B, MMP-3% %€ L
7292 N2 BT, MMP-3I ISR, Bk, BRME, MGFA, JEEFHIZOW
THEEf L7z, MMP-313 7' L — bEAHEF v FClllzE L, FBPEiE>120ng/ml, &
PEiE >60ng/ml% Bk & L7z,

[ 9] MMP-3FPE# 1, BPEOM)34/46 N(73.9%), ZHEF 35/46/\(760%)’(*37) >
7o MR AL CIEM 13/18 A(722%), F 8/11 N(727%), 4= & BICTIidM 22/28 A
(785%), F 27/35 N\(7T71%)Tdh > 7=.

early-onset MG(EOMG) (& M 10/14 A (714%), F 13/21(61.9%), late-onset MG
(LOMG)iEM 21/26(80.7%), F 15/17(88.2%), WIIRIEREMGIE M 3/6 A(50%), F
7/8 N(875%)Td -7z,

MGFA class T 1ZM 12/18 A(66.6%), F 10/14\(714%), TaldiM 16/ 21(76.2%), F
14/18(77.7%), TbixM 2/3N(66.6%), F 5/8 \(625%), MalZM 3/3A(100%), F
3/3A(100%), WMbiEM 0, F 4/4N(100%)TdH o7z, Z D) bT4RKMEE, MG
SERTEBEYE T o 7275, FSREREICHIEIC 22 ), LR BtEdsRie L w7z,
[#iiw] BEOWETIL, MGIZHT 5 MMP-3BHEEIX15~40% TH > 727%, 4
x4 OREFENTORFTERIZT0 % & FEh - 72, Flie BmAERE & AHBI 3 2 W HEPEAT
N 2R (AT n’?ﬁﬂfﬁ’?ir? BHENTIC LR E R R IR 2 HT 5.
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MEHMGB1(3 EFE ETERLTWVS

lf%kiki%giﬁﬁ%ﬁ HEERN, SHRRRT S, CTRERE &6 B
%}i%%ﬁzl IR, &g mt, okEE—1 &5 B!

[A#]

High mobility group box 1 (HMGBI)IXMIISM CRIEFER T- & L THERET 5 2 LRSI, B4, B~

LHCRERETREICEYS L Twa 2 et ST 5. HMGBLATEE R % /J/E (myasthenia
gravis: MG)DHTE, SN ABORIERTIES LT ah e ) »plLAT A LR HINE
LW 2T o7z,

[J7ik]

T eFNaY v SEAGE (RACKRAM) BEMGEHCOIEIE6H, LHk3ihl : T2k 577
i PG L IMuSKHUEREMGL0B (BIE3B, LHETH) | P4 4728 inblE D),

Y MO A0 (B 2> o= V20, SEASEIEMEEIRON : BHEI6H, U ¥ﬂ1¢f§].5/3
) RS L, MmiETHMGBLEE % ELISAZCHllE L7,  2MGOHMGBLIgEE & Hitk/$ 5 A —
4 —(MGFA, MGADL, #LAChRBUK{/HIMuSKHUIE, MIRIED ) & OMBI% MG L7z, F74
AChRIUKFBEMGO —H D E B C Sttt COHMGBLRE OB AL & Ll L 7.

(2|

ﬁAChRWN%’féMG@u'm%HMGBla‘;%;rfzzi Iy b= VB SHEICEAL (780£747 vs 413+
255 ng/mL, p=0004), {HFHIZET LT/ (P=0051). F72, IR LY &HBIMGTH <, Kl
FaHEE LD H@Hkﬂéﬂw TR % B 7 MuSKIUEBEMGIZ BB Tha v bu—LEELY
S HMGBLIE &\ i % 81 72. HMGBLi# & H AChR/MuSK#U ki MGADL A 2 7 |2 74 Ml
ALtz

MG [ZBVTHMGBLEE A EIC AL TBY, Mkis
CEE L Z M TO BRI SNz,

WOJRIER ¥, HMGBLIIMGOIRAET R

P-029-5
A possible electrophysiological mechanism underlying ice pack test

VRLIRIERFACS: AEPIRE,  ZALIEBE R DR R
OWARKI, AHEm°, #OET!, TH %

Objective: The ice pack test is a simple, non-invasive and specific diagnostic testing
procedure for myasthenia gravis (MG). We investigated the underlying mechanism of
the ice pack test using a novel electrophysiological method in the masseter muscle.
Methods: We studied 7 MG patients and 5 healthy volunteers. Masseteric compound
muscle potentials (CMAPs) and mandibular movement-related potentials (MRPs) were
recorded simultaneously after stimulating the trigeminal motor nerve. The E-C
coupling time (ECCT) was calculated by the latency difference between CMAP and
MRP. Assessment of % decrement was also performed in the masseteric repetitive
nerve stimulation (RNS). Chronological assessments of CMAP, MRP, ECCT, %
decrement and bite force were performed after cooling for 3 minutes in bilateral
masseter muscle.

Results: The bite force was significantly increased after cooling in MG, but not in
controls. Although the ECCT was not significantly changed after cooling in both
groups, the ratios of MRP amplitude (60sec/baseline, 600sec/baseline) were
significantly increased in MG compared with controls. Decremental responses to RNS
were not significantly changed after cooling in MG patients.

Conclusions: The cooling of muscle may induce the enhancement of MRP amplitude
irrespective of electrical synaptic transmission in MG patients. These results suggest
that improvement of E-C coupling may be a possible underlying mechanism of the ice
pack test in MG.
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W7 3/ 72 IVRNAS R BESR (ARS) Hiik ICBEE U /- BiEik & BiRERT R

MBS AR, PRI - EBEAERT A > 5 — R ET
bt

%guf%l, SRR, RN BB IE WIEE, SR

SHEF SR BRI L 22 O R T T 3/ 7 ¥ VIRNAG R E (ARSI
IS MG ST D, %k, WEMMSE, BHERE, K54 CHRESIELTHY
[FLARSIERERE ] & FHN T2 AFHERRLHHEIZ OV TOFMIEIAHTH 2.
<HiE>20104:10H 2 5201343 H  CEER S [HROMA BRI 1234861 0Bk
Bdorz, TORTIeRILE, MEHIET %4 LELELD SV IZHMRITH RS Y
LA Y A 90 BRES I C A B ASRANC & SIEME IR B OB & 2 o 72207B 2 kG & L.
ECHUATISE (X HeLAMIR % F W 72 RNASRIE LI I L 0 FT o 72

HER > RNA G LR CHARSHUAA236 (1%, %E61%, FH4EHRC0R) Tt &L
7z FREIRICE L CT BB ORI T196), MMT3LL T OEE 4K T66, AH#S
B, SEEH T I06], WET GRS, MEIERIEE2G, HREELG], FHZEMSHI, MM
M4, 1260 TR 72, FRERAT L CIE R O 338 - FRAE 1561, R O L4,
FIEMIFLRE 1061, perifascicular atrophy 4%, MHC class IF31:20%1, MHC class 1T 149
BICRRO 7. BRI O %A IXsporadic inclusion body myositis 0%, polymyositis 4%,
dermatomyositis 17%, necrotizing myopathy 30%, % ®flinon-specific myositis?*48% T
H o7z, PLARSHTUEORISHEIZO] 861, Jo-1 781, EJ 461, PL-7 3%, PL-12 161, KSO0f)
Thol. TNZENOTARSTADIER & L THOJHUAR L ZHHAG T T e T 8 % 1k
9 EERIERO BT <, R ClE R E R Ch o 7o, F74PLT
FURIIRIERDYEE <, AR BERS I C 3361 & b necrotizing myopathy Ty - 72.
SRR > PUARSHUMR B L 72 S5 etk 22 R E0T RAE 2 2O ARSHUME Z & 122
HUREMEAVRIE ST,
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HISRPH ARG & D ER RIRIEF I

Vit AR MRERL R S b
Ot Ifﬁ‘1 /J\dﬁ#ﬁl ﬁ}iimﬂil FRECERH, B ITRGRE, TS
AR, A% 17 RS

[E19]

HROPTHEMEA FMhE LT, RIEMIIREL D o — B E & L ClaltiEH S
TECTV5, BRRMRHED T C b HSRPHUKRIER £IAREN L FEREL TH LAY, ZORBKE - i
BEITHRHINTWAR Y, 22 TRAE, SR THETL 2 HISRPHUHF R % O B %008
f[%b:olb"(’}ﬁﬁ LEBEWSPIT A2 LR BT 2T 12,

Ty

RERIZ20134 0 5 20144E DRI 4Bz, 5 & OB BE CHISRPHUKR MR 4 & 3510 L 7ERID ) 5,
BRI BB DR LB AT 72 72 BIGHIC b B, ?}FW@%%@?EW&@E#%%%H@
MICRRE L, BERGORE 21T 72, ZERO A RFEGHRZ 10 ymi2 %Y L, HE, Gomori, ATP,
NADH, MHC class I, MHC class T ¥ % MifT L, HEAWREIC OV TG L7

[#4]

G, IEESHICH ), HRFIEROTHERESLTR (17~84i%) 72072 MBERITHO
W TA3B L b % <, ZOMICTRE - (FROF LT ALE, A1, #AEmkEo SCKIES
VI72 o 72, FHCKIEIZT925IU/N T o 7o, BB T LARE L f FIEAL & 7R L 7 fE B 45261
Hot: HEERETIHEREZR LD 0N H o 7. HisEE TIIMIRE H L ofHIE
%, SREAGS RN REMEGEZ D 5 0AE 7. MHC class T IERICRE L T2
BIASEITHY, IBITEIROAEEEFEZR L7z MHC class TIE5H THEBLEL RO,
[l

FUSRPHUIRFE P 96 TIXHERMHC class 1 0%V, Ho THREMNE SNTELD, LI
FBRTDERASEET A LRI 572 MHC class TR b4 CRHIT 5 2 L A58
HHTHLWREEAR SN
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HSRP IR HE DB ATEEARE

S R e S T
BRI,

VBKEEKSEE ST, 2KH KB
MR

Oﬁﬁl:l:l*';f1 HHEAE?, TER RE S RS BILEHS
KVGEHDE

[F %] HISRPHURBFERRE L, WA AT 3 5 WA - A0 2 7R L LRIk %
RLZERD, TNETREREUMBICHTESNTE A, FHREET R TI S
FHEERCEIEIANTF—ThH Y, FleEBEMe: LTRBSTWS, IhE
TDLHDHISRP HUrk bk 5 iE O i B S 7> & € OBFIR I 7% SR S > & 7 o
TV BAHHEFT IOV TOREIL T 245, BiIR & R ELAT R o ERET % 17
VEEI A S 22T A E R I E Lz D% e ] x 503 SR T20044E A &
mwﬁmm+ﬁ:$ﬁ%ht%ﬁfﬂmmm5%,m&wm%%ﬁﬁﬂ%ttﬁ%s
BI(E % DF5E L BRSO gD, ¥ 2 — 7 L VEBEH OB W% i
tutm,ﬁﬁ&%k%ﬁﬂbtm ZNE IOV THRG & Fm g & ek
SRR S A S L7z, [RR] 300 & & Bk B O F KT - 4
ZR, MAMOEITTH o7z, BWIRLBNIEZE Y, 2BNIHITITRECTH o 72, 1
THEEE2BCRO bz, ERERS OH RO LB TRD L b o7z, HFIE
AT70A FNROATIEEBEZHONTEHTY 70 ARK) Y E2FHLTW ik
FENOFIBIIBIE 2 &) THEE B L CW B TARRTH ) BmERH KT
HFRAE L7z, WLASAT L C I S 20 38 - FEAE AT RSN 2, 4 CMHC-Class 1
PUR D FBLICHE & — O M5 TOCIR 2 B 7z, B AR L CWiEsl -
V=7V VEBER R 5 LTV ER TR 2SR TH 1) Beell b 20 H i
—ERCD20M el % B 7. [Ha] HUSRPHUARS MEFFAE IR I — B Tid 7 <
CAE THE ST 2 I e USRPHUAR R S E O BT L & 1357 B IR G 2 R
FEFIL O LA,

55557 B (2015) 55 : S266
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LB THEER L /- $isignal recognition particled &34 EHiE DEEHF 15

UIEBORSIR O R, BITHORSIE S IS, ngtﬂjt%l:
S RIEEPUR, RN - BRI £ >~ 5 — TS F‘Jﬁfﬂﬂf %
O%ll !, *Jllﬁi/‘l W, s g s *’W?Z
IR, %5 SR, TR SRR, POBAIE
SR m%z‘*, ARAIERE®, i o

[H6]

fisignal recognition particle (SRPLABIEMER, TEEOLIES(, BRtEORBTORELHIET £858E LR
mmﬂégm b, OBEACHERIROAMHID R, BT R TR Z L EEHE G2 20
HiICRL diZTﬂﬂw’ﬁﬁiﬂ’C(ﬁ'ﬁﬂii% bRV ERSN L BIFRTHA. B, REORAIAE
mﬁ@ﬁéﬁféﬁ BRELYL, YA T4 - L OBRSLEI R A NUEER L ARG S0, SR IL N
[M? a}f%(wé Z2ITHA G TRIRL SRR A E OB - BRI £ L obiRf L1

bSE i1

200947 b 014 E ORI S CHAERA RSN, BERRICZ LR R 2075155,
i{&!ﬂih}, Bt Cdb o TR OV CHiFRAR B £ DRI A & et L1z,

R

SIEFICHSRPIAA B Ch o1 (FHE: fth=1:7, 5% 168). BERREEHELNT, HHETTRERSGI
Biih, Iiiffpeak CKIXYOL £ TI2IU/LL Rl & div7:, BTREEAR, BFERIL2M, FﬂﬁﬂﬂTkli?@J J”W)‘*@F
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Clinicopathologic features of 35 patients with sporadic inclusion body myositis

RARSERAY R )
OiLilifs 2, BiLHE, #)1 Ll B, g,

IEE R, W, S WH, BREESR, LR

Objective

Sporadic inclusion body myositis (SIBM) is a refractory myositis developing in the elderly. Recently, anti-cytosolic 5-
nucleotidase 1A (cN1A) antibodies were reported to be present specifically in sSIBM. To assess the features of the
disease, we examined sIBM patients.

Methods

Among patients with myositis who underwent a muscle biopsy from 1991 to 2014, we extracted cases of SIBM that
met the Japanese sIBM study group criteria (2010). We analyzed clinicopathological features and treatment.
Results

Of 282 patients with myositis, 35 (12%) were diagnosed with sTBM (24 men and 11 women). The median age at onset
was 67 (55-81) years, and that at diagnosis was 70 (57-81) years. Twenty-seven (77%) patients had lower-limb
weakness as initial symptoms, and 11 (31%) had dysphagia. The median serum CK level was 372 (91-6,104) IU/L. Five
(14%) patients were positive for hepatitis C virus antibody. Four (11%) patients had cancers, and 3 (86%) had heart
disease. Pathologically, we found rimmed vacuoles in 30 (86%) patients and anti-cNIA positivity in perinuclear
regions and rimmed vacuoles in 30 (86%). Twelve (34%) patients received immunosuppressant, 8 (23%) received
prednisone, and 5 (14%) received intravenous immunoglobulin (IVIg). Clinical symptoms transiently improved in 5
patients given prednisone and in 4 given IVIg.

Conclusion

We found that sIBM developed in the elderly, was more common in men than in women, and the initial symptom was
often lower-limb weakness. Pathologically, anti-cN1A antibody was positive in most cases and is considered useful for
the diagnosis of sSIBM.
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Heteroplasmy of mitochondrial DNA mutation at position 3243 in two autopsy
cases
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INTRODUCTION: In patients with MELAS, an A-toG transition at nucleotide 3243 in the mitochondrial DNA
(mtDNA) gene is identified in a heteroplasmic manner. We analyzed variation in the tissue distribution of mutated
mtDNA in two clinically and radiologically different cases. METHODS: Case 1 was a 48-year-old woman with
repeated juvenile myoclonic epilepsy and generalized tonic-clonic seizures over a total course of 27 years. Case 2 was
a 35-year-old man who had three stroke-like episodes in a total course of 23 years. For RT-PCR, frozen samples from
the cerebral cortex, hippocampus, choroid plexus, cerebellar cortex, skeletal muscle, myocardium, diaphragm, liver,
spleen, and kidney of both patients were analyzed. We also analyzed the tongue in case 1, and the external eye
muscles, intestinal smooth muscle, testis, and thyroid in case 2. RESULTS: In case 1, no stroke-like lesion was evident,
whereas in case 2, multiple infarct-like necrotic foci were found confined predominantly to the occipital and temporal
cortices of the cerebrum. In both cases, choroid epithelial cells were markedly enlarged. RT-PCR showed the highest
mean (n = 3) heteroplasmy level in the choroid plexus in both cases (97% and 96% in case 1 and case 2, respectively).
Mean heteroplasmy levels in the cerebral cortices were as high as 90%, regardless of the presence of lesions.
CONCLUSIONS: The clinical difference between patients could not be explained by variation in heteroplasmy. The
choroid plexus showed the highest mutation rate in both cases, in accordance with the abnormal morphology.
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Objectives: MicroRNAs (miRNAs) are small, noncoding RNAs that regulate gene expression at the
posttranscriptional level. miRNAs contained in human body fluids are useful in diagnosis of various
human diseases, especially in the field of oncology. They have also been shown to be involved in the
pathophysiology of neurological diseases; therefore, could serve as potential diagnostic markers in the
field of neurology. We comprehensively examined miRNA expression levels in the cerebrospinal fluid
(CSF) of patients with chronic inflammatory demyelinating polyneuropathy (CIDP).

Methods: CSF samples from patients with CIDP (n = 5) and normal controls (n = 10) were collected at
our department. RNA extracted from CSF samples was used for microarray analysis (3D-Gene®,
TORAY). We applied the Welch's test and p < 0.00001 was considered statistically significant.
Results: Using the miRNA array of CSF samples, about 1500 miRNAs were detected. Among these, 5
miRNAs which were differently regulated between patients with CIDP and normal controls, were
selected by the Welch's test, p < 0.00001. These 5 miRNAs showed the area under the curve (AUC) of
10.

Conclusions: The 5 miRNAs detected could be considered miRNA biomarkers for differentiating
patients with CIDP from normal subjects. Although few studies report miRNAs in disorders of the
peripheral nervous system, some suggest possible roles of miRNAs in such disorders. Since the role of
these 5 miRNAs in CIDP pathogenesis is still unclear, further studies are necessary to elucidate their
mechanism of action.
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FEENXRED T, PR AR | 2 B 2 RO 2 7 o 7243, MRITAT [l St
MO R & B0, TVIgR HAT LB L 72 GEBIS B A Rs) 7 ik
S PRARIE (2B PR & PRBRITVE. 500 S BB S B o (W37 H 12 /e
0 e BB T 5 5 L U 7 it (3t e 78 C g R e 0 3L AN &
Y T PP E AR & ZSI S, PRAFENIBR T2 BRI dmE L7z, [#53m] SIE
PHUIHARE IS - ZIEHANREI L L CIRIBIEERI G 2L, RERHER &
A EE 2 520§, U0 > 7)) F ¥ PR IdHIGalNAc-GDla IgGHufA D A B 1%
Th o7z FEBIBIRAFMNERTRIBE L 7225 JEGILE2BIVIGH R L7z H 2
Stz BT B MRS - SIHEARE SO PIZHIGaNAc-GDla IgGHLE A
NAES DIEGIDHFIES 5.
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FHAEROUGEED D L o7z, NI EHEMARE A 72 1ML L 72729, 1
BNEPUBE A L Bt (ST L 727200 Th o 72, 2D H b, Fiied 5 Bk
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AL TV 7o, BHIERIREASHTEL B L 72 190 & DUBEHH ) O B ED & - 721
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BDOAT A FIHRICOWTHEIRET SNDERETH D, UHPUHNDATEA F
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Guillain-Barré syndrome (GBS) 13, BIZEOES, HEOKREIOEOLT, PRGBENERUEL Twhv, BETYH
0~0% L EELRENES, L, BHO7V-71Y), BEFHOSERRIC LY, 20%0 \THRHEEDHERD)
FATAE & DHERAPIIT & Erasmus GBS Respiratory Insufficiency Score (EGRIS) %modified Erasmus GBS Outcome
Scale (mEGOS) Atk &N T W5,
Jitk
LEEC B Y % L7 OBSHESE8HIIZ 5\ T, EGRISmEGOSZEHL, HIMCHESH T AT LILEL #RfLT.
23
EGRIS : 63% T AT HREEBALE L 1 Ascore 5L (RekT) H8MH2MAEL, 209 HIHTATHISERLZEL
fo ERIATIREERLEL ORBATSHATH 1. SHOFHscorel234= 134T, F&hdro 12300 Fscorelt
222151 Tho 12, BGRISA 5PLLTH o 72261391 4 37 O Hughes functional grade scale 1340\ L Cdh o7z
mEGOS © 67 AHICHTAFTARETHHHEENL0D L S D ARTH B DscaleS 1ML (FK12) 0 b D1328FIH65IF
Lt EBI6r ARANATARTH - ORI, mEGOSHIOTH-1f0ATH 1. IUTOHT, ARTHH
DRCEEE S NI C 1060 ETHo ORISR, AEORE 17 v KERERE (Vg %O%iELy A
UV‘] 122 BOIVIgh EMm AR S ATz,
i
7)75‘. CHEGRISmEGOSIIGBSO Pk FT A MAREL 2V ES, IHHOREERMVAILT,
ARt L, B R REORL LT A 2 LWL Z7 SHAELAVTHEHORED
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H4t] Guillain-BarréJEERHGBS) D N TIFREZREAE TR T- & L€, ABER A7
JEVZ DWW TR IR L 723 132w, [HIY] GBSEE O ABH Mo AT
W 275 T I - % i § % (ﬁ%{] H22~244¢ Ff DPCH 529 b 1057 i % 1= T
DPC7 =4 - Bl A BeS2 i 44" B il % 45 b 4% A L 724596 44" 5"GBS (ICD-
10: G610)" 12414 3 2423061, [l N TR g oA "% AR e L, % &
n/xw o WRGATE AT, BEIARUC IS, RS, B iRoflE, i
Al&ﬂﬂ#ﬁﬁ@v HAEHHE>03%, 72ICD-10 [A00~ BY9; T
Fi”‘ﬁiolvuiﬂij By BREERA. (R3] ﬂ?ﬂ)&%‘ﬁ# FE A HEIL 383801, A

BEI392191. J1=$€:>605E336%v5520% P<0001), FBHH%(132%vs452%, P<
0.001) IR AR IH EAED SEITERE H #ud ﬁﬁ*fﬁm JHER (3Ll
39.8vs99.1 +94.8 P<0.001). Ahﬂﬂ#ﬁf@o% Jifi 95(0.94% vs7.40%, P<0001), ¥k
JFRIE(4.74%vs135%, P<0.001), %DMt iImfE013%vs255%, P<0001), #RhAH]
DN EAE (0.36% vs2.04%, P <0.001), ifﬂ:/\w/\z!ﬁ‘i”"r(o%%vslw% p<
0.001), HA kAH T 4L AHH042%vs1.28%, P=0021) TLEERITHEEL RO

SRR OFE R, 4R >60#E(0R2.39,p<0.001), 4FEtkdk rB,LORlsap 0027), #
FUHT#E 2% (OR442,p < 0.001), i 45 (OR6.09,p < 0.001), 74 T i % ik 8 72 L (OR0.26,p=
0.029), EKFEE(OR255p<0001), A b A H T 4 )b ZHH(OR519,p=0006), FiiLii
(OR13.7,p<0.001), ERATARI DM EYIE(OR350,p=0032), HALAIL < EHIEOR
5.67,p=0.004)H I 2 & A iM% R0 72, [457R] GBSHEE O KBl s ToBEfF
BYSED ) B, WL & A 172 B % F o BB O TEAEDRIB Sz,
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[H®] Guillain-BarréfEfE#ELLT, GBS)IE, SVESSE D BEYEN O % S MR

Za—unF—Thb —RMICTRREREEEEZ SN2, FHER]
ETOMBAREGNLI6% & S D720, PHRARZZIEDZ U HB) L g 2k

WERAT) S EPRLETH B, SRIF A ELPEICAPE L 72GBSO PR FI22nWT
Mt L7z, [7EE] 20104E1H 22 5 20144E 11 H & T2 Abe L 7-:GBS3361 T3 Bey
GBS disability score’Grade =2% B, Grade=3% HIEHR: & L CFHE TN T
EmAMEIHE Lz, [FR] 33BIEBYELIN, Zrk1461T, FHHEIL493
206MTH ), S'Eﬁlﬁf‘cﬁtzizmu 81.8%), TN 2061(60.6%) D - 7-. ﬁ“ﬁ 161
(30%)d b, Bt e 12 1361(39.4% )12 5250, IFIRAHE T 13861(24.2%), SR
Z1BITH - 7. i‘iﬁ«m%é%h@%ﬁtiz%ﬂ 719%)d Y, ﬁi"*ué#ﬁﬁmﬂmf
[E5E 52440, WEBERE EA6H, WAL, BB -7z BF vy 7) 4+ K
PURIZ2961(87.9%) TR S, IBIRILIVIgH33H, AT T A K7V AH2060fitT
s, [tllywdﬁuiﬁ{g'ﬁéﬂ&ﬁ‘ot TRAERE IS 1560(455%), TEAEREIX18(54.5%)
TH b, Fhn, M, FBESS AR T TOHIM, 3SEH, OB oMM, %17
PR THIOF A, hFEFEELGMIPEOE & XM CHEE X R > 72 B
BECITAREIMA7Hvs 365H), ARch: & 13 OGBS disability scorefii(2.4vs 3.3,
26 vs4.1), BHEIR2EIvs 1161), FFI T T (0Bvs 861), EGRIS(1.73 vs 3.22),
EGOS(2.7 vs 5.1), mEGOS (AFe1 H H % U7 H H)(32vs 5.6, 2.2vs 7.1), i 2 F15l
fEHE@BIvs ISENAA T T - 72, BIEM TlE2BI4EM I B AT TH
), FEAERETIZPESR D HBTRETH > 72 013361094%)TH > 72, [£%]
FERE L AR S F BT RERIEBIAT94% 5 V), THE TN EERRGFH K1
PAEHATH -7
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[Hi%] FisherfEfERED I ouxféﬂrwlkﬁc%;ﬁﬁa“é 5] 200547
%2014$®F'1'CF1SherfE‘1@<ﬁ MR T ARG & 52 72 B o BRI

% SHRERD O TR AT LF‘?—%@ RS L BER] B a1 (5
9}\ N, WFEREOTFIERSLE (11-80/%)) T, 9 H1BNI2[ DT % 720,
AENOT Y Y — FEMER L7z, F3ETIIS58B Em o7, 16TV —TF (84%) T
FATIRYSEDHERR S, JeATIRYe 7 & Fisher i R BEFE F COMIENILFHI0H T
Hotz. 13TV —F (68%) CTFisherdEBERHOMMT R THALNIET Y Y — F
(84%) TIX3BLIFM B, HG T I, #ﬁﬁ?ﬁ‘fi+4\ﬁ MRRERE S, BRAREL, RE)
LT, VR OREEE S EOMBIEIRE R L., MEsSh/z122Ey — Fo )
HITZEY = F (91%) CTIiEIgGHGQLIbI A T - 72, {fifElddm Yy —
N TR AEEBIEE, 15y — F“CIVIgJ‘-?{??ﬁ‘i S, BEEEF O HugheshEAER
JEEEIX12TH o 72 [aR] MRS B A Fisher i B BE O F R LA O

12 B % Guillain- Barref‘@ﬁ@ﬁ”‘*c‘: IZF%ECThHo 7.
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FAESE LREE NFE
OBTHPERR, A M th

[BH] 7 4 v ¥ v — AR R, B2, MR R A 2L,
FHROIVEBES DN D05, FHRBHMREOUEE T T3y A2 2T 5L 3
b, A, MBED T 4 v Y v —IEREREOABIOBRREE, PR SR ERAEL, MK
FLTH.

[58:] 201148 70 £ 20124F F TI2 Y Be ATk £ f’li]\[%un#ﬁ’i’ﬂ 57z
T4 9y x —EEREE B L 72400V T, A VTR S BRNR AL,
TS L7z,

[K5] 19w 5485 £ ToAF). F16I, 3Bl 37TROLHEGIE, IREGEB)EE,
SEIRT R 2 L7225, RO AR TIH M TUEE L7z, 34k, FRio

AEEL, BB UL, FERBIER O ATV BT L7z, 1965
i, MY, BILEERA, WIRISMERERE, BB R R . R RN

JUiE. PLGQIbIgGHUARME. AT 0 A4 K2V AEEZ ATV, ZD%30mg & V) #i
L7z 200 MO CREIRME 2 L7z, A8 ki, IR, #tZikz, IREGE
BYREE & GRO 7o, IREBEE SO LR . PIGQLbIgGHUAREE. A 71 4 Fo¥
WAL EAT, 2Ok, 40mgd Vi L7z, #9270 H OFE TRERIG R L7z,
[ia] 7 1 v o v —EEROBEREEE L LTS NSS4 046 T
WEN LB R o 7. IRERGEBEE I 2B FRO 7228, BHERITIE, IEmm
F DK TEBE LU 2 TR TH 5 L Bbhz, HIFIZOWTE, A
T A ROV AFRE R 260AT o 7225, BRI 12 A COMRT R ot
W22 B WM Ao 7z,
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TRERFENEBEE LR TR RE FIEN L ‘ ) _
OB #%, —@RET, ZHEH SO &, SR, M, e
BEEAE, R OR

[H@w] ¥~ - NL—jiEfEdf (GBS) OF#% ¥l 5 % Erasmus GBS Outcome Score
(modified EGOS) Tl&, FHRATO—>& L CHEMARHEN TS, HIEGBSO TH#IZH
Y 2HERNFICOVTHRRT 5.

[J5:] 199844 5 20144F DRI F8HE28 H LAIZ 2B % 5235 L 72 GBS14261 % % R & L 72
60RO LR (10461) L60RED Lo wih®e (3861) (2o, BRARMT R (Gefrmed -
K - BRI - BEAEEE), AR (ERBW - 07 ~ 7)o ¥ FHUE - BT - 1eG
Z4L3), Hughes functional grading scale (FG, #Ii5s - ] - 438 - 64 %) 1220,
Hldeas L7z £72, 5960 HRIHAARHE (FG3LLL) BlA PRAREELEZEL, Hilk
BEICBU A PR AL RABRBEICOWT, FRLFAMOBE %1772

] EAEBE L mRTEOLETIE, BRECBVL TETORETORGIRAEIZE -7
BEOMOKEFIIHERMED 72 T2, BT BI 5 FREIFH & RRBFO B TH),
FHRARHIZBWTC, SHEFRIEERTH ) [RIFH 675 (FhIE), REE 76, P=
0003], BEAEEEZ AT HEAE C (BIFRE 25%, AEEE71%, P=0008), ZHENLMZ T
TOHEHPHELS [RIFEE 11H (hfl), RER 6H, P=004], FGIZ&TORM TR -
7z, ZOMOR T mE O LD 72,

[#5m] ElGBS TIZALE L B L C, SHEleD O EREEHVAINEL C, FHRIAEICR
HBTHY, 2120 EHEGBSOFHRARKNT Ch otz 72, BMGBSOTFRIHET 2
WFELT, Lh@Echsrll, BALHOMBEEEAATLI L, BELLZZITO
BBRAENC L, DB BHOFGAB NI LI o NS, L0 L) hRTEETS
BIOFHRISAER RS D Y, #Op 2 ORI 2 EH MG & FRICHET 250055
Thh.
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[H#9] Guillain-Barréfig 8 (GBS) , Miller FisherdEfE# (MFS) (23T, #lAl
DFAZERA (NCS) TIEIRR OERIASHEETH % = L A%\, Alli/repeater
Fifi (A/rF) 13CIDP% L OB E TEBIEICASN L RETH L. 22 TH
[FINCSTDA/TF DRI FHN T & LCEOnE ) atgat Lz [
] 2001451 H 70 5 20134E 12 3 D 134E R 12 LB 12 ABE L 72415 DGBS/MFS/BBE
495610 %) 1, NCS% fifT L 7293F112 DV CHIEINCSOIEH, R, KE, BEiEtm
RECTORE MG L7, WFILGBS 5661 (BE3161, 2561, F1542.2i%),
MFS/BBE 37 (314250, k1261, *FI15428i%) CTh o7z, 7Bl igMFS &
Bickerstafffifi#fix%¢ (BBE) 1dMFS/BBE & L CT—#t& L, BEOH KT % &6
L7z2b Db CoBEICED . [ER] #E S9RE F T HEUIGBSEE
87H, MFS/BBE¥E59H Td - 72. GBSHETIE5664:5112, MFS/BBE#:T %37
BUH3261 (86%) (CNCSTHA & 2D Hi % 8 72, GBSHEIX, #I[EIH% CHadden
DHEHETRIFERI28H] (50%), #HEREIE (2%), 1 - 7 EEE27H) (48%) 12
RIS NTZAS, UETORMKBEICIEBBI296] (52%), #mFEB126] (21%),
SFEREELSE (27%) &7 o7z, GBSH % & © L3t T, #nigRgsic
BUAHA/F OWBIHEL LT 5 &, TR LICBWTA/LF 27897:3 0l
RRERI21480 (75%), WhERTU2B] (18%), SrJHEINEESH] (33%) T ) BiFh%I Tl
BHEIZA/NF HEPE P> 72(p<001). WHIZA/F OB H-725009 5
75% DSERERL, 7% AR, 18% AT TH o7z LS A/F IZHhFA
B A g A H AR L £ 2 72, £ 7-MFS/BBETI861 (59%) T
A/NF 2RO TBYRETORBOGEELZ RELTWD EBbh [Kim] fm
TR B 2 A/rF IR O BWRENLZ 2 ) 9 5.
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[B9] 5 » - N — RS (GBS) 1xBiftR & MO RmRIC M S D, Bk EZ
O FIEREERAE (NCS) 2 IV T bN DA, 4, RIFIICNCS%2 17 2 L OER
PR SN TV D, NCSTOREARET, B L R FNOBREE b7 &
BV REAEERNC BT, NCSHT L& SRR I MY L7z, [D7] RF51320054E1H 22 5
20134E123 £ TIZHFHZARE L 72GBSEE 42060, FE Rl (FSAE14H LK) ONCS%E b &
(ZHoD Wi 3 % i OB & 4. M EURRER O BRIRAT AL, NCSHT o925 1kic
DWW L7z, [RER] ABARRERNZ10B] (CAYESHI, PEShl, “FI94E#424 £ 2087%) .
LBIHFAE L ) 2LH LA BARTT AT R L PR BIFCh o 72, FIERYONCSTIZ, HEIR
WEBOIH % I & EEMREE L2 RO Lo 72 MEIONCSZ HifT L CTAH 6 14H LIHIC
NCS% Fft S LT 0 BUARERN 65, #IIE] & 28] H O EBh i (5 e i L7z &
27, AR, EdRE (p < 005) & REHHRE (p < 005) BV THIE L Y2 HET
BEIES, BEMREICBWTOERTE 2D o 2032 OB AN, (RERE, &
R B 2 ARG BY B OIRIE, FRHHEEIE, T TOMEEICB TN &2
HOBREMTHES RO R o2 (] SEAERIC BT, SR o E R iR
frigsE, BBEOREL W2 SR VPBEERL T, ZO®REEICHIE L A5k
TR STz, BRI O—RIC d A BRI A R E AT, BRIC B R IR
FT5ZE, NCSIKBWOEEMRRE Y 728w b, mEia g w2358 B
R LR ICHBEORE L7512 OBERIIEFT 5 2 LR LD, TOREL LT
HENTwD, SRIOEICL YD, SEARRREIIREN 0 1 i E R L B oRiE %
HY AR RIZ S 7z,
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H 8888 TR TR S & o THEE SRR B O A % B2 T LAY < 7% 5 720,
JHEE BE T O BEE MR O EASEE 2 0 3w, BEE R A 4 U 7o B O R
BAERET 5 LT, SHROMBEBE B 28 MRIREOFE L TR - W&
5.

T 1 20024R9 H 4> 52014458 7 F TO124F W2 359 % AT o 7= R A i 5 24
Bl (10-83/%, HPE2000, LAl (2o T & 1T - 72

A AR OFBFE NGB T 0 ) LEIEEFD6H L b Lotz Tl
EBIERZ: CFEHE L 721903 Bl s B) B AL T, 1760 — M, 26013 mfET
Hofz. IITREMEGEE, SHITHMELOB MDD - 7. FLROBH - 7217610
SFIHOEEFEAIEL. 1kg (RIEkghk#30ke) THo72. —7, EHMRETOT
T F A2 FEE L 7250100 5 H261A k<, 3FIS IR BB Th - 72

iam - HREEAN OB LRI L PEFEDE 22 2\ &) AR
HETH D, FAMEIRIEE O PE BRI BT TR R4 U 5 0 H7%
Y, Tl & MEBIARICTEAE L 7B IR & IO B L Bbh, T
JRHIR AR T > 72 & DR R I ZE ST AR HEVEA b v F 2 VNI % > T
] EMEARIZ S N7z
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POEMSHEIRBEDFAIHERE DRAE | MRMAME L ETHIRE(C & 3 RE
THRSK Wb e

3 SRR E
O=dM o, =ERT, B % SR, LB, By,
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[H 9] POEMSIERERE X BEREYE = 2 — 0 /XF — 2 piEIR & L CERRIEREZ 1) &
HMRETH DY, =2 —0F—ORERT I T EAHO LS. SRR &
SERREORMAGDEIZLY, EHEH R HEENBLE DS OFFli %17V, POEMS
JEGERE O KA IR E ORI OV THRF &A%,
[#:] W4 IEPOEMSHEERE3M] (CPHE#S5S, B12661), 1EHHIE86H) (FH4EH5T
F, BYATH) L L7 3 v oy —HilEEEEERE S AT AT, IEREEF
EE OB AR A BEA L 2. RS MR T - A - S C R p R O BE BT
MR EHI L 72, POEMSHERREIFITIE, GHREOMBHAERE - BERREOTMH b 17
7.
[#55:] POEMSHEREREIS IE Ak & Mk LA %12, Threshold electrotonus (TE) #:To
funning-out, Recovery cycle (RC) TOTF/#H), Current-threshold relationship (IVp)
TOWMEHIEEFTOME T, Strength-duration time constantDI KOFF R % 8072, F
7o, BEWRECEEHIEML OV IIIBWTYH, IEFIE L i UBIERE O 4 5 2
RERDIz. IBHREOFHITIE, MREEEEOFBELUE RO L2600, Ll
ORC * TE - IVpD % /87 A =8 = DIEFAL K AN A E AL, L FE - [HBoER
MRS OB B LMD 2 Btz F7z, BT & R R OUEE ORI
ZRIEDOMM % B 72,
[#aw] LECHT L & ), POEMSHER:HE O AR MAEREE CI1x, Bl L 2 BREHOR I
A, FIEIC & B EERKERE T MDY, MR LILHLE CTh S WD S 5.
TR L WO WA 22 5 FEOUCEAHEN SN, (REHEYCEORE LM L2 &
o, FESEFEIICEESCE T 5 Z L bR SNz, BRI L B E iR oM
AEDbEIE, SHRMA D= 12— 08 F - OIFEMRISHTE 2 TRELRD 5.
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Higanglionic acetylcholine receptorii{A B IHEAAGDERFRII 1M IC DL T

RIS BB RE R, ZEEE IS S > & — - U B
¥ — BRRFJER, CEMIMER £ > 5 — - TUHBE L > & — AiEie
O, migkaT!, gk 2 MHEG, e fie 52
MRS, P!

[E#4] #iganglionic acetylcholine receptor (gAChR)HUAK; 1 Autoimmune autonomic ganglionopaty
(AAG)DERFRINFFBLE 52T 5.

[iE] S CRERL - gAChRIUEHHAACEEAA (B3, 1%, FH60.85) & 1 Rk
SR M BRIN SR 21T o 7

(] BEPRAER © 24 BIGEBIA, B GRIRIIIE % FAER & L, IREERIC D72 5 FHAEE R (R R B
EOHCERRRERE, TR L AR E L R LT, O2ERNL, BIEAYER M EGER
C), FEGEFD)SEIERTH Y, 2o BEMERE, SEERMERIERE T AT R
o
FE PR - AERASRAR I B LAEAT L A EIGERIA, C) &, TEAME R R % 1% L 2 EBIGE BIB, D) d -
ST HAR R OREOREE L RIS EOBINIERO R o7,

IR © TR A SIEFIGEBIA, B, C)THEAT L 72, Z8IED D IRHBIA £ COMM A6 7 A Th - 221616
BIB)E, IEHIAAEL L 720, BBASETH 2 2EREFA, ORI NILEORENZL
FIOBERGOEEMARE SNz, £ 2, RV PERILE TSRO bW, HHREEE iR
MRICZLC, RIEGREANO SUCTEAFRARAERI & ) 87 5 T ReEAvRIg S 1Lz,

Z DM BB E A 2EFIGERIA, B TR0 2%, Wi IMESPECT I CHTELE, #E¥EDm
MRTHRBH O REREICBT 2T £ F V3 VR 2 -0y o5 b iEbh.

[#76] gACRRIUARIEAAGORKEIE, OHMO ARMEREREL 225N QLML H
BRI 2 RSB E & R T 2RI E THBCTh o7, BHOBHEM ALY BIFR T
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Objective: Our institution offers medical service for patients with severe motor and intellectual disabilities.
Genetics clinic in the department of pediatrics was established in 1996, diagnosis, management, and genetic
counseling for children were provided since then. In 2012, neruogenetics clinic was started to provide genetic
counseling for the adult patients. Here we report 3-year's experience and impact of our neurogenetics clinic.
Methods: The underlying diseases, purpose of the visits and outcomes of genetic testings of the clients were
retrospectively reviewed, from February 2012 to November 2014.

Results: A total of 50 clients were referred and genetic counseling was provided for all clients. The underlying
diseases were neurodegenerative diseases (#7=18), chromosomal disorders (#=16), hereditary neuropathy (1=
6), multiple congenital malformation syndrome (#=5), muscular dystrophy (7=3) and unknown cause of
multiple congenital anomalies with intellectual disability (2=2). Spinocerebellar ataxia and Down syndrome
were most common diagnoses. Twenty-four clients consulted about the prognosis in adulthood, and 17 clients
came to seek a diagnosis. Genetic tests were performed in 14 clients, eight clients (57%) had final diagnoses
and ends "diagnostic odyssey'.

Discussion: In our experience, there were significant needs for genetic counseling about medical prognosis in
both neuromuscular disease and chromosomal disorders. Genetic counseling and medical follow-up by
geneticists in neurogenetics clinic are necessary for the setting for the institution for severely handicapped.
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The fibers to the levator pulpebrae superioris in the oculomotor fasciculus

'Department of Neurology, Tokyo Metropolitan Health and Medical Corporation
Toshima Hospital, “Department of Neurology, Tokyo Metropolitan Cancer and
Infectious diseases Center Komagome Hospltal

OHiromasa Tsuda 2 Kaori Maruyama Tomoko Fujital,

Masaki Ishihara', Kozue Tanaka®
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Arterial Spin-Labeling MR imaging in patients with an internal carotid occlusion

Department of Neurology, JCHO Osaka Hospital
OHirokazu Ueda, Isao Fukasaka, Tomomi Yamanaka,
Haruhiko Terakawa
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EMBOLIC STROKE OF UNDETERMINED SOURCE (ESUS): A CLINICAL
STUDY

Section of Adult Neurology, The Medical City
OVirulo P. Marianito, Artemio Jr. A. Roxas

Background: The diagnostic criteria of Embolic stroke of Undetermined Source (ESUS)
have been proposed by the Cryptogenic/ ESUS International Working Group to emphasize
the term embolism which is thought to be a therapeutically relevant entity.

Objective: To determine the prevalence and clinical profile of ESUS patients based on the
set criteria.

Methodology: A retrospective study of all ESUS patients admitted in a Philippine tertiary
hospital from April 2013- March 2014.

Results: Out of 402 ischemic strokes, 43 (13%) qualified using the criteria. An additional
7% (23/319) possibly had ESUS but did not have complete work-up. A majority (19/43,
61%) of ESUS patients presented with a combination of sensory and motor deficits with
NIHSS of 1-4 (mild stroke). Most were male (23/43,53%). The age range was 45-82 years old
(mean=62.6). Hypertension, Diabetes and Dyslipidemia were the most common risk factors.
Twenty-five patients (25/43; 59%) had cranial MRI with Angiography and without
significant stenosis. Carotid Doppler study was done in 24/43 (56%) of patients, and 3 of
them (12%) had more than 50% stenosis opposite to the side of stroke. Forty-two (42/43;
98%) underwent transthoracic echocardiography without findings of risk of cardioembolic
stroke. The management practices did not differ from atherothrombotic strokes. Aspirin
was given to the majority of patients in 28/43 (64%).

Conclusion: The prevalence of ESUS patients is at least 13% in this hospital. Most of them
were mild strokes. The management practices did not differ from atherothrombotic
strokes.
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Ischemic Evidence of Transient Global Amnesia

St. Luke's‘Medical Cepter, Quezpn_ City, Philippines
(OGeraldine L. Mariano, Kristine Joyce Linay - Porto,
Merceditas Dizon

Introduction. Transient global amnesia (TGA) syndrome was described a century ago by
Ribot and official recognition as a named syndrome by Fisher and Adams. The underlying
pathophysiology has remained elusive however the proposed mechanisms include focal
ischemic lesions, either related to arterial or venous dysfunction, paroxysmal neuronal
discharges or epileptic phenomena, or local non-ischemic energy failures of other causes.
Several case studies have been reported with contrasting results.

Purpose. To present neuroradiologic evidence that TGA has an ischemic pathology.
Case Presentation. We are presenting 5 cases of TGA with restricted diffusion imaging
using a 1.5 T MRI with 2-3mm cuts in areas of hippocampus and temporal lobes. Among
them, 3 showed lesions over right hippocampus, right medial temporal lobe and in the left
cerebellum. Their mean age is 54.6 years old, 3 males, 2 females. They have a common
presentation of anterograde amnesia and repetitive questioning with no change in
consciousness, behavior, motor or sensory deficits. All patients was triggered by a very
heightened emotional event (1- extreme fear, 2- anger and 2- emotional stress). All
symptoms disappear gradually within 36 hours. Repeat cranial MRI showed complete
resolution after 4-6 weeks.

Conclusion and Recommendation. Several case reports have emphasized the vascular
etiology of transient global amnesia; it is rather imperative to do special thin cuts (2-3mm)
on the hippocampus and medial temporal lobes rather than the standard MRI protocol.

Pe-001-5
Clinical Profile, Risk Factors, Etiology and Outcome of Stroke in Young Filipino

St. Luke’s Medical Center
OTy Alekzander F. Talamera, Ma. Cristina Z. San Jose,

Jennifer Ann P. Sanchez, Jose Leonard R. Pascual

Objective and Background: There is a rising incidence of stroke in young
Filipinos. Therapeutic and preventive strategies require in-depth understanding
of the unique features of this special population. This paper aims to study the
profile, risk factors, etiology and outcomes of stroke in young Filipinos.

Methods - Records of stroke patients from 2011 to 2013 admitted in a 689-bed
hospital in Quezon City Philippines were reviewed. Correlational statistics were
utilized to analyze data.

Results - Total of 146 patients were included. The youngest was 21 and the oldest
45 years old. Mean age is 37 years. There were more males (55.5%) than females
(445%). Hypertension was the most common risk factor (61.6%) followed by
smoking (432%), heavy alcohol intake (29%) and diabetes mellitus (21.2%).
Cerebral infarction (69%) was the most common type followed by intracerebral
(25.34%) and subarachnoid hemorrhage (18.9%). Small artery occlusion (33.94%)
was the most common etiology for ischemic stroke followed by large artery
atherosclerosis (29.36%) . Majority of patients (28.08%) were at MRS 0 on
discharge.

Conclusion - Stroke occurs at a younger age in Filipinos compared to other Asian
and European countries. The incidence of young stroke were similar to other
Asian populations. Hypertension is the most common risk factor but in Filipinos,
cultural vices such as smoking and alcoholism were the second and third leading
risk factors for stroke. This paper to the best of our knowledge is the most
extensive report on the unique profile of stroke in young Filipino patients.

Pe-002-1
Prediction of MCI to AD conversion via gray and white matter structural changes

! Human Brain Research Center, Kyoto University Graduate School of
Medicine, 2Department of Psychiatry, Kyoto University Graduate School of
Medicine

ONaoya Oishi', Chihiro Namiki?, Hidenao Fukuyama'

Purpose: Various types of changes were found even at an earlier stage of AD, including gray
matter (GM) atrophy and white matter (WM) microstructural changes. The purpose of the study
was to assess the effects of GM and WM structural changes by MRI on predicting the conversion
from MCI to AD.

Methods: Twenty-eight aged healthy subjects and 25 MCI patients, 11 of whom converted to AD
within three years, underwent T1-weighted and diffusion tensor images. Regional GM atrophy
and WM microstructural changes were evaluated by voxel-based morphometry and diffusion
tensor parameters such as a fractional anisotropy (FA) or a mean diffusivity (MD), respectively.
Support vector machine, which is one of the most powerful machine-learning techniques, was
used to evaluate the performance of the prediction via GM and WM structural changes in the
medial temporal region because of the well-known association with AD.

Results: The areas under the curve (AUCs) of the receiver operation characteristic curves for
the prediction were not significantly different between the GM atrophy and the MD (0.68 = 0.07
vs. 0.73=003; p=03). However, the AUC of the FA was significantly worse (050%0.07; p<109).
Furthermore, the AUC of the combination of GM atrophy and the MD revealed significantly
higher than those of the single structural changes (090 =002 p<109).

Conclusion: The combination of both GM and WM structural changes by MRI, especially in the
medical temporal region, can be effective biomarkers on the prediction of the AD conversion.
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Pe-002-2
Imaging brain amyloid in nondemented young adults with Down syndrome using
PIB

'Department of Neurology, Kyoto Prefectural University of Medicine, “Department
of Molecular Pathobiology of the Brain Diseases, Kyoto Prefectural University of
Medicine, *North Medical Center, Kyoto Prefectural University of Medicine
OTakashi Kasai', Takahiko Tokuda'?, Masaki Kondo',

Masanori Nakagawa”, Toshiki Mizuno

Background and Purposes: Adults with Down syndrome (DS) have a greatly increased risk
of developing a type of dementia that is accompined by a very similar pathology to
Alzheimer's disease. This is thought to be because of overproduction of Abeta protein due
to trisomy for APP gene on chromosome 21. The objective of this study is to assess the
pathophysiological process of fibrillar Abeta deposition of DS subjects of increasing age.
Method: Five with DS (aged 19-48 years) and 2 healthy controls without DS were enrolled.
Social Maturity Scale test and Dementia Screening Questionnaire for Individuals with
Intellectual Disabilities (DSQIID) were administrated to carers of participants with DS. PIB
PET scanning was performed and regional PIB retention measures were determined
(SUVR:cerebellum reference) for the ROIs of the frontal, the gyrus rectus, the temporal, the
precuneus, and the striatum.

Result: The scanning process was feasible and acceptable with no adverse events. The PIB
retention was increased age-dependently. Interestingly, the three subjects showed a
striatal-predominant pattern similar to that previously reported for PS-I mutation carriers.
Conclusion: PiIB PET can be used successfully to measure cerebral amyloid deposition in
DS. Age appear to be predictors of PIB binding. The striatal-predominant pattern might be
characterisic of the disease, but we cannot generalize the results due to the small number.

Pe-002-3
Impact of baseline amyloid status on clinical progression of Alzheimer’s Disease

YEli Lilly Japan KK., 2Lilly Research Laboratories, Eli Lilly and Company,
Indianapolis, IN, USA

OTomomi Nakamura', Robert A. Dean®, Karen L. Sundell?,

Scott W. Andersen®, Eric R. Siemers®

Objectives: To investigate concordance of florbetapir imaging (FBP) and CSF A
B 142 concentrations in patients with clinically-defined Alzheimer’s disease (AD)
from the solanezumab EXPEDITION1/EXPEDITIONZ trials (EXP1&2). We also
compared clinical progression in these amyloid positive and amyloid negative
patients. Methods: Patients in EXP1&2 (=55 years of age with mild-to-moderate
AD) with FBP and CSF A f 142 were included in the analysis of concordance.
Placebo(PLC)-treated mild AD patients were evaluated to assess cognitive and
functional outcomes. Baseline amyloid status was determined by FBP with a
cutpoint of =1.1 SUVR or by a proprietary Lilly A 142 assay with a cutpoint of =
1025 pg/mL. The impact of baseline amyloid status on clinical progression was
assessed for 80 weeks. Results: The concordance of FBP- and Lilly A f 142 assay-
based classification in mild and moderate AD patients was 93% and 100%,
respectively. Of the 193 PLC-treated mild AD patients, 19% lacked evidence of
amyloid pathology. Baseline absence of such evidence by either method predicted
lack of clinical decline on all measures in PLC-treated patients with mild AD.
Conclusions: Lack of evidence of amyloid pathology based on FBP or CSF A f 142
is associated with a lack of clinical decline in patients with mild dementia,
interpreted clinically as being due to mild AD and supportive of their exclusion
from EXPEDITIONS.
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Systematic Review on Transcranial Magnetic Stimulation in Alzheimers Disease

St. Luke’s Medical Center, Quezon City, Philippines
OJemellee Cano, Jacqueline C. Dominguez

PURPOSE Dementia is one of the most common cases encountered in clinics. The
most common type is Alzheimer's disease (AD). During the last few years,
alternative therapies such as transcranial magnetic stimulation have been utilized.
Repetitive TMS has been used for AD. The general objective of the systematic
review is to identify relevant use of rTMS for AD based on randomized controlled
trials.

METHODS The electronic database MEDLINE/PubMed was searched using the
MeSH terms repetitive transcranial magnetic stimulation AND Alzheimer’ s
disease. Two studies, fulfill the criteria and were included for critical appraisal.
RESULTS Ahmed et al compared low versus high frequency rTMS over placebo
which showed significant improvement in MMSE (184 + 2.7, 214 + 32, 21.3 + 2,
21.6 + 1.5, p-value of 0.0001 on one way ANOVA, p-value of 0.032 on paired t test
post vs at 3 months) from baseline then after the last session, 1 month and on 3
months follow-up, respectively. In the study of Rabey et al, the average ADAS-
Cog score in the treatment group changed from 24.09 at baseline to 20.33 at 6
weeks, and thus improved by 3.76 (£ 1.32SE) points compared to the placebo
group, which changed by only 047 (+ 1.18SE) points at 6 weeks. Similarly, at 4.5
months, the treatment group improved by 3.52 points compared to a worsening in
0.38 in the placebo group.

CONCLUSION Heterogeneity from the rTMS protocols, sites of stimulation,
duration and evaluaion for cognition makes generalization difficult. Overall, this
systematic review showed beneficial effects of rTMS as treatment for patients
with AD.

Pe-002-5
Toxic Abeta conformer in brains and CSF obtained from non-demented
individuals

Department of Neurology, University of Tsukuba Faculty of Medicine
OYasushi Tomidokoro, Kazuhiro Ishii, Akira Tamaoka

Objective

A B molecules harbor turn structure at Gly25-Ser26 or Glu22-Asp23. A f with turn structure at Glu22-
Asp23 is reported to be more toxic and specifically labeled with monoclonal 11A1 [Murakami et al,
2010]. Last year, we reported that toxic A f conformer is present in Alzheimer disease (AD) brains but
not in ALS-D brains where A § is not accumulated, and that toxic A f conformer is also found in
cerebrospinal fluid (CSF). Here we analyzed aged non-demented cases, and AD- and non AD-CSF with
various ages to find out the meaning of toxic A f conformer in the process of AD pathology.
Methods

Paraffin embedded sections obtained from autopsied AD (ages of 60s) and 5 non-demented control
cases (ages of 70s to 80s) were immunostained with 11A1. CSF obtained from 2 cases of AD and 6 cases
of non-AD control subjects (ages of 20s-60s) were analyzed by a combination of immunoprecipitation
and Western blot analyses. Monoclonal 4G8 was used as control.

Results

Large number of amyloid plaques was labeled with 11A1 in AD sections. Some 11A1 positive plaques
were found in aged control cases, where small numbers of 4G8-positive plaques were present, while
cases lacking amyloid plaques did not show any 11Al-positive plaques. Preliminary results revealed
toxic A/ conformer in all the CSF samples analyzed.

Conclusions

Toxic A f conformer is suggested to be present in amyloid plaques in aged non-demented individuals
as well as in CSF obtained from non-demented young individuals. It is necessary to increase the
number of CSF examined to clarify the differences between AD patients and normal controls.

Pe-002-6
INCREASED SECRETION OF ABETA-OLIGOMERS HARBORING MUTANTS
IN CELLS LINKED TO FAD

"Department of Pharmacology, Kyoto Prefectural University of Medicine, “Molecular
Pathobiology of Brain Diseases, ° Basic Geriatrics, * Neurology, ° Demetia and
Higher Brain Function Research, Tokyo Metropolitan Institute of Medical Science
OYoichi Ohshima®, Takahiko Tokuda® Katutoshi Taguchi®,

Tkuko Mizuta*, Masaki Tanaka®, Fuyuki Kametani®, Toshiki Mizuno®,
Chihiro Yabe-nishimura'

Objectives: Alzheimer's disease (AD) is the most common cause of dementia. Recently, many studies support
the oligomer hypothesis that soluble amyloid £ (A ff) oligomers are primarily neurotoxic and affect synaptic
plasticity. However, it is unclear whether production of A f# oligomers is actually increased in AD. To
determine the common biochemical abnormality in various FAD mutations, we examined the production of A
B protein species in cultured cells expressing mutants of an amyloid precursor protein (APP) linked to
Alzheimer’s disease. Methods: Flp-In 293 cells were transfected with wild-, Swedish-, Dutch- or London-type
mutant APP, and cultured for two days. We measured the levels of A f 140, A 142 and A f oligomer
species in culture media by Western blotting and ELISA. We compared the production of A f monomer and
oligomers among cultured cells harboring wild-type or mutated APP genes. Results: The levels of both A § 1-
42 and A ff 140 secreted from the cells harboring Swedish-type APP were about ten times higher than those
harboring wild-type APP. In London-type APP, the A f# 1-42/A § 1-40 ratio was increased. Western blotting of
culture media using 6E10 antibody showed an intense band of A f monomer in cells harboring wild-type or
mutant APP. Increased level of A f oligomers was demonstrated in all cultured media of cells harboring
three APP mutants, compared with that of cells harboring wild-type APP. Conclusion: We propose that
increased secretion of A ff oligomers is the common biochemical abnormality in various APP mutants related
to FAD.

Pe-003-1
Attempt of a new indicator for Multiple System Atrophy

"Department of Neurology, Hokkaido University Graduate School of Medicine, “Department of
Neurology, Obihiro Kosei Hospital

OMasaaki Matsushima®, Ichiro Yabe!, Ikuko Takahashi,

Fumihito Nakano', Kazunori Sato', Makoto Hirotani', Takahiro Kano',
Kazuhiro Horiuchi®, Hideki Houzen?, Hidenao Sasaki

Objective: To examine the validity and the reliability of Simple Multiple System Atrophy Scale
(SIMSAS).

Background: A very short and sensitive scale is needed for clinical trials on MSA. We compared
several symptom assessment scales for MSA, and composed a pilot scale named SIMSAS collected 8
items with large standardized response mean [handwriting, finger taps, transfers, standing with feet
together, turning trunk, turning 360 ° , gait, body sway]. The scores of these items changed rapidly in
the prior study.

Methods: 26 MSA patients (14 men / 14 women; 18 MSA cerebellar dysfunction subtype [MSA-C]
cases / 10 MSA parkinsonian subtype [MSA-P] cases) were registered. First, the rater 1 evaluated
patients on Unified MSA Rating Scale (UMSARS), Scales for Scale for Assessment and Rating of Ataxia
(SARA) and SIMSAS. Second, the rater 2 evaluated using SIMSAS. Finally, the rater 1 reevaluated
them by SIMSAS. Correlation between UMSARS, SARA and SIMSAS, intraclass correlation
coefficients (ICCs) and Cronbach’s alpha coefficients were calculated.

Result: Average scores were UMSARS part 1: 21.6/48, UMSARS part 2: 21.8/56, UMSARS part 4:
3.1/5, SARA: 199/40, SIMSAS: 21.7/36. The time required for assessment was UMSARS: 174, SARA:
39, SIMSAS: 4.9 minutes. SIMSAS significantly correlated with UMSARS part 1, part 2, part 4 and
SARA. Intra-rater and inter-rater ICCs and Cronbach’s alpha coefficients were approximately high.
Conclusion: Our study indicated that SIMSAS is brief, valid and reliable. It is expected to be helpful for
the assessment of early stage MSA patients.
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Pe-003-2
Saccade abnormalities in cerebellar ataxia: comparison between SCD and
MSA-C

'Department of Neurology, University of Tokyo, “Segawa Neurological Clinic for
Children, ° Department of Neurology, Kitasato University, * Department of
Neurology, Fukushima Medical University

OYasuo Terao', Hideki Fukuda® Shinnichi Tokushige',

Shunnichi Matsuda', Akihiro Yugetal, Ritsuko Hanajimas,

Masashi Hamada', Yoshikazu Ugawa®, Shoji Tsuji'
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Estimation of gait and balance in ataxic patients using a triaxial accelerometer

! Department of Neurology and Rheumatology, Shinshu University School of
Medicine, 2Department of Brain Disease Research, Shinshu University School of
Medicine, “Kissei Comtec Co., Ltd, *Division of Clinical and Molecular Genetics,
Shinshu University Hospital, 5 Intractable Disease Care Center, Shinshu
University Hospital

OAkira Matsushima', Kunihiro Yoshida?, Hirokazu Genno®,

Asuka Murata®, Katsuya Nakamura?, Akinori Nakamura®,

Shu-ichi Tkeda®

[Purpose]The purpose of this study is to see whether a triaxial accelerometer can evaluate standing
and gait function in ataxic patients quantitatively, and if so, to find new parameters for the assessment
of severity of ataxia. [Method]37 healthy controls and 37 ataxic patients were enrolled. All the patients
were ambulatory, but some needed a cane or walker on walking. A triaxial accelerometer was put on
the median of L3 of the subjects. In standing assessment, the subjects were indicated to keep standing
for 30 seconds in the stance with eyes opened or closed and feet apart or together. The degree of the
body sway (BS) was measured. In gait assessment, the subjects repeated a 10-meter walk 12 times. Gait
parameters including the velocity, cadence, step regularity (SR), step fatigability (SF), and BS were
measured. SR, SF, and BS were defined based on previous reports. SARA score was recorded on the
same day of the measurement. [Result|In standing assessment, BS was significantly larger in the
patients than in the controls in all stances. In gait assessment, all the parameters measured were also
significantly different between two groups. In the patients, not only SARA score but also SR and BS
showed a fairly good correlation with the duration of disease. [Conclusion] We think a triaxial
accelerometer is a useful tool to assess the severity of ataxia in ambulatory patients with ataxia. In
addition, SR and BS obtained by a triaxial accelerometer can be new parameters for the assessment
and rating of ataxia.

Pe-003-4
Quantitative evaluation of cerebellar ataxia by accelerometers

'Department of Neurology, Kushiro Rosai Hospital, ?Department of Neurology,
Hokkaido University Graduate School of Medicine

OShinichi Shirai'?, Ichiro Yabe?, Masaaki Matsushima®

Kazufumi Tsuzaka!, Hidenao Sasaki

Purpose: We analyzed gait disturbance in cerebellar ataxia and conducted a
quantitative analysis to determine whether the data can be used as a biomarker.
Materials and methods: Acceleration signals during 6-min walking and 1-min standing
were measured by two sets of triaxial accelerometers which were secured to the
middle of the subject’s lower and upper back. The acceleration signals [medial/lateral
(ML), vertical (VT), and anterior/posterior (AP)] were integrated twice to generate the
relative locomotion trajectory. We calculated the mean and coefficient of variation
(CV) of the trajectory amplitude of each of the following; standing, straight-line gait and
turning, and compared the parameters of 25 pure cerebellar type spinocerebellar
degeneration (SCD) patients with 25 healthy controls and 25 Parkinson disease (PD)
patients. SCD patients were analyzed for a possible correlation toclinical scales such as
the scale for the assessment and rating of ataxia (SARA), the Berg Balance Scale (BBS),
and gait distance.

Results: Mean amplitude of ML and CV of VT in straight gait showed a high positive
correlation to BBS and SARA in SCD patients when compared with PD patients, mean
amplitude and CV of ML, CV of AP in straight-line gait in the upper back, and CV of
ML in straight-line gait in the lower back showed higher values. This shows that the
mean amplitude of ML of straight-line gait in the upper back will be the most suitable
physiological biomarker for cerebellar ataxia.

Conclusion: Gait analysis will be an effective biomarker for cerebellar ataxia.

Pe-004-1
Genetic study for autosomal dominant hereditary spastic paraplegia in
Taiwanese

ICenter for Parkinson’s Disease, Kaohsiung Chang Gung Memorial Hospital, “Department
of Neurology, Kaohsiung Chang Gung Memorial Hospital, “Neuroscience Research Center,
Chang Gung Memorial Hospital Linkou Medical Center, *Department of Neurology,
Chang Gung Memorial Hospital Linkou Medical Center, °Department of Rehabilitation,
Kaohsiung Chang Gung Memorial Hospital, ®Department of Pediatrics, Kaohsiung Chang
Gung Memorial Hospital

OMin-yu Lan*?, Yung-yee Chang'?, Tu-hseuh Yeh®* Szu-chia Lai®*,
Chia-wei Liou?, Hung-chou Kuo?, Yih-ru Wu?, Rong-kuo Lyu®*,
Jen-wen Hung®, Ying-chao Chang®, Chin-song Lu®*

Purpose: To investigate mutations in SPG4, SPG3A and SPG31 genes and the associated clinical characteristics in a
cohort of Taiwanese families with autosomal dominant hereditary spastic paraplegia (AD-HSP). Methods: A total of
24 unrelated AD-HSP families were recruited for clinical and genetic assessment. Detection of mutations in SPG4,
SPG3A and SPG31 genes was conducted according to a standard protocol. Genotype-phenotype correlations and
determinants for disease severity and progression were analyzed. Results: A total of 15 different mutations in the
SPG4 gene (SPAST) were detected in 21 (88%) of the AD-HSP families. Mutations in SPG4, SPG3A and SPG31 genes
were not detected in the remaining two families. Mutations causing complete loss of the spastin AAA cassette were
associated with earlier onset of disease (20 = 17 years) compared with those with preservation of partial or total
AAA cassette (31 £ 19 years, p = 0048). For those with SPG4 mutations, disease severity was related to the patients
current age, and the progression rate of disease was positively correlated with age at onset. Conclusions: SPG4
accounts for most of the AD-HSP cases in Taiwanese, with a frequency significantly higher than in other populations.
The predominance of SPG4 in Taiwanese could not be due to specific founder mutations. SPAST mutations which
predict complete loss of the spastin AAA cassette were assoclated with an earlier onset of disease.

Pe-004-2
Novel mutation of PRKCG in a family with dominant ataxia and mental
impairment

Division of Neurology, Department of Internal Medicine, Jichi Medical University
(OHaruo Shimazaki, Junko Honda, Tameto Naoi, Michito Namekawa

Backgrounds: Autosomal dominant cerebellar ataxias (ADCA) comprise clinically and
genetically heterogeneous neurodegenerative disorders characterized by progressive
ataxia with other neurological system disturbances.
MJD/SCA3SCA6,SCA31,DRPLASCAZ2 and SCA1L are frequent ADCAs, but other
types are rare in Japan. We encountered a family with two patients of ADCA with
mental impairment. We attempt to identify the causative gene mutation of this family.
Methods: We investigated the proband with neurological examination, brain MRI,
SPECT and gene analyses. Results: The neurological examination revealed cerebellar
ataxia and cognitive impairment, but tremor or myoclonus were not observed. Brain
MRI demonstrated cerebellar atrophy. Brain SPECT showed cerebellar
hypoperfusion. We could not detect CAG repeat expansions of SCA1,2,3,6,7,8,12,17,
DRPLA genes, Whole-exome sequencing (WES) could identify the novel heterozygous
nonsense mutation in the PRKCG gene, which is the causative one for SCA14. This
mutation was confirmed by Sanger sequencing, found in another patient, and not found
in controls. Conclusion: We could identify PRKCG mutation in this ADCA family.
SCA14 wusually showed cerebellar ataxia with tremor or myoclonus. Mental
impairment is rare in SCA14. As far as we know,PRKCG gene mutations were only
missense mutations in the previous literatures. This family has atypical clinical
features with a novel nonsense mutation in the PRKCG gene. We could consider this
nonsense mutation of PRKCG gene is associated with atypical clinical symptoms
compared with typical ones of SCA14.

Pe-004-3
Autosomal recessive cerebellar ataxia: clinicopathologic features of 4 patients

"Department of Pathology, Brain Research Institute, Niigata University, “Department of Neurology, Brain Research Institute,
Niigata University, *Department of Molecular Neuroscience, Brain Research Institute, Niigata University, *Department of
Neurology, Nishi-Niigata Chuo National Hospital, *Department of Neurology, Niigata City General Hospital, “Department of
Neurology, Nigata Tokamachi Hospital, "Department of Neurology, Sado General Hospital, Horikawa Clinic of Medicine
and Neurology, “Department of Clinical Research, National Hospital Organization, Seigata National Hospital

ORie Saito?, Mari Tada', Takashi Tani', Ryoko Koike’, Shuichi Igarashi®, Motoyoshi Yamazaki,
Yoshiaki Honma', Yoh Horikawa®, Mitsunori Yamada’, Yasuko Toyoshima', Osamu Onodera’,
Masatoyo Nishizawa’, Hitoshi Takahashi', Akiyoshi Kakita'

Object: Autosomal recessive cerebellar ataxia (ARCA) is a heterogenous neurodegenerative disorder often accompanying
extracerebellar symptoms. The genetic background and neuropathologic characteristics still remain unclear in a large
proportion of the affected patients. We described clinicopathologic features of 4 autopsied patients with ARCA, who
manifested neuropathy and posterior funiculus degeneration.

Patients: All patients had the family histories suggestive of AR disorders. Two patients were siblings. Of all patients, the age at
onset was 3006 vears old, and the disease duration was 20-36 years. They developed progressive dysarthria, gait ataxia, and
lower-limb arefrexia. The siblings developed dementia, and one of them also showed hearing loss. A patient of other family
showed myoclonus. At autopsy, severe cerebello-olivary degeneration was seen, and neuronal loss in the pontine nucleus,
lower motor nuclei, and Clark's column was a feature, Degeneration of spinocerebellar tract, posterior funiculus, and anterior
and posterior spinal nerve roots was also evident. Degeneration of the subthalamic nucleus and that of motor cortex was noted
in one patient and another, respectively. No responsible genes have been available.

Discussion: The age at onset appears higher for ARCA. Degeneration involves multiple systems. Thus, the clinicopathologic
features of the patients are apparently inconsistent with those of other patients with genetically defined ARCA. Further
genetic analyses are needed for better understanding the pathomechanisms underlying the patients reported here.
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Adult-onset cerebello-brainstem dominant form of ALD; a case report and review

"Department of Neuroscience, Mayo Clinic, Jacksonville, Florida, USA, “Department
of Neurology, Juntendo University School of Medicine, ® Department of
Neuropathology, Tokyo Metropolitan Geriatric Hospital and Institute of
Gerontology, *Department of Pathology and Laboratory Medicine, University of
North Carolina at Chapel Hill, NC USA
OKotaro Ogaki!, Naoya Aoki',

Wen-lang Lin?,
Kinuko Suzuki**, Owen Ross',

Dennis Dickson

Shunsuke Koga',
Nobutaka Hattori?,

Background: Adrenoleukodystrophy (ALD) is the most common peroxisomal disorder and is caused
by ABCDI mutations. Pathological reports of a rare phenotype of ALD, the "cerebello-brainstem
dominant form" in which the cerebellum and brainstem are mainly involved, are exceedingly rare.
Method: We performed pathologic and genetic analyses on the brain of a patient sent to our brain bank.
Result: We report a 69-year-old white man who was diagnosed with this rare phenotype. He did not
have adrenal insufficiency or a family history of ALD or Addison's disease. He had temporary loss of
eyesight at age 34 years. His major symptoms were chronic and progressive gait disorder, weakness in
his lower extremities, spasticity, cerebellar ataxia and autonomic failure. He also had seizures, hearing
loss and sensory disturbances. He died at age 69 years with a diagnosis of multiple system atrophy
(MSA). Microscopic analysis showed mild, patchy myelin rarefaction with perivascular clusters of
macrophages in the white matter most prominent in the cerebellum. Electron microscopy of cerebellar
white matter showed trilamellar cytoplasmic inclusions in macrophages typical of ALD, which
prompted genetic analysis that revealed a novel ABCDI mutation, R163G. Conclusion: Given the mild
pathological findings and long duration, it is likely the observed pathology was result of a slow and
indolent disease process. Although rare, ALD should be considered in the differential diagnosis of
MSA. We review the literature of this rare phenotype and suggest this disorder be named ALD-C
(cerebellar variant of ALD).
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Multiple Sclerosis Susceptibility and Disease Outcome according to the
Latitude
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University, ‘Department of Neurology, Hokkaido Medical Center, °The Japan Multiple Sclerosis
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Noriko Isobe’, Sel]l Kikuchi*, Jun-ichi Kira', Japan Multiple Sclerosis Genetic Consortium®

Objective: Susceptibility and clinical features of multiple sclerosis (MS) are influenced by genes such as human
leukocyte antigen (HLA) genes, We previously reported that MS patients with HLA-DRBI 04:05 showed a milder
clinical course than those without it. The fourth nationwide survey of MS in Japan also revealed differences in clinical
and magnetic resonance imaging (MRI) features according to the latitude of Japan. We aimed to clarify the differences
in disease susceptibility and clinical manifestations according to HLA genes and latitude in Japanese MS patients.
Methods: We divided Japan into northern and southern areas at the latitude of 37 degrees north. We compared
phenotypic frequencies of HLA-DPBI and -DRBI alleles and clinical features between MS patients from southern
and northern Japan. The study enrolled 256 MS patients and 235 healthy controls (HCs) from southern Japan and 250
MS patients and 159 HCs from northern Japan.

Results: DRBI 04:05 allele was a susceptibility allele in both regions. DPBI 03:01 was a susceptibility allele and
DRBI09:01 was a protective allele only for southern Japanese, DRBI 01:01 and DRBI 13:02 were protective
alleles only for northern Japanese. Southern MS patients advanced in severity earlier than northern patients, while
northern MS patients had more MRI lesions and higher frequencies of cerebrospinal fluid abnormalities than
southern patients.

Conclusions: MS susceptibility/resistance alleles are different between southern and northern Japanese. Clinical
manifestations are in part determined by latitude in Japanese MS patients.

Pe-005-2
IgG index in multiple sclerosis

'Department of Neurology, The University of Tokyo Hospital, “Department of
Neurology, Graduate School of Medlcme The University of Tokyo
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[Objective] IgG index is one of the diagnostic markers of multiple sclerosis (MS). We aimed
to investigate the clinical features of MS patients with highly-elevated IgG index.
[Methods] We retrospectively investigated 126 MS-suspected cases admitted to our
department from January, 2000 to October, 2014. One hundred and twenty patients
underwent at least one spinal tap test, for which IgG index was calculated. Medical records
were reviewed based on the 2010 McDonald criteria. Twenty-seven patients who were
diagnosed with neuromyelitis optica (n=20) or non-MS (n=7) were excluded.

[Results] Ninety-three patients comprised 62 female and 31 male (median disease duration 3
years). IgG index ranged from 051 to 529 (median 0.81). Sixty-six patients (34 relapse-
remitting MS (RRMS), 8 primary-progressive MS (PPMS), 7 secondary-progressive MS
(SPMS), 3 tumefactive MS and 14 clinically isolated symptom (CIS); median disease duration
3 years) had IgG index below 1.0. Twenty-seven patients (20 RRMS, 3 PPMS, 2 SPMS, one
tumefactive MS and one CIS; median disease duration 4 years) had IgG index above 1.0.
[Conclusion] Conventionally employed cutoff value of IgG index for MS diagnosis is around
0.7. In our study, 33% of MS patients and 6.6% of CIS patients had IgG index above 10.
There seems to be no obvious correlation between MS diagnostic classification and the
degree of 1gG elevation. Further information including disease severity and progression
profile will be necessary to elucidate pathophysiologic relevance of elevated IgG index in
MS.
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Galectin 3 is a possible target molecule in patients with SPMS

Department of Neurology and Clinical Neuroscience, Yamaguchi University
Graduate School of Medicine

OHideaki Nishihara, Fumitaka Shimizu, Yasuteru Sano, Masaaki Abe,
Toshihiko Maeda, Takashi Kanda

Background and Objective: Dysfunction of the blood-brain barrier (BBB) has been
thought to be a major hallmark and key event in disease progression of MS. We
previously reported that autoantibodies against human brain microvascular
endothelial cells (h(BMECs) from secondary progressive multiple sclerosis (SPMS)
patients could compromise the BBB. To investigate a target for anti-brain
microvascular endothelial cell antibodies in patients with SPMS.

Methods: Proteins from hBMECs were separated by 2-D electrophoresis. 2-D
immunoblots were used to compare serum reactivities from pool sera of 7 SPMS
patients and those of controls (9 relapse-remitting MS patients, 14 neuromyelitis optica
patients, 9 amyotrophic lateral sclerosis patients, 10 myositis patients, and 20 healthy
controls). Proteins identified as target antigens by liquid chromatography-tandem
mass spectrometry (LC-MS/MS).

Result: We identified 7 proteins (retinal dehydrogenase 1, cytosol aminopeptidase, ran
specific GTPase activating protein, galectin 3, glyceraldehydrogenase, triosephosphate
isomerase, D-3-phosphoglycerate dehydrogenase) in patients with SPMS as target
antigens. The anti-galectin 3 antibodies were found only in SPMS patients group.
Immunocytochemistry showed that galectin 3 is mainly exists in nucleus but partly
expressed in cell surface of hBMECs. ICAM-1 protein levels were elevated after the
downregulation of galectin 3 in endothelial cells using siRNA.

Conclusion: Galectin 3 is a possible target antigen of pathogenic anti-brain
microvascular endothelial cell antibodies in patients with SPMS.
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Outcomes of pregnancy during IFN beta-1a in patients with multiple sclerosis

! Department of Neurology, Tokyo Women's Medical University School of
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Microglial activation in multiple sclerosis
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An uncommon presentation of fulminant demyelinating disease

Wan Fang Hospital, Taipei Medical University, Taiwan
OHung-ju Chen, Chih-shan Huang

Background

Fulminant demyelinating diseases include acute disseminated encephalomyelitis
(ADEM), severe relapses of multiple sclerosis (MS), and their variants.Some patients
with demyelinating diseases were reported to develop acute psychosis and akinetic
mutism, but such a presentation might be overlooked in those with past psychiatric
disorders as in the case we reported.

Case Report

A 2l-year-old schizophrenic woman presented with apathy and catatonic-like features
for two weeks. She had fever with leukocytosis after admission, and became totally
unresponsive with decorticate posture and anisocoric pupils. The brain MRI showed
multiple T2 hyperintense and enhanced lesions at bilateral cerebral hemispheres, pons
and cerebellum. CSF study showed pleocytosis (WBC count 38, PMN: 1%) with normal
glucose and protein level, increased IgG index (0.79), and presence of oligoclonal band.
ADEM was impressed initially; thus, pulse steroid therapy was given. Dysautonomia
was diagnosed based on intermittent shouting, tachycardia, sweating and constipation.
Decreased response was noted during the tapering of steroid. Brain MRI on the 45™
day showed new demyelinated lesions. Brain biopsy revealed demyelinating change
without malignancy. Fulminant MS with secondary progressive course became the
more likely diagnosis rather than ADEM.

Conclusion

Fulminant demyelinating diseases may present with psychosis and
dysautonomia. There may be a time lag between clinical and radiological findings.
Close clinical and radiographic follow-up is required.
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Efficacy of steroid pulse therapy in multiple sclerosis and neuromyelitis optica
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Japan Ms / Nmo Pulse Therapy Study Group

Objective: To clarify differences in treatment responses of MS and neuromyelitis optica (NMO) patients to methylprednisolone pulse therapy.
Methods: Changes in neurological symptoms/signs and Expanded Disability Status Scale (EDSS) scores before and within one week of completion of
methylprednisolone pulse therapy performed in 2010 at 28 institutions were retrospectively collated from 271 MS (478 courses) and 73 NMO (118
COUSES) Cases.

Results: Target neurological symptoms/signs were improved in both MS (802%) and NMO (76:5%) cases by  series of pulse therapy while motor
weakness recovered more frequently in MS (877%) than in NMO (727%) (5=0018). Decreased EDSS scores were significant after the first (08:+09),
second (07%09), and third (07 % 08) courses (all p<0001) but not adter the fourth (03=07) and fifth (05 056) courses in MS whereas it was
significant only after the second course (7% 10, p=0.016) but not after the first (05% 15) and third (04 £0.7) courses in NMO. EDSS score decreases
were significantly greater in MS than in NMO at the first course (3=0031) but not thereafter.

Conclusions: Methylprednisolone pulse therapy is effective in MS through the first and third courses while NMO requires a second course to achieve
benefits, after which it is not effective

Pe-006-3
Relapse Characteristics Of 39 Patients With RRMS

! Jiangxi Provincial People’s Hospital, ?The Neurological Institute of Jiangxi
Province
OYinggiong Xiong'?, Xiaomu Wu'?

Purpose: The purpose of this study was to analyze clinical relapse characteristics
of patients with RRMS, discuss the precipitating factor. Method: 39 cases
confirmed RRMS in hospital were retrospectively clinical observation, who
returned visit because of relapse, including readmission and outpatient from
January 2011 to December 2013. Observation indexes were the relapse frequency,
the course of the disease, the precipitating factors. Result: 39 patients include 12
male and 27 female, average age (45.23 £ 12.03). There were 24 relapse cases,
61.5% of total. Precipitating factors of relapse are cold(25%), infection(8%), tired
(8%), unknown (59%). There were 15 pserdoattacks cases, 385% of total.
Precipitating factors of pserdoattacks are anxiety(60%), fever(13%), cerebral
ischemia (13%) , strain of lumbar muscles (7%), fundus hemorrhage (7%) .
Conclusion: Clinical characteristics of RRMS is symptoms relapse many times, and
easy to onset within 2 years after first visit. Disease modifying therapy (DMT)
should be recommended for patients. The main precipitating factor of relapse is a
cold and infection. Pserdoattacks should be identified from relapse when
symptoms aggravated. The main precipitating factor of pserdoattacks is anxiety,
which is associated with lower quality of life attribute to the disease. The
ssessment and intervention of emotional psychological status of patients after
illness can prevent pserdoattacks.

Pe-006-4
Clinical course of optic neuritis in neuromyelitis optica and multiple sclerosis

Department of Neurology, Graduate School of Medicine, Chiba University
OHiroki Masuda, Masahiro Mori, Akiyuki Uzawa, Mayumi Muto,
Tomohiko Uchida, Satoshi Kuwabara

Objective: To investigate the clinical course and outcome of optic neuritis in
patients with neuromyelitis optica (NMO) and multiple sclerosis (MS).

Methods: A neuro-ophthalmic evaluation was performed for 44 eyes of 17 patients
with MS and 52 eyes of 21 patients with NMO at relapse. Six patients with MS and
ten patients with NMO relapsed more than twice. We evaluated visual acuity (VA)
immediately before relapse, at nadir during relapse, and 1 and 3 months after
relapse. The times from relapse to nadir and full recovery and the rate of full
recovery were compared between the two groups. The effect of add-on
plasmapheresis (PP) on VA was also considered in the NMO group.

Results: VA was better at all points in the MS group than that in the NMO group.
The improvement of VA at 3 months was not different between the groups. The
frequency for which the eyes regained the baseline VA was greater in the MS
group than that in the NMO group (71% versus 38%, P = 0.004). Kaplan-Meier
analysis revealed that the percentage of patients who did not achieve the baseline
VA immediately before relapse was higher in the MS group than that in the NMO
group (P < 0.001). The time from relapse to the initiation of PP was negatively
correlated with improvement in VA between 1 and 3 months after relapse in
patients with NMO who were treated with PP together with intravenous
methylprednisolone (P = 0.039).

Conclusion: VA loss was more severe in the NMO group than that in the MS
group, but its improvement was not significantly different between the groups.
Earlier PP may lead to better improvement.

Pe-006-5
Progressive multiple sclerosis and fingolimod therapy in Japan

Department of Neurology Juntendo School of Medicine )
(OKazumasa Yokoyama, Yuji Tomizawa, Nobutaka Hattori

Background) Progressive type of MS are infrequent in Japan. The Phase III INFORMS study in
primary progressive multiple sclerosis (PPMS) in Caucasian population did not show a significant
difference between fingolimod and placebo on a combination of disability measures.

Objectives)

We introduced fingolimod treatment on Japanese progressive MS (PPMS and secondary progressive
MS: SPMS) and study characteristics over 2 year observation.

Methods)

All the patients were negative for anti-AQP4 antibody. We have introduced four PPMS and eight
SPMS patients in this study.

Results)

There is no severe adverse effect and mild liver dysfunction was observed in 3 PPMS patients and 3
SPMS patient. Mean age of PPMS and SPMS was 408+ 86 vs 454+ 6.3, mean onset was 34576 vs
296+82, mean duration was 6.3+ 1.7 and 15.8+6.5(statistical significance), respectively. There were
no relapse in PPMS and two out of 8 SPMS patients showed relapse prior to treatment of fingolimod
and one year after treatment. EDSS scores before treatment were in PPMS 4529, in SPMS 46+ 19,
and two year later 4.6 £2.8 and 4.7+ 2, respectively. Cortical lesions were observed all of progressive
type of MS. Spinal cord atrophy were observed in one out of 4 PPMS patient and 6 out of 8 SPMS
patients. Brain lesions were same. OCT change is not statistical significant in between progressive
type.

Conclusions)

In progressive type of MS, safety profile was similar with two year phase 2 observational extension
study on RRMS patients in Japan. So far there is also no clear evidence for efficacy in Japanese
progressive MS.

Pe-007-1
Better treatment of myasthenia gravis with intravenous immunoglobulin

! Department of Neurology, National Hospital Organization Sendai Medical
Center, 2Department of Neurology, Tohoku University Graduate School of
Medicine
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Pe-007-2
Higher risk of myasthenic patients with thyroid and allergic diseases

"Department of Neurology, Shin Kong Wu Ho-Su Memorial Hospital, “Department of
Nuclear Medicine and PET Center, China Medical University Hospital
OJiann-horng Yeh!, Hou-chang Chiu', Chia-hung Kao®

Purpose: To determine the risk of myasthenia gravis (MG) in the patients with
thyroid or allergic diseases in a large cohort representing 99% of the Taiwan
population. Methods: Data from the Taiwan National Health Insurance Database
were used to conduct retrospective analyses. The study comprised 1689 adult MG
patients who were 4-fold frequency matched to those without MG by age and sex,
and assigned the same index year. Multivariate logistic regression models to
calculate the odds ratios (ORs) and 95% confidence intervals for the association
between thyroid or allergic diseases and MG. Results: An increased subsequent
risk of MG was observed in the patients with thyroid disease, allergic
conjunctivitis (AC) and allergic rhinitis. The adjusted ORs (aORs) were 2.66 (2.25-
3.16), 1.96 (1.74-2.21), and 1.18 (1.03-1.36), respectively. The aORs increased from
1.73 (1.52-1.97) in the patient with only one thyroid or allergic disease to 2.43 (2.10-
280) in the patient with two or more thyroid or allergic diseases. MG was
associated with the cumulative effect of the concurrent thyroid and allergic
diseases with a highest risk of combined thyroid disease and AC (aOR = 6.42 (4.56-
9.05)). Conclusions: This population-based retrospective study demonstrates the
association between thyroid or allergic diseases and the risk of MG. A highest risk
of subsequent MG was associated with combined thyroid disease and AC.
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B cell analysis in human thymus
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Therapeutic effect of rapamycin in experimental model of MuSK-MG

Tokyo Metropolitan Institute of Gerontology, Department of Geriatric Medicine
OShuuichi Mori, Norio Motohashi, Rumi Takashima,
Kazuhiro Shigemoto

[Objective]

Some patients with myasthenia gravis (MG) caused by antibodies against muscle-specific kinase (MuSK;
MuSK-MG) apparently do not respond to immunosuppressive therapy and rapidly progress to life-
threatening muscle atrophy. In addition, long-term administration of corticosteroids, which are first-line
treatment of MG, is frequently responsible for severe adverse effect. Therefore, new effective and safe
Immunosuppressive drugs are urgently required. Here, we tested therapeutic effect of rapamycin, which
used to prevent rejection in organ transplantation, using experimental model of MuSK-MG.

[Methods]

Female A/] mice (n=15) were immunized twice with recombinant MuSK protein to cause MuSK-MG. Mice (n
=8) were received with rapamycin (5 mg/kg, 5 times/week) from the day of second immunization. Equal
volumes of vehicle were administered as control (n=7) in the same manner and on the same schedule.
[Results]

Rapamycin treatment suppressed occurrence of MG-like phenotypes, including weight loss and significant
decrement of compound muscle action potentials. In addition, while NM]s of vehicle-treated mice exhibited
morphological defects such as decrease in AChR-clustering area and appearance of axon sprouting,
rapamycin-treated mice did not exhibit pronounced abnormalities of NMJ structure. In rapamycin-treated
mice, significant inhibition of increase in anti-MuSK titer was observed in the four days after administration.
[Conclusion]

Rapamycin may be useful as an immunosuppressive drug of MuSK-MG, whose efficacy is probably due to
suppressed production of anti-MuSK antibodies.
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Analysis of anti-NT5C1A antibody-positive sporadic inclusion body myositis

Department of Neurology, Graduate School of Medical Sciences, Kumamoto
University
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Reconsideration of sporadic and familial hypokalemic periodic paralysis

Kagoshima University
OJun-hui Yuan, Shunichi Sakoda, Akiko Yoshimura, Yujiro Higuchi,
Yumiko Arimura, Hiroshi Takashima

Objective To demonstrate the clinical and genetic feature of Japanese patients
with hypokalemic periodic paralysis (HOKPP) . Methods We collected a
nationwide cohort of Japanese patients (serum potassium < 35mEq/L during
attacks of muscle weakness), which consisted of 28 sporadic HOKPP (SHOKPP)
cases and 8 familial HOKPP (FHOKPP) cases. Using a targeted sequencing
system, we screened CACNA IS, SCN4A, KCNJ2, and KCNJ18 genes. Results We
identified mutations in 3/28 cases with SHOKPP, and 6/8 cases with FHOKPP.
These mutations distributed in CACNAIS (6 cases), SCN4A (2 cases), and KCNJ2
(1 case) . Statistical analysis revealed distinctive clinical features between
mutation-positive FHOKPP and mutation-negative SHOKPP, concerning to age at
onset/diagnosis, serum potassium level and precipitating factors. The clinical
phenotype of mutation-positive SHOKPP patients resembled mutation-positive
familial cases, while a comparable phenotype was observed within mutation-
negative HOKPP patients as well, regardless with or without a family history.
Conclusion Among 36 Japanese patients with HOKPP, no mutation was identified
in 89.3% of the predominant SHOKPP patients, suggesting a further genetic
heterogeneity or potential acquired factor. The KCNJ2 mutation identified in one
SHOKPP patient implied that KCNJ/2 should be screened in HOKPP patients
though without extramuscular abnormalities. On the basis of our statistical
analysis and literature review, we propose that the sporadic and familial HOKPP
are distinct clinical entities, and result from different genetic background,
respectively.

Pe-008-3
Long term follow up of a case of glycogen storage disease type Il

! Yokohama City University Department of Medisine, 2 Jichi Children's Medical
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Naomichi Matsumoto?, Yoshiyuki Kuroiwa®,

[Purpose] We report a long term follow up of Glycogen storage disease type III(GSD III).
[Patient] The patient is 47 year-old female diagnosed as having GSD III 47 years ago, when
she was 8 month by liver biopsy and enzyme evaluation. The patient was referred to our
hospital when she was 28 years old with very mild proximal muscle weakness, walking
without any help. Hypoglycemia, hypokalemia, hyperuricemia, and hepatic dysfunction
were found by blood test. We performed genetic and enzymatic analysis and, we searched
biopsy specimen to confirm it pathologically.

[Results] AGL gene (NM_000646) abnormalities, ¢.702_705del: [p.Asp235Glufs‘23]
(maternal) and c¢.1624dup[p.Thr542Asnfs*4](paternal) were found. Decrease of the glycogen
debranching enzyme down to one tenth of normal controls was confirmed. Pathologically,
vacuolated abnormality was seen in the liver cell and muscle tissue, stained from biopsied
blocks of 47 years ago. Clinically, proximal muscle weakness has aggravated to use a cane
when she walks, but with no hypoglycemia, hypokalemia, nor respiratory, cardiac failure.
[Conclusion] We have followed a GSD III patient clinically for about 50 years and confirmed
the diagnosis by genetic, enzymatic findings, and pathologically, we reconfirmed it by the
biopsy specimen of 47 years ago.
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Plasma IP-10 level distinguishes inflammatory myopathy

!Department of Clinical Development, Translational Medical Center, National
Center of Neurology and Psychiatry (NCNP), 2Department of Neuromuscular
Research, National Institute of Neuroscience, NCNP, ° Department of
Immunology, National Institute of Neuroscience, NCNP
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Ichizo Nishino™

[Objective] To identify a biomarker to distinguish idiopathic inflammatory myopathies (IIM)
from other muscle diseases. [Methods] One hundred IIM patients were studied, including
polymyositis (n1=19), dermatomyositis (1=19), anti-synthetase syndrome (n=8), immune-mediated
necrotizing myopathy (n=17), and inclusion body myositis (n=37). As non-IIM controls, 50
patients with hereditary muscle diseases (WMD) were enrolled. By using a Bio-Plex technology,
27 cytokines in plasma of the patients were measured. [Results] Plasma levels of IP-10 and
eotaxin were significantly higher in every IIM than hMD (p<0.01). No significant differences
were seen among subtypes of IIM. Receiver operating characteristic analysis revealed that IP-
10 had a larger area under the curve on IIM than eotaxin: 0.96 (95% confidence interval [CI]:
0.92:0.99, p<0.0001) versus 0.88 (95% CI: 0.81-0.94, p<0.0001). When the cut off level of IP-10 was
set at 650 pg/ml, showing the best accuracy, the sensitivity and specificity were 91% and 90%,
respectively. [Conclusion] Plasma IP-10 level can distinguish IIM from hMD with high sensitivity
and specificity. The strength of this study is that it suggests that a simple blood test can predict
association of a primary inflammatory etiology with the muscle disease. The major limitation is
lack of data about non-inflammatory acquired muscle diseases such as toxic myopathy and
endocrine myopathy. Future prospective study is necessary to confirm the definite utility of
plasma IP-10 measurement to differentiate IIM from non-IIM.

Pe-008-5
Ser403-phosphorylated p62/SQSTM1 in sporadic inclusion body myositis

! Department of Neurology, Osaka City General Hospital, ?Kansai Medical
University, Department of Neurology

OSatoshi Nakano!, Mizuki Matsumoto!, Rie Kanki',

Hirokazu Morihata®, Mitsuaki Oki%, Hirofumi Kusaka®

Background: In sporadic inclusion body myositis (IBM), several studies showed the
overexpression of autophagy-related proteins in muscle fibers. p62/SQSTML is one of such
proteins and experimental studies indicated that it plays a pivotal role in the degradation of
polyubiquitinated proteins in autophagy when phosphorylated at Ser403.

Objectives: To confirm the expression of Ser403-phosphorylated p62 in IBM.

Methods: In eight patients with IBM, serial cryostat sections of their muscle biopsy
materials were cut, fixed and Ser403-phosphorylated p62 was localized by the
immunoperoxidase method using a rat monoclonal antibody. In serial sections, the
backbone sequence of p62 (a.a.120-440) and LC3 were immunolocalized. We also examined
in indirect dual-fluorescence using the antibody for Ser403-phosphorylated p62 and a rabbit
polyclonal antibody against the backbone sequence.

Results: Deposits positive for Ser403-phosphorylated p62 were detected in the cytoplasm of
vacuolated fibers and other fibers with abnormal contours. The study with serial sections
indicated that positive fibers for the deposits of Ser403-phosphorylated p62 also contain
positive deposits of p62 or LC3. The dual fluorescence study showed colocalization of
Ser403-phosphorylated p62 with p62.

Discussion: The results indicate that the p62 protein overexpressed in the muscle tissue
with IBM is phosphorylated at Ser403. This implies that the induction of p62 is to process
some polyubiquitingted proteins.

Pe-009-1
The microvasculature in endomysium expresses barrier-related proteins

Department of Neurology and Clinical Neuroscience, Yamaguchi University
Graduate School of Medicine

OHironori Sano, Yasuteru Sano, Masatoshi Omoto, Toshihiko Maeda,
Masaaki Abe, Takashi Kanda

Purpose: The capillary involvements in the skeletal muscles have been reported in
the majority of patients with dermatomyositis (DM). Hence, understanding on the
characteristics of capillary in the endomysium may provide new insights
regarding the pathogenesis of DM. Although it has been reported that tight
Jjunction is seen in muscle capillaries by electron microscopic examination, it is not
fully understood whether muscle microvascular endothelial cells express tight
Jjunction proteins and transporters which are expressed in the blood brain barrier
(BBB). In this research, we analyzed the expression profile of barrier-related
proteins on the capillaries in endomysium to understand the cellular
characteristics of muscle microvascular endothelium. Method and result: The
expression of tight junction proteins and transporters on capillaries in rat and
human muscles were examined by immunohistochemistry. Tight junction
proteins such as occludin, claudin-5, ZO-1 and transporters including Mdrl and
GLUT-1 were expressed on microvasculature in both of rat and human muscles.
Muscle capillaries were shown to share tight junctional molecules and various
transporters with BBB-forming microvasculatures. These results also indicates
that at the capillaries in endomysium, as at the BBB, some transporters might
perform active influx and efflux transports of required nutrients and potentially
harmful substances for muscle tissues. Conclusions: The microvasculatures in
endomysium express tight junction proteins and transporters which are
expressed on the BBB.

Pe-009-2
Analysis of nNOS/caveolin3 w-null mice

Department of Neurology, Kawasaki Medical School )
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Yoshihide Sunada
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Pe-009-3
Analysis of myostatin and related proteins in a cardiotoxin-injured muscle model

Department of Neurology, Wakayama Medical University
OKenya Murata, Hidefumi Ito

Objective: The purpose of this study was to examine whether myostatin and
activin receptor Type IIB (ActRIIB) are expressed in cardiotoxin-injured muscle
specimens, and to clarify the involvement of these proteins during the muscle
fiber regeneration process.

Methods: Tibialis anterior muscles in 8-12-week-old C57BL/6 mice were injured
by cardiotoxin injection. Mice were euthanized, and muscles were collected at 1, 2,
and 3 weeks after injury. Serial frozen sections of cardiotoxin-injured muscle
specimens and muscle specimens from normal control subjects were examined by
immunohistochemistry using antibodies against myostatin, ActRIIB, myosin-
heavy chain slow, and myosin-heavy chain developmental.

Results: In normal controls, both myostatin and ActRIIB were expressed in the
cytoplasm of atrophic muscle fibers. These fibers are not only Type 2, but also
Typel fibers. In injured mice, myostatin was expressed in both central nuclei and
the cytoplasm of regenerating muscle fibers. The number of muscle fibers that
showed myostatin and ActRIIB immunoreactivity differed in the regeneration
process. The myostatin positive ratio was 40% at the early stage of regeneration
and above 50% at 2 weeks after CTX injury. The ratio of myostatin-ActRIIB
positive fibers in regenerating fibers was 10% at the early stage of regeneration,
and above 20% at 2 and 3 weeks after CTX injury. Therefore, the expression
pattern of myostatin and ActRIIB is not always identical.

Conclusions Our results suggest that both myostatin and ActRIIB may be
important biomarkers to predict muscle fiber atrophy.

Pe-009-4
Analysis of the pathogenesis in muscular degeneration due to a MATR3 mutation

Department of Neurology, Graduate School of Medical Sciences, Kumamoto
University

(OSatoshi Yamashita, Tomo Nishikami, Yoshimasa Matsuo,

Nozomu Tawara, Tsukasa Doki, Yasushi Maeda, Yukio Ando

Aim: Recently, a missense mutation in the matrin-3 (MATR3) gene has been identified as a
causative gene of vocal cord and pharyngeal weakness with distal myopathy (VCPDM).
However, its precise mechanism of muscular degeneration still remains unclear. The aim of
our study is to realize the pathogenesis in muscular degeneration due to a MATR3
mutation. Methods: First, we overexpressed wild-type and mutant MATR3 S85C, or
introduced siRNA for MATR3 into primary myoblasts or C2C12 cells to examine
subcellular localization, cell viability, and expression of DNA damage responses such as
phosphorylated histone 2AX (y H2AX) and phosphorylated TDP-43. Next, we examined
the expression of p62, TDP-43, ubiquitin, and y H2AX by immunohistochemistry using
skeletal muscle samples from the first Asian VCPDM patients. Results: Wild-type MATR3
localized in the nuclei of transfected cells, whereas mutant MATR3 translocated into the
cytosol. The cells transfected with mutant MATR3 or siRNA for MATR3 reduced cell
viability, compared with control cells. MATR3 knockdown induced an increased expression
of y H2AX, and phosphorylation and mislocalization of TDP-43. In the VCPDM muscle
samples, some degenerative muscle fibers showed a loss of nuclear staining for MATR3
and an accumulation of p62, TDP-43, and ubiquitin as well as abundant y H2AX signals.
Conclusions: The pathogenesis in muscular degeneration due to a MATR3 mutation might
involve its loss-of-function derived from mislocalization of mutant MATR3, and its gain-of-
function due to accumulation of toxic agents, such as phosphorylated TDP-43.
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Pe-009-5
Effect of denervation on muscle regeneration: expression of alpha B-crystallin

'Department of Neurology, Machida-Keisen Hospital, “Department of Neurology,
Showa University Fujigaoka Hospital
(OTakahiro Jimi"?, Yoshihiro Wakayama®, Hiroo Ichikawa®

Objective: To maintain functions of skeletal muscle, nerve supply is important. We
have studied pathological changes of regenerating skeletal muscle under a
denervated condition. We reported lowered expression of heat shock protein 27
(HSP 27) in denervated regenerating muscle as compared with normally
innervated regenerating muscle. HSP 27 has activities of a molecular chaperone
working as a quality control protein. Alpha B-crystallin (a BC) is another heat
shock protein working as a molecular chaperone. Thus we examined the
expression of a BC in experimentally regenerating rat muscle in innervated and
denervated conditions. Methods: We made regenerating rat muscles by injection
of bupivacaine hydrochloride in both extensor digitorum longus (EDL) muscles. At
the same time of injection, the right sciatic nerve was removed. At 1, 2, and 4 week
(s) after surgery, both EDL muscles from 5 rats were used for estimation of the a
BC mRNA level by real-time PCR analysis. Results: In the innervated condition,
the mRNA level at 1 week after surgery was mildly decreased to 74% of the
control level and then was returned to the control level at 2 weeks after surgery.
At 4 weeks after surgery, the level was almost one-half of the control level. In the
denervated condition, the time-sequential course of the mRNA level was almost
the same as in the innervated condition. Conclusion: We concluded that
denervation seems not to affect the expression of a BC in regenerating skeletal
muscle.

Pe-010-1
Japanese current clinical status of Duchenne muscular dystrophy

! Department of Neurology, National Hospital Organization Toneyama National
Hospital, *Department of Pediatric Neurology, National Center of Neurology and
Neuropsychiatry, ° Department of Neurology, National Hospital Organization
Higashisaitama National Hospital, *Editorial Committee of Practical Guideline for
Duchenne Muscular Dystrophy

OTsuyoshi Matsumura', Hirofumi Komaki®, Mitsuru Kawat’,

Editorial Committee Of Practical Guideline For Duchenne Muscular Dystrophy”
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Pe-010-2
Net muscle volumetry by CT, MRI and BIA for the patients with muscular
dysrophy

! Department of Neurology, Yokohama Rosai Hospital, 2 Department of
Neurology, NHO Suzuka Hospital, *Tanita Body Scientific Institute
OTakahiro Nakayama', Satoshi Kuru?, Tomoka Uchiyama®
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Pe-010-3
A Comprehensive Database of DMD/ BMD (0-18 years old) in East China

Children Hospital of Fudan University
(OXi Hua Li, Lei Zhao, Zhaopin Hu, Yi Wang, Shuizhen Zhou

Background: China has the largest population, yet, no comprehensive database
for DMD/BMD is available. Our study registered the data of the DMD/BMD
patients in East China.

Methods: A modified registry form of Remudy (http://www.remudy.jp/) was
applied to Chinese DMD/BMD patients through the Outpatient Clinic during the
period of 9. 2011 to 12. 2013.

Results: 194 DMD and 35 BMD patients were registered.Diagnosis was made for
majority patients during their age of 3-4 (16.6%) and 7-8 (14.8%) years old. Exon
deletion was the most frequent genetic mutations (65.5% and 74.3%) followed by
point mutations (144% and 114%), duplications (9.8% and 86%) and small
insertion/deletion (9.3% and 2.9%) for DMD and BMD, respectively. 825% of
DMD registrants were ambulatory, and all the BMD registrants were able to
walk. 26.3% of DMD registrants have been treated with steroids. Cardiac
functions were examined for 464% DMD boys and 457% BMD boys and
respiratory functions were examined for 18.6% DMD boys and 14.3% BMD boys.
33.2% of DMD patients are eligible for exon skipping therapy, and among them
9.2% and 4.3% patients are eligible for skipping exon 51 and 53.

Conclusions: The database is the first linking accurate genetic diagnosis with
clinical manifestation and treatment status of dystrophinopathy patients in East
China. It provides comprehensive information essential for further patient
management, especially for promotion of international cooperation in developing
experimental therapies.

Pe-0104
Myotonic dystrophies diagnostics by Optimization PCR

!The Third Hospital of Hebei Medical University, “Shenzhen peoples hospital,
Clinical Medical College of Jinan University
OXin Y. Meng', Jing Hu', Yan S. Wang®

Purpose: The aim of this study was to develop an efficient, economic amplification
of CTG/CCTG-repeat expansions by following a combination strategy of primer
design, modified annealing and extension conditions in PCR cycle conditions.
Methods: First, Primer designing was done utilizing Vector NTI 11.0. Second,
annealing step were optimized for times and temperatures. Third, a constant
temperature performed at during extension steps of PCR. Results: Primers
designed (Reaction of forward primer: 5 CGA CTC CGG GGC CCC GTT GGA
AGA CT 3; Reverse primer: 5 CTC CCC AGA GCA GGG CGT CAT GCA CAA G
3) through GC-rich regions had high Tm that adjusted GC free energy levels to
reduce the primer self-dimer and hairpin formation. The best annealing time for
CTG-repeat expansion lies in 6 seconds and depend on the optimum annealing
temperature at 68 degrees Celsius; the best annealing time for CCTG-repeat
expansion lies in 3 seconds and depend on the optimum annealing temperature at
72 degrees Celsius. Higher denaturing and extensive temperature conditions (78
degrees Celsius, 3min) were pursued during cDNA synthesis to achieve optimal
PCR amplification. Conclusion: Optimization PCR under the optimal conditions of
primer design, modified annealing and extension conditions can be used for
efficient PCR in DMs diagnosis; Optimization PCR can greatly improve the
positive detection of DMs, the method not only used for DMs but also for other
disorders caused by nucleotide repeat expansions. Optimization PCR was
assessed for screening of patients who were examined at our hospital.

Pe-011-1
Elucidation of MMP-9 role in muscle injury model and dystrophic muscle

ntractable Disease Care Center, Shinshu University Hospital, “Department of
Pediatrics, Shinshu University School of Medicine, *Departmet of Neurology and
Rheumatology, Shinshu University Hospital
OAkinori Nakamura', Naoko Shiba?,
Kazuhiro Fukushima

Daigo Miyazaki®,

Introduction: Extracellular matrix metalloproteinases (MMPs) are involved in the
degradation of extracellular matrix components. Among them, MMP-9 has been reported
to be associated with the degeneration in dystrophin-deficient muscle, but its precise
mechanism s still unknown Methods: We performed a cardiotoxin muscle injury in MMP-
9 knockout (MMP 97) mice and generated mdx mice crossing by MMP-9”" mice
(mdx/MMP-9 mice). We examined the muscles of wild-type and MMP-9”" mice before and
after 24,48, 72 hours, 5, and 14 days after the injury (n=3, each), and of wild-type, MMP-9"",
mdx, and mdx/MMP-9”" mice at 2, 4, 8 and 14 weeks, and 1 year of age (n=3, each) by
histopathology and molecular biology. Results: The muscle of MMP-97" mice 24 hours after
the injury and of mdx/MMP-9”" mice at 4 weeks of age showed a decrease in neutrophil
infiltration and MIP-2 mRNA level. Further we found the promoted muscle regeneration
with an increase in M2 macrophage and MCP-1 mRNA level in MMP-9"" mice 72 hours
after injury and in mdx/MMP-9"" at 4 weeks of age. The muscle of mdx/MMP-9” at 1 year
of age showed an increase in fibroadipose tissues compared to mdx. Muscle strength of
mdx/MMP-9”" was increased at 8 weeks of age but decreased at 1 year of age compared to
mdyx at the same age. Conclusions: In dystrophin-deficient muscle, MMP-9 might have a
role in the promotion of muscle necrosis at early phase, but the reduction of
fibroadipogenesis at later phase. These findings suggest that the disease phase may be
important on the development of MMP-9 targeting therapy.
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Pe-011-2
Dietary calcium reduces skeletal muscle necrosis of mdx mice

'Department of Life Sciences, The University of Tokyo, “University of Tsukuba
Hospital, °Kobayashi Institute of Physical Research, * National Institute of
Neuroscience, NCNP

OMizuko Yoshida', Eiji Wada', Akiko Tshii?, Munehiro Date?,

Keiji Wada®, Ryouichi Matsuda’
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Pe-011-4
Analysis of the functional role of alpha-dystroglycan N-terminal domain in vivo

ITeikyo University, Department of Neurology, *Teikyo University of Science,
Department of Medical Science, ® Teikyo University, Faculty of Medical
Technology

OFumiaki Saito',  Hidehiko Okuma', Hiroki Hagiwara®,

Toshihiro Masaki?, Miki Ikeda!, Teruo Shimizu®, Masahiro Sonoo,
Kiichiro Matsumura'

< Purpose > a -dystroglycanopathy, including Fukuyama-type congenital muscular dystrophy, is
caused by abnormal glycosylation of a -dystroglycan ( a -DG), which leads to disruption of the linkage
between «-DG and laminin. After the glycosylation, N-terminal domain of a-DG (a -DG-N) is cleaved
by furin and secreted outside cells. However, the implication of this cleavage in the pathogensis of a -
dystroglycanopathy remains unknown. The purpose of this study is to elucidate significance of the
cleavage and the functional role of secreted a-DG-N.

<Methods> We generated transgenic (Tg) mice that overexpresses a-DG-N, in which expression of
a-DG-N was driven by CAG promoter. We examined the skeletal muscle of 3 wild type and 3 Tg mice
of 8 weeks old by morphological, immunofluorescent microscopic and Western blotting analyses.
<Results> a-DG-N Tg mice were born and grew normally. The H-E staining of skeletal muscles
from a-DG-N Tg mice showed no abnormality compared to the wild type. Interestingly, both the
immunofluorescent microscopic and Western blotting analyses revealed that immunoreactivity
against antibody [TH6, which recognizes specific glycan structure of a -DG, was severely reduced in a -
DG-N Tg mice. In contrast, laminin binding activity of a-DG was preserved.

< Conclusion> This study provide a evidence that a -DG-N modulates the glycosylation of a -DG, thus
might affect the pathomechanism of a -dystroglycanopathy. Currently, we are investigating why the
overexpression of a-DG-N results in altered glycosylation of a -DG and whether older a -DG-N Tg
mice develop muscular dystrophy.

Pe-011-5
Different muscle involvement in mouse models of nuclear envelopathy

Department of Pathophysiology, Tokyo Medical University
OYukiko Hayashi, Shigefumi Suzuki, Genri Kawahara

[Objective] Nuclear envelopathy is a group of diseases caused by mutations in the
genes encoding proteins of nuclear membrane or nuclear lamina. Mutations in
EMD or LMNA cause Emery-Dreifuss muscular dystrophy and limb girdle
muscular dystrophy, both are associated with life-threatening conduction defects
and cardiomyopathy. To better understand of the pathomechanisms of nuclear
envelopathy, we produced and analyzed mutant mice.

[Methods] We produced double mutant mice of Emd knockout (EKO) and Lmna
H222P knock-in (H222P) mice, and compared wild type (WT), EKO, and H222P. We
checked clinical features of these mice and performed histological, molecular
biological, and biochemical analyses.

[Results] EKO mice show minimal conduction delay in older age, whereas H222P
mice show severe cardiomyopathy with conduction delay and short life span. The
double mutant mice (EH) show similar life span to H222P with dystrophic features
of skeletal muscles, but no dilatation of heart. Gene expression analysis showed
several interesting pathways related to skeletal and cardiac muscle involvement
in the model mice.

[Conclusions] We will discuss the possible pathomechanisms of muscle
involvement of nuclear envelopathy.

Pe-012-1
Prevalence and features of anti-neurofascin 155 antibody-positive CIDP

! Department of Neurology, Neurological Institute, Graduate School of Medical
Sciences, Kyushu University, ? Department of Neurological Therapeutics,
Neurological Institute, Graduate School of Medical Sciences, Kyushu
University, °Kawamura Hospital )

OHidenori Ogata', Ryo Yamasaki?, Dai Matsuse',

Nobutoshi Kawamura®, Takuya Matsushita®, Jun-ichi Kira!

Objectives: To clarify prevalence and features of anti-neurofascin 155 (NF155) antibody-positive
chronic inflammatory demyelinating polyradiculoneuropathy (CIDP).

Methods: Sera from 43 consecutive patients (pts) based on the EFNS/PNS CIDP diagnostic criteria at
our hospital were enrolled together with 17 multiple sclerosis (MS) pts, 26 Guillain-Barré syndrome
(GBS) pts and 10 healthy controls (HCs). Anti-NF155 antibodies were measured by ELISA using a
human recombinant NF155 protein and cell-based assay (CBA) using HEK293 cells expressing human
recombinant NF155 protein. Additional two anti-NF155 antibody-positive CIDP cases from other
clinics were also included for clinical analyses.

Results: Positivity rates for anti-NF155 antibodies by both ELISA and CBA in pts with CIDP, MS, GBS
and HCs were 20.9% (9/43), 0% (0/17), 3.8% (1/26) and 0% (0/10), respectively. All 11 CIDP pts with
anti-NF155 antibodies had distal-dominant sensorimotor polyneuropathy with distal muscle atrophy in
9/11, while the age of onset was 24.3 + 109 years. The nerve conduction study revealed severe
sensorimotor demyelinating patterns with some axonal damages in all. CSF protein levels were 266 +
119 mg/dl while 7/7 showed marked spinal root hypertrophy on MRL CNS involvement in MRI and/or
evoked potentials was seen in 4 while kinetic tremor was present in 5.

Conclusion: About 20% of CIDP pts harbor anti-NF155 antibodies and have characteristic features,
such as younger ages at onset, distal muscle atrophy, severe sensory and motor nerve demyelination,
root hypertrophy and CNS involvement.

Pe-012-2
Lymphocyte subsets for diagnosis of autoimmune peripheral neuropathy

Department of Neurology, Kurashiki Central Hospital
OHitoshi Mori, Katurou Shindo

< Introduction > Cervical spinal canal stenosis, disk hernia, myelopathy ,
amyotrophic lateral sclerosis (ALS) , traumatic nerve injury are often
misdiagnosed in autoimmune peripheral neuropathy patients. We looked for
helpful tools for differential diagnosis, and found the lymphocyte subsets in the
blood. < Methods > We show the eight cases which were misdiagnosed as ALS,
myelopathy, disc hernia, traumatic nerve injury through conventional study. By
using combination of careful physical neurological examinations and extended
nerve conduction study, these patients were finally diagnosed as peripheral
neuropathy - including five multifocal motor neuropathy cases - responding to
intravenous injection of immunoglobulin or to corticosteroid therapy. <Results>
All of the eight cases showed abnormal lymphocyte subsets in the blood, such as
CD4, CD8, CD4/CD8, CD3, CD19, CD2, CD56. Because these abnormal findings are
not shown in ALS, disk hernia, myelopathy, trauma, lymphocyte subsets in the
blood show underlying abnormality of autoimmune peripheral neuropathy.

< Conclusions > Lymphocyte subsets in the blood is the helpful and novel tool for
diagnosis of autoimmune neuropathy, especially of multifocal motor neuropathy.
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Pe-012-3
Sonographical visualization of peripheral nerves in MADSAM neuropathy

"Department of Neurology, Tenri Hospital, *Department of Clinical Pathology,
Tenri Hospital

OKanta Tanaka!, Natsuko Ota®, Yukinari Okayama® Atsushi Shima',
Toshihiko Suenaga’
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Pe-012-4
Rehabilitation of Guillain-Barre syndrome; clinical scoring and outcome
measures

Ibaraki Prefectural University of Health Science Hospital, Department of

Neurology
OMasaki Kobayashi, Yutaka Kohno, Hiroshi Nagata
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Pe-012-5
Therapeutic responsiveness and prognosis in CIDP mouse models

'Department of Neurology, Nagoya University, “Department of therapeutics for
intractable neurological disorders, Nagoya University

OMasahiro Iijima"?, Mie Takahashi', Ken Ohyama',

Yuichi Kawagashira', Haruki Koike', Gen Sobue’
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Pe-013-1
Bortezomib-induced peripheral polyneuropathy in systemic AL amyloidosis
patients

Department of Medicine (Neurology and Rheumatology), Shinshu University
School of Medicine o ) ) o
(ONagaaki Katoh, Minori Kodaira, Masayuki Matsuda, Shu-ichi Ikeda

[Objective] Systemic light chain (AL) amyloidosis has been an intractable disease
with poor prognosis. Multi organ dysfunction is caused by deposition of
amyloidogenic light chain, which is produced by abnormal plasma cell clone in
bone marrow. Recently emerged promising chemotherapy drug, bortezomib, is
now changing treatment strategy by its powerful therapeutic potential. However,
not all AL patients can fully take advantage of it because of its side effect on
peripheral nerve. The aim of this study is to find useful predictive factor of this
problem. [Methods] The patients were treated with bortezomib-dexamethasone
therapy (BDex) and their medical records were retrospectively inspected. The
dose of these drugs were adjusted accordingly based on patients’ risk factor.
Bortezomib-induced peripheral polyneuropathy was defined as persisting length-
dependent sensory neuropathy which was newly developed after bortezomib
administration. [Results] BDex was applied to fifteen patients and three patients
(20%) developed painful polyneuropathy. Among various clinical parameters, only
the higher dose of bortezomib (> 1.0 mg/m?) was statistically significant predictor
of neuropathy (P =0.038). Notably, the patients treated with smaller dose (=1.0
mg/m?) didn't develop neuropathy but showed as good response rate as higher
dose. Serial electrophysiological studies did not detect any significant changes of
parameters but axonal sensory neuropathy was weekly implied. [Conclusion] To
avoid bortezomib-induced peripheral polyneuropathy, smaller dose of bortezomib
is recommended.

Pe-013-2
Prevalence and associated risk factors of DPN in diabetes with cerebral
apoplexy

Fu Xing Hospital, Capital Medical University, Beijing, CHINA
OQin Dong, Tang Yu, Jianjian Liu, Hailiang Wang, Junfang Wang,
Lei Gao, Guang Huang

Purpose: This cross-sectional study investigated the prevalence of diabetic
peripheral neuropathy (DPN) and risk factors associated with DPN in type 2
diabetic patients with cerebral apoplexy.

Methods: 99 type 2 diabetic patients were evaluated by Nerve conduction velocity
(NCV) . Body mass measurementsresting blood pressureHbAlclipids,
homocysteine, urinary albumin -to-creatinine ratio (ACR),C-peptide, blood glucose
and insulin of OGTT test were measured. DPN was diagnosed based on nerve
conduction abnormalities and at least one of signs and symptoms of neuropathy.
Results: (1)The prevalence of DPN was 36% among type 2 diabetic patients with
cerebral apoplexy aged over 30.(2) Multiple logistic regression revealed that
diabetes duration (B:0.200SE: 0.055,0R: 1.222,CI: 1.096-1.361,P < 0.001) and the
decrease of 2h-CP (B:-0.212, SE:0.086,0R: 0.809,CI: 0.684-0.957, P < 0.01) were
independently associated with DPN.(3) When Glucose tolerance C peptide was
below 3.46 (x-s), the percentage of DPN patients in type 2 diabetic patients
increased significantly.

Conclusions: The prevalence of DPN observed in type 2 diabetic patients with
cerebral apoplexy aged over 30 reached up to 36% though the observations in our
study. A certain amount of C peptide of 2 hours after meal in type 2 diabetic
patients may have a protective effect to peripheral nerve.

Pe-013-3
Mass spectrometry for detecting variant TTR in serum samples for FAP
diagnosis

Department of Neurology, Graduate School of Medical Sciences, Kumamoto
University

Guannan Huang, Masayoshi Tasaki, Mitsuharu Ueda, Yohei Misumi,
Teruaki Masuda, Genki Suenaga, Risa Toyoshima, Hiroaki Motokawa,
Konen Obayashi, Taro Yamashita, Yukio Ando

Background: Familial amyloid polyneuropathy (FAP) is caused by a variant
transthyretin (TTR), which is a serum protein secreted by the liver. The aim of
this study was to Investigate the usefulness of surface-enhanced laser
desorption/ionization time-of-flight (SELDI-TOF) MS for detecting variant TTRs
in serum samples for diagnosis of FAP. Methods: We used 105 serum samples
obtained from patients who were clinically suspected of having amyloidosis
between February 2011 and April 2014. Result: SELDI-TOF MS allowed analysis
for variant TTRs via a 3-h one-step procedure. Variant TTRs were detected in
serum samples from 30 patients. The results of genetic analysis showed that all
patients had FAP with TTR mutations, including Val30Met, Val30Ala, Ala45Asp,
Gly47Arg, Serb0Arg, Serb01le, Leub5Pro, Thr59Arg, and Ser77Tyr. Moreover, for
all 18 patients with senile systemic amyloidosis, SELDI-TOF MS detected only
wild-type TTR peaks, not variant TTR peaks, in the serum samples. We also
found that the mass shifts of variant TTRs measured by SELDI-TOF MS
corresponded to theoretical mass changes. Conclusion: SELDI-TOF MS is a
clinically useful tool to detect variant TTRs and wild-type TTR.
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Pe-0134 B RESBIREEE
Analysis of BSCL2 Mutation in Taiwanese Cohort with Charcot-Marie-Tooth
Disease

Department of Neurology, Taipei Veterans General Hospital, Taipei, Taiwan, ROC
(OCheng Tsung Hsiao, Yi Chung Lee

Purpose: Mutations in the BSCLZ2 genes have been identified in patients with
autosomal dominant distal hereditary motor neuropathy and Silver syndrome,
which are clinically similar to Charcot-Marie-Tooth disease (CMT). The aim of this
study is to investigate the frequency and identifies of BSCL2 mutations in a cohort
of Taiwanese patients with genetically unassigned CMT.

Methods: Mutations in BSCL2 were ascertained in 92 unrelated patients with
molecularly unassigned CMT from 301 pedigrees, in whom mutations in other 16
CMT associated genes had been excluded. The phenotypic features of all patients
with a BSCL2 mutation were clinically and electrophysiologically analyzed.
Results: Two missense mutations, p.Ser90Leu and p.Arg96His, in BSCL2 were
identified. Among them, p.Arg96His was novel. The common features of the
patients with a BSCLZ2 mutation include a childhood disease-onset, a slowly
progressive clinical course, distal weakness and intrinsic muscle atrophy of hands
and feet, hyperactive knee jerks and hypoactive ankle jerks. Despite no significant
sensory symptoms, nerve conductions studies demonstrated axonal sensorimotor
polyneuropathy in the patients with a BSCLZ2 mutation.

Conclusions: BSCL2 mutations are an uncommon cause of CMT, accounting for
066% (2/301) CMTs in Taiwan. This study broadens the mutational and
phonotypical spectrums of BSCLZ2 mutations and suggests that genetic testing of
BSCLZ2 mutations should be considered in CMT patients with uncertain causes.

Pe-014-1
Rapid diagnosis method for juvenile neuronal ceroid lipofuscinoses

Qilu Hospital of Shandong University, China
OYuying Zhao, Wei Li, Tingjun Dai, Bing Wen, Chuanzhu Yan

Purpose To report a Chinese girl with juvenile neuronal ceroid lipofuscinosis
(JNCL) and investigating the rapid diagnostic methods for NCL. Methods
Collecting and analyzing the clinicopathological,enzyme activity and gene analysis
data of this case. Results A 19-years-old female, suffered from progressive visual
loss since 6 years old with mental retardation, movement disturbance and
epilepsy later. As to the histopathology of the biopsied muscle, a lot of abnormal
ACP and PAS-positive materials depositing in muscle fibers; abnormal curvilinear
bodies and granular osmiophilic deposits were found in cytoplasma of muscle fiber
and epithelium of vessels on electron microscopy. Most interestingly, a large
amount of abnormal autofluorescent materials in the polymorphoneucleocytes of
peripheral blood smear and unstained frozen section of biopsied muscle were
found. Otherwhile, failed to find any abnormalities of NCL3 gene analysis and
enzyme activity of TPP1 and PPT1 . Conclusions The diagnostic signance of
myopathology for JNCL is definite; The finding of abnormal autofluorescence of
polymorphonucleocytes in peripheral blood smear and unstained frozen section of
biopsied muscle may enable the rapid diagnosis for NCLs, at least for JNCL; which
were rarely described in the previous report of NCL; Moreover, abnormal
autofluorescent materials existing not in the lymphocyte, but in the
polymorphoneucleocytes which was rarely reported previously, maybe this case
belong to a novel varied type of JNCL.

Pe-014-2
Clinical, neuroimaging and myopathological analyses of Leigh syndrome

Qilu Hospital of Shadong University, China
OYuying Zhao, Kungian Ji, Bing Wen, Li Wei, Chuanzhu Yan

Objects To explore the clinical, neuroimaging and muscle pathological
characteristics of Leigh syndrome. Methods We retrospectively reviewed the
clinical, neuroimaging and myopathological datas of 18 patients of Leigh syndrome
diagnosed by genetic and pathological ways in our lab in recent ten years. Results
Among all the 18 cases, 6 cases caused by SURF1 gene mutation, and 12 cases
suffered from mtDNA mutation. The age of onset varied from at birth to 28 years
old. The patients developed difficulty in feeding, ataxia, tremor, ophthalmoplegia,
mental retardation, slurred speech and vision, and limb weakness. One case was
found to accompany with Fanconi syndrome, one case overlapped with MELAS
and another one case overlapped with NARP syndrome. Neuroimaging datas
showed bilateral symmetrical lesions in basal ganglia nucleaus, and tagmental
part of brain stem. Myopathological examination revealed RRF exsisting in 6
cases among all the 18 cases. Conclusions Leigh syndrome is a well recognized,
usually fatal metabolic encephalopathy, caused by either mitochondrial or nuclear
DNA gene mutations. Previously, Leigh syndrome was diagnosed usually by
postmortem neuropathological examination. Now it can be diagnosed before death
according to the raised lactate and protein in CSF, as well as the clinical
manifestation and characteristic bilateral symmetrical lesion of basal ganglion and
tagmental part of brain stem. The muscle biopsy may supply significant evidence
for diagnosis of Leigh syndrome.

Pe-014-3
Clinical and biochemical characterization of patients with HIBCH deficiency

"Department of Genetics, Institute for Developmental Research, Aichi Human Service Center,
“Department of Pediatrics, Nagoya University Graduate School of Medicine, *Department of
Pediatrics, Kasugai Municipal Hospital, * Department of Applied Molecular Biosciences,
Graduate School of Bioagricultural Sciences, Nagoya University, ° Division of Genomics
Research, Life Science Research Center, Gifu University, “Department of Pediatrics, Shimane
University, Faculty of Medicine, "Division of Developmental Disabilities Medicine, Nagoya
University Graduate School of Medicine

ONobuaki Wakamatsu®, Kenichiro Yamada®, Misako Naiki. Shin Hoshino®,

Yasuyuki Kitaura®, Yusuke Kondo’, Noriko Nomura', Daisuke Fukushi’, R
Nobuyuki Shimozawa®, Seiji Yamaguchi®, Yoshiharu Shimomura®, Kiyokuni Miura’

Objectives: 3-Hydroxyisobutyryl-CoA hydrolase (HIBCH) deficiency is an autosomal recessive disorder characterized by
episodes of ketoacidosis and a Leigh-like basal ganglia disease, without high concentrations of pyruvate and lactate in the
cerebrospinal fluid. This disease is caused by the accumulation of methacrylyl-CoA in mitochondria as the result of an enzyme
deficiency in the valine catabolic pathway. It is hypothesized that intramitochondrial methacrylyl-CoA reacts with thiol
compounds and essential cysteine residues of mitochondrial enzymes and dramatically decreases the cellular reduction state
and ATP production. Prior to this study, only 4 cases of HIBCH deficiency have been reported. However, clinical-biochemical
correlation in HIBCH deficiency by determining the detailed residual enzyme activities has not yet been elucidated.
Methods and results: Here, we report a case of two Japanese siblings with HIBCH deficiency carrying a new homozygous
missense mutation (c.287C> A, [p.A96D)) at the substrate-binding site. A transfection study using HIBCH expression vectors
harboring wild type or 4 reported mutations, including the newly identified mutation (p.A9D, p.Y122C, p.G317E, and
pKT74Lis"13), revealed a correlation between residual HIBCH activities and the severity of the disease, except the energy-
compromised acute phase (e.g. infection).

Conclusions: These findings are essential for clinical management, genetic counseling, and specific meal and concomitant drug
considerations as part of the treatment for patients with HIBCH deficiency.

Pe-0144
Generation of iPS cell-derived macrophages from patient with FAP

! Department of Neurology, Graduate School of Medical Sciences, Kumamoto University,
“Department of Immunogenetics, Graduate School of Medical Sciences, Kumamoto
University, °Department of cell biology, Graduate School of Medical Sciences, Kumamoto
University ) )

OMHiroaki Motokawa', Genki Suenaga', Tokunori Ikeda® Satoru Senju’,
Yoshihiro Komohara®, Chiho Ogawa’, Masayoshi Tasaki!, Yohei Misumi',
Mitsuharu Ueda', Yukio Ando'

IntroductionMacrophages (MPs) are classified into two groups such as pro-inflammatory M1 and anti-
inflammatory M2 MPs. In the previous study, we have showed that the number of heart tissue-
resident M2 MPs in familial amyloid polyneuropathy (FAP) patients was significantly decreased,
human iPS cell-derived macrophages (iPS-MPs) exerted the phagocytotic function against the
aggregated TTR in a cell-dependent manner. These results suggest that the decrease in tissue-
localized M2 MPs exacerbate the clearance of TTR-derived amyloid deposits in the involved organs of
FAP, leading to the progression of pathological condition in FAP patients, and the therapy using iPS-
MPs may be a one of the treatment of FAP. Thus, in the present study, we attempted the generation of
FAP patient-derived iPS-MPs (FAPiPS-MPs) and investigated the phenotype of FAP-PS-
MPs.Materials and MethodsFAP-PS cells were differentiated into iPS-MPs by previously established
method. Surface markers on FAP-PS-MPs were checked by flow cytometry.ResultsThe morphology
of FAPiPS-MPs and controliPS-MPs were similar, and both cell lines were floating or weakly
adherent. FAP4PS-MPs expressed a leukocyte marker, CD45, and myeloid markers, including CD11b
and CD33 They also expressed a monocyte marker, CD14. And, FAPPS-MPs were CD163" CD206"
MPs.Discussion and conclusionWe generated FAP-PS-MPs and the phenotype of FAP1PS-MPs are
M2 MPs. To understand that involvement of FAP-PS-MPs in the pathogenesis of FAP, we will
investigate the phagocytotic function of FAP1PS-MPs against TTR as compared to control-iPS-MPs.

Pe-015-1
Hyperfamiliarity in dementia and mild cognitive impairment

'National Neuroscience Institute Singapore General Hospital Campus,
Singapore, “School of Humanities and Social Sciences, Ngee Ann Polytechnic,
Singapore, °Health Services Research and Biostatistics Unit, Division of
Research, Singapore General Hospital, Singapore

OSimon Kang Seng Ting', Kathryna Kwok?, Stephanie Fook-chong®,
Shahul Hameed"

Purpose

Hyperfamiliarity, a phenomenon in which feelings of familiarity are evoked by novel stimuli,
is well-described in epilepsy and the lesioned brain. Abnormality of familiarity in
Alzheimer’s disease (AD) and mild cognitive impairment (MCI) have also been described in
the literature, but more from a neuropsychological approach perspective. Currently, there
is a lack of study on the real life experience of familiarity abnormality in dementia and MCIL.
Our aim was to compare the occurrence of hyperfamiliarity among dementias and MCL
Methods

We recruited 73 participants, 29 with AD, 10 with vascular dementia, 7 with MCI and 27
healthy controls, and administered a questionnaire to assess hyperfamiliarity frequency.
Results

Hyperfamiliarity was associated with cognitive impairment, but was unrelated to its
severity or underlying aetiology.

Conclusions

This study highlights the similar rate occurrence of hyperfamiliarity in the daily life of
individuals with cognitive impairment. Future research should examine neuropsychological
correlations and mechanisms that contribute to such observations.
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Pe-015-2
Card Placing Test: A new test for evaluating a subject’s heading orientation

! Department of Neurology, International University of Health and Welfare
Hospital,  Tokyo Metropolitan Neurological Hospital, ® Department of
Rehabilitation, International University of Health and Welfare Hospital
ORitsuo Hashimoto!, Noriyo Komori®, Hiroyuki Kato®,

Tomoko Ogawal, Asako Tagawa', Mieko Otsuka', Syuichi Tetsuka’,
Imaharu Nakano

Background/Aim: There is growing evidence that the retrosplenial and posterior
cingulate cortices (RSC/PCC) in animals and humans play a pivotal role in spatial memory
and navigation. We developed a new test named the Card Placing Test (CPT) that is
potentially useful for evaluating a function of the retrosplenial and posterior cingulate
cortices (RSC/PCC). Part A of the test (CPT-A) assesses the ability of a subject to retain
information on spatial locations of cards placed on the floor around the subject. Part B (CPT-
B) examines the subject’s ability to integrate information on the spatial locations of similarly
arranged cards and that on changes of the body directions. The aim of this study is to
identify brain region(s) involved in the CPT performance. Subjects and Methods: Twenty-
five subjects were recruited from those who came to our memory clinic. We analyzed the
correlation between the CPT scores and resting state regional cerebral blood flow (rCBF)
determined by SPECT. Results: The scores for CPT-A correlated with rCBF in the right
inferior parietal lobule. The scores for CPT-B associated with rCBF in the PCC/RSC(s).
Conclusions: We propose that CPT-B is useful for assessing a subject’s ability to integrate
and update information on object locations in the space derived from an egocentric
reference frame with that on changes of the body directions following roations which would
be one of the important functions of the RSC/PCC.

Pe-015-3
The study of cerebrovascular reserve in patients of mild cognitive impairment

Fu Xing Hospital, Capital Medical University
OChen Zhulin, Huang Guang, Wang Junfang, Guo Changhong,
Wang Hailiang, Xu Bin

Purpose: Observation of the characteristic of cerebrovascular reserve in mild
cognitive impairment(MCI)and the correlation of breath-holding index(BHI)and
cognitive function.

Methods:We included 60 volunteers divided into 2 groups according to presence of
cognitive impairment(normal control group and MCI group).Two groups were
carried out the detection of transcranial doppler (TCD)with breath-holding test
and auditory event-related potentials.

Results:1:Compared with the NC group, BHI was significantly decreased in the
MCI group.2:The MoCA score of the MCI group was significantly lower than the
NC group. The correlation analysis showed that BHI was positively correlated
with the MoCA score.Compared with the NC group,PI and RI of MCA was
significantly increased in MCI group. PI,RI,and S/D of BA and S/D of MCA in MCI
group was higher than the NC group,but there was no difference in two groups.P1
of MCA had negative correlation with MoCA score. 3:Compared with the NC
group,MCI patients showed extended P300 latency. P300 latency was negatively
correlated with the MoCA score.BHI had negative correlation with P300 latency.
Conclutions:1:Cerebrovascular reserve in patients of mild cognitive impairment
was lower than nomal people. 2: The decline of cognitive function may be
associated with the reduction of cerebrovascular reserve.d: The more
cerebrovascular reserve decline the longer P300 latency would be.

Pe-015-4
Brain 3D-SSP SPECT analysis in dementia with "Closing-in" phenomenon

JCHO Tokyo Takanawa Hospital, Department of Neurology
OManabu Tsumoto

OBJECTIVE: The closing-in phenomenon (CIP) was often reported with dementia
and many studies tried to clarify the mechanism of CIP. Now we investigate it by
SPECT study for the first time. METHODS: We enrolled 95 participants; 16 with
normal control [NC], 12 with mild cognitive impairment [MCI], 35 with Alzheimer’s
disease [AD], 12 with vasular dementia [VaD], 7 with AD+VaD, 5 with dementia
with Lewy bodies [DLB] and 8 with other types of dementia. CIP is classified as
follows; (a) "near”, (b) "adherent”, (c) "overlap" type. The copy conditions of the
Rey-Osterrieth complex test [ROCFT] is scored by original manual and the
distance between a sample figure and a copy is measured. The Clock Drawing test
[CDT] validated by the Rouleau scoring system, MMSE, MoCA-J, ACE-R, FAB,
TMT, RBMT were examined. 86 participants were scanned with a 1.5 T MRIL
123I1-IMP-SPECT were evaluated by 3D Stereotatic Surfece Projections [3D-SSP]
in all cases. RESULTS: CIP is observed in 10 participants including 8 "near" type
(AD=4, VaD=3, AD+VaD=1) and 2 "adherent” type (AD=2). CIP is correlated only
with CDT in neuropsychological assessment. All "adherent” type (2/2) presents
the reduction in bilateral superior parietal lobule, and right inferior parietal lobule.
The "near" type doesn't show the same results. On the other hand, 2 participants
without CIP (AD=2) shows the same reduction pattern. CONCLUSIONS: The
bilateral parietal lobule may be related to CIP.

Pe-015-5
Visuoperceptual dysfunction in patients with Krabbe disease: Case report

! Department of Geriatric medicine and Neurology, Osaka City University
Graduate School of Medicine,  Chiba University Graduate School of
Engineering, °Department of Pediatrics, Osaka University Graduate School of
Medicine

OAkitoshi Takeda', Shinichi Koyama®, Suzuka Atakal,

Hiroyuki Shimada', Norio Sakai®, Yoshiaki Itoh'

Introduction) Krabbe disease is a type of sphingolipidosis characterized by demyelination of central
and peripheral nerves. Visual impairment is well-known in childhood-onset. In contrast, little is known
about visual perception in adult-onset.

Methods) Two patients were diagnosed with Krabbe disease. Case 1 noticed difficulty in recognizing
subjects in black and white photographs whereas case 2 did not notice any visual symptoms. The
patients underwent basic ophthalmological assessments and the flicker test. VEP recording, brain MRI
and FDG-PET were also assessed. Visuoperceptual function was evaluated in the 2 cases with visual
noise stimuli test and visual masking stimuli test.

Results) Case 1 showed decreased visual acuity, lower critical flicker frequency, and prolonged P100
latency. Case 2 was normal on basic ophthalmological assessments and VEP. In both cases, T2-
weighted MRI showed high intensity lesions in the bilateral optic radiation. FDG-PET in both cases
revealed hypometabolism in the bilateral occipital lobes. In visual noise stimuli test, threshold of visual
noise to identify objects was lower in both cases than in healthy controls. In visual masking test, both
cases showed difficulty in recognizing objects.

Conclusion)Visuoperceptual impairment was found not only in a case with subjective visual symptoms
but also in a case with no apparent visual symptoms and no detectable abnormality upon basic
ophthalmological assessment. Hypometabolism in the occipital lobes revealed in both cases may cause
such visual impairment.

Pe-016-1
Germline mosaicism of TUBB4A mutation causes dystonia in two siblings

! Department of Clinical Neuroscience, Institute of Health Biosciences, The University of
Tokushima Graduate School, *Department of Neurology, Mie University Graduate School of
Medicine, °Department of Radiology, Institute of Health Biosciences, Graduate School of
Medicine, The University of Tokushima, “Laboratorio di Neurogenetica, CERC-IRCCS Santa
Lucia, Rome, Ttaly, *Department of Neurosurgery, Institute of Health Biosciences, Graduate
School of Medical Sciences, The University of Tokushima, “Department of Motor Neuroscience
and Neurotherapeutics, Institute of Health Biosciences, Graduate School of Medical Sciences,
The University of Tokushima, 'Department of Neurology, Japanese Red Cross Ise Hospital
OToshitaka Kawarai', Ryosuke Miyamoto', Asako Tamura®, Takashi Abe®,
Yasuhiro Funakoshi®, Antonio Orlacchio®, Ryosuke Oki', Hideo Mure’,

Ryoma Morigaki®, Satoshi Goto®, Yuishin Izumi', Hiroshi Naito’,

Hidekazu Tomimoto?, Ryuji Kaji!

Objective: To demonstrate clinical features and pathological mechanism of two siblings with severe
dystonia due to TUBB4A mutation

Methods: We performed clinico-genetical analyses, including whole-exome sequencing and
MassARRAY system in a Japanese family, in which two siblings have severe dystonia and ataxia.
Results: A missense mutation, ¢.745G> A (p.D249N), was revealed in TUBB4A. Most clinical features
were consistent with those reported in hypomyelinating leukoencephalopathy, hypomyelination with
atrophy of the basal ganglia and cerebellum (H-ABC). Haplotype analysis and MassARRAY analysis of
genomic DNA in various tissues suggested paternal germline mosaicism.

Conclusion: This study revealed that germline mosaicism is possible explanation for the H-ABC
siblings. This is very rare phenomenon, however, it has important implications for genetic counseling.

Pe-016-2
Clinicogenetic study of FBXO7 in hereditary Parkinson’s disease

'Department of Neurology, Juntendo University School of Medicine, *Research
Institute for Diseases of Old Age, Graduate School of Medicine, Juntendo
University

OSilvio A. Conedera’, Yuanzhe Li', Kenya Nishioka', Hiroyo Yoshino?,
Takashi Matsushima!, Manabu Funayama'?, Nobutaka Hattori"

[Purpose] FBXO7 assigned to PARKI15 is detected from the patients with autosomal
recessive hereditary with young-onset Parkinson’s disease (PD) and extrapyramidal signs,
located in 22q12.3 (MIM#260300). Herein , we screened entire exons of FBXO7 to evaluate
the prevalence and clinical manifestations.

[Method] We enrolled 265 PD patients, defined the conditions as female: male=129: 136,
autosomal recessive PD: autosomal dominant PD: sporadic PD =104: 40: 121. Age at
sampling was 48.7 = 16.8 (n=262, range; 12-86y). Age at onset was 39.0+ 168 (n=265, 3-8ly).
Disease duration was 94 = 96 (n=262, 0-64y). All DNA was extracted from peripheral
blood with informed and consent, and assessed by Sanger method. We screened entire
exons in FBXO7 for the patients.

[Results] We could detect one patient, who was female and 22 years old, harboring ¢.1492C
> T, pR498X, manifested juvenile Parkinsonism since age of 17 years old, with good
response for levodopa. Her grandfather was typical PD and died at 65 years old. His clinical
details remains unknown. The heredity form of this pedigree was autosomal recessive type.
[Conclusion] The pathogenic mutation in FBXO7 seems to be rarely detected. The patients
clinically have prominent features such as young onset parkinsonism and extrapyramidal
sign deriving from ARPD pedigrees, similar with the patients of parkin gene or PINKI.
Further studies are need to clarify the clinical or molecular characteristics of FBXO7.
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Pe-016-3
Clinical sequence using a hereditary disease panel

Department of Neurology, Graduate School of Medicine, The University of Tokyo
ONaoko Sato, Hiroyuki Ishiura, Jun Mitsui, Jun Goto, Shoji Tsuji

Introduction: Next generation sequencing (NGS) has been applied for clinical
sequencing for molecular diagnosis of diseases with Mendelian trait. Exome
sequencing employs enrichment exonic sequences of all the genes on human
genome followed by NGS, exonic sequences of only causative genes are enriched
followed by NGS. Objective: We evaluated the efficacy of clinical sequencing
employing target resequencing designed for a panel of genetic diseases. Methods:
The subjects were 6 patients, including 2 with neuropathy, 2 with myopathy, one
with spinocerebellar degeneration, and one with dystonia. As an enrichment
protocol, we used TruSight One sequencing panel (Illumina) for sequencing the
exon regions of 4,813 clinically relevant genes. Massively parallel sequencing was
achieved using a Miseq (Illumina, 150 bp paired end) sequencer. Results: At least 4
days were required to prepare each library, and 2 days for sequencing. The mean
coverage was 69.6 (4838-100.5) per run, and 884 % (80.6-94.4) of the target bases
were covered by at least 20-fold. We identified a known heterozygous mutation in
the FKTN gene (p.R1797T) in the dilated cardiomyopathy patient, and polymerase
chain reaction analysis further revealed a 3kb insertion which was known as a
pathogenic mutation. The molecular diagnosis remained undetermined in the
other 5 patients Conclusion: Target resequencing employing a panel of genetic
diseases enabled rapid molecular diagnosis. Detailed comparison between exome
sequencing and target resequencing is needed to determine the efficacy and
utility for clinical sequencing.

Pe-016-4
Comprehensive targeted resequencing analysis in Japanese ALS patients

"Department of Neurology, Tohoku University School of Medicine, “Department
of Medical Genetics, Tohoku University School of Medicine

OAyumi Nishiyama'?, Masaaki Kato T etsuya Niihori?, Naoki Suzukil,
Hitoshi Warita’, Rumiko [zumi'?, Yoko Aoki?, Masashi Aoki!

Background: Amyotrophic lateral sclerosis (ALS) is an adult-onset progressive
neurodegenerative disorder characterized by selective loss of motor neurons.
Approximately 10% of ALS is classified as familial (FALS) and the remaining 90%
are considered as sporadic cases (SALS). More than 20 causative FALS genes
have been identified, but comprehensive gene analysis is not fully done. Purpose:
To clarify the frequency and the contributions of genetic variants in genetically
undiagnosed cases of Japanese ALS patients using a next generation sequencer.
Methods: 49 Japanese FALS patients and 10 SALS were included. We selected 35
known causative or candidate ALS-linked genes. We made a fragment library
using the HaloPlex target enrichment system and performed targeted
resequencing on an Illumina Miseq platform. Identified mutations were validated
by Sanger sequencing. Results: Known causative mutations were identified in 7
FALS patients (16%). Conclusions: Known causative genes in 7 patients of
genetically undiagnosed FALS patients were identified by targeted resequencing
analysis. We will perform the additional genetic analysis such as whole-exome
sequencing for remaining undiagnosed ALS cases.

Pe-017-1
First Report of Two Brothers with Panay Ancestry with Mohr-Traenbjaerg
Syndrome

ISt. Luke’s Medical Center, Philippines, “University of Lubeck, Germany
OJohanna Melissa G. Penamora- Destriza’, Raymond L. Rosales’,
Aloysius Domingo?, Christine Klein

Dystonia syndromes have a remarkable degree of phenotypic variability with
frequent overlap among different syndromes. Among the inherited dystonia
syndromes, two X-linked recessive syndromes are of notable interest: the endemic
Sex-linked Dystonia Parkinsonism (XDP, DY T3, Lubag) of Panay, and the Mohr-
Traenbjaerg Syndrome (M TS, or Deafness-dystonia-optic neuronopathy, DDON).
XDP is endemic in the Panay Islands, Philippines, while MTS is a rarer condition,
and has not been documented among Filipinos before. Both conditions present
with dystonia, but additional neurologic manifestations such as deafness, optic
atrophy, and cognitive decline are seen in MTS patients. We report for the first
time 2 Filipino brothers with ancestors from Panay who presented with dystonia,
along with deafness and other neurologic features of MTS. Diagnosis was
supported by genetic testing. Identification of these patients would give way to
early and regular surveillance, and to opportunities in research.
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Pe-017-2
BIN1 Induces AD related Brain atrophy and abnormal glucose metabolisms in
ADNI

!Qingdao Municipal Hospital, Nanjing Medical University, 2Qingdao Municipal
Hospital, School of Medicine, Qingdao Umversny
OHui-fu Wang?, Jin-tai Yu'?, Lan Tan'?

Purpose:The bridging integrator 1 (BIN1) gene has recently been identified as the most
important risk locus for Alzheimer’s disease (AD) by several large genome-wide association
studies (GWAS) after APOE. Here we tested the role of BIN1 genotypes in AD-related
brain atrophy, abnormal glucose and [ -amyloid (A ) metabolisms with neuroimaging
methods to clarify the possible pathogenic pathway that BINI induces AD in human.
Methods: We included a total of 1308 individuals with BIN1 genotypes from the ADNI
dataset. We mainly evaluated the impact of the validated locus in GWAS on the regional
atrophy of hippocampal, middle temporal, entorhinal, posterior cingulate and precuneus on
MRI, glucose and A f metabolisms on PET in cognitively normal, mild cognitive
impairment and AD cohorts.

Results:BINT (rs17014923, rs10194375 and rs6743470) were strongly associated with the
hippocampal atrophy, and rs744373 and rs10194375 were linked to thickness of middle
temporal gyrus, as well as several SNPs (rs4663098, rs17014923, rs6743470 and rs13426725)
were correlated to the cortical atrophy of posterior cingulate and precuneus in the MRI
analysis. Furthermore, we found rs4663098 significantly altered the metabolic rate of
glucose in temporal lobe in FDG-PET test.

Conclusions: The study indicate that BINI is involved in the neural degeneration of
hippocampal, middle temporal, posterior cingulate and precuneus, and also influences the
metabolism of glucose in temporal lobe throughout AD process. Our study provided the
vital evidence for the correlation between BIN1 and AD at the neuroimaging level.

Pe-017-3
The expression of axonal growth inhibitors in the peri-infarct area in rat brain

!Juntendo University School of Medicine, Juntendo Umver51ty Urayasu Hospital
OXKenichiro Hira', Yuji Ueno', Ryota Tanaka', Takuma Kuroki!,
Yoshiaki Shimada', Kazuo Yamashiro!, Takao Urabe?,

Nobutaka Hattori*

Purpose

Axonal regeneration is critical to repair damaged tissue after cerebral ischemia, and is
associated with recovery from functional impairment.The present study investigated the
expression of semaphorin 3A and nogo-A in the cortical peri-infarct area after stroke in rat
brain.

Methods

Rats were subjected to permanent middle cerebral artery occlusion (MCAO), and sacrificed
at 3,7, 14, 28 days after MCAO. Peri-infarct area was defined as 300 4 m distance from the
infarction. Immunohistochemical analyses were performed to assess the expression of
semaphorin 3A and nogo-A in the cortical peri-infarct area.

Results

Semaphorin 3A™ and nogo-A™ cells were found in the cortical peri-infarct area. Number of
semaphorin 3A" cells in sham-operated rats and 3 and 28 days after MCAO were 38+ 11, 65
+28, and 82+ 7. Number of Nogo-A™ cells in sham-operated rats, and 14 and 28 days after
MCAOQO were 51 2, 77 +5, and 166 £ 6. Semaphorin 3A was co-localized to MAP-2 and SMI-
32, markers of neuron, while Nogo-A was co-localized to GFAP, a marker of astrocyte.
Conclusions

Stroke induces semaphorin 3A and Nogo-A in the cortical peri-infarct area. It is suggested
that semaphorin 3A and Nogo-A may regulate axonal remodeling after stroke.

Pe-017-4
Mesenchymal stem cells protect the blood spinal cord barrier after injury

"Department of Neurology, Sapporo Medical University School of Medicine, “Department
of Neural Regenerative Medicine, Research Institute for Frontier Medicine, Sapporo
Medical University School of Medicine, *Department of Neurology, Yale University School
of Medicine

OTakashi Matsushlta Karen Lankford®, Edgardo Arroyo

Masanori Sasaki®®, Osamu Honmou??, Jeffery Kocsis®,

Shun Shimohama'

Objective: Intravenous infusion of mesenchymal stem cells (MSCs) has been shown to reduce the
severity of experimental spinal cord injury (SCI), but mechanisms for this therapeutic effect are
not fully understood. One important consequence of SCI is damage to the microvasculature and
disruption of the blood spinal cord barrier (BSCB).

Methods: In the present study we induced a contusive SCI at T9 in the rat (n= 83) and studied
the effects of intravenous MSC infusion on BSCB permeability, the microarchitecture of the
neurovascular unit and functional outcome over 10 weeks.

Results: Intravenously delivered MSCs could not be identified in the spinal cord, but distributed
primarily to the lungs. Spatial and temporal changes in BSCB integrity were assessed by
intravenous infusions of Evans blue (EvB) with in vivo and ex vivo optical imaging and
spectrophotometric quantitation of EvB leakage into the parenchyma. SCI resulted in prolonged
BSCB leakage that was most severe at the impact site but disseminated extensively rostral and
caudal to the lesion over 6 weeks. Contused spinal cords also showed an increase in vessel size,
reduced vessel number, dissociation of pericytes from microvessels. In MSC treated rats BSCB
leakage was reduced and the rats showed greater functional improvement.

Conclusion: These results suggest that intravenously delivered MSCs have important effects on
reducing BSCB leakage which could contribute to their therapeutic effects.
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Pe-018-1
Cliniogenetic study of CADASIL pedigrees with notch3 mutation

!Department of Neurology, Jutendo University School of Medicine, >Research
Institute for Diseases of Old Age, Graduate School of Medicine, Juntendo
University, °Department of Diagnosis, Prevention and Treatment of Dementia,
Graduate School of Medicine

(OTakashi Matsusihma', Kenya Nishioka!, Kazuo Yamashiro',
Yuanzhe Li', Yoshiaki Shimada', Hiroyo Yoshino?,

Manabu Funayama ™, Ryota Tanaka', Yumiko Motoi'?,

Nobutaka Hattori'?

[Purpose] Cerebral arteriopathy with subcortical infarcts and leukoencephalopathy (CADASIL) is an autosomal
dominant disorder of the small vessels of brain (OMIN#125310). The causative gene is notch3 located on 19pl3.
Herein, we aim to evaluate the phenotype and genotype of cases defined clinically and genetically CADASIL.
[Method] We enrolled 11 patients clinically defined as CADASIL, and screened entire exons 2-33 of notch3 by Sanger
method. Clinical features also were examined by the categories such as; cognitive dysfunction, depression, migraine,
symptoms of stroke, varicose. Each patient received the radiological examination of brain MRI and MRA.
[Results] We detected four patients with notch3 mutations; c485G> A (p.C162Y), 635G > A (p.C212Y), c457C>T
(pR153C), and ¢619C>T (pR207C). pR207C is a novel mutation. All four mutations exist in exond, seemed to be a hot
spot region. The prevalence is 364% (4/11) among the patients clinically diagnosed CADASIL. Age at onset is 51.8 £
174 (£SD), range 27-64. The age at onset of two patients is over 55 years old. Symptom at onset is heterogeneous
such as vertigo, depression, dysarthria. All MRI findings showed severe leukoariosis in subcortical region. Only two
patients had familial history of stroke.

[Conclusion] We detected four CADASIL patients. This gene mutation is one of critical mutation to cause hereditary
cerebral infarction, but the clinical features are heterogeneous. Further study need to collect more samples, and to
evaluate clinical manifestations and reliable therapies.

Pe-018-2
Consideration of issues related to pre- and post- genetic test for CADASIL

Department of Neurology, Kyoto Prefectural University of Medicine
Olkuko Mizuta, Mao Mukai, Akiko Watanabe, Ai Hamano,
Tomoyuki Ohara, Tomokatsu Yoshida, Toshiki Mizuno

Purpose: CADASIL (cerebral autosomal dominant arteriopathy with subcortical infarcts
and leukoencephalopathy), caused by NOTCHS3 mutation, is most frequent in hereditary
cerebral small vessel diseases. Diagnosis of CADASIL is confirmed by a genetic test or a
skin biopsy. For improvement in genetic testing, we considered issues related to pre- and
post- genetic test for CADASIL.

Methods: Informed consent was obtained from each individual, and approval for the study
was obtained from the University Research Ethics Committees. We reviewed questions
from requesting physicians about pre- and post- genetic test.

Results: Of 280 cases consulted, 87 (31%) cases had causative NOTCHS3 mutations.
Sometimes, asymptomatic cases with white matter lesion, or symptomatic cases with
dementia or depression were consulted for a genetic testing. In such cases, more cautious
explanation should be necessary before testing.

After sending the report, especially in genetically confirmed case, some physicians asked
how to explain the result to the patient, how to reply to the family members wishing
preclinical genetic test, or how to treat in the future. To overcome these issues, we discuss
with the physician about the adaptation for genetic tests in pre-testing, if necessary.
Moreover, we report the result along with our consensus thinking to reply the frequently
asked questions in post-testing.

Conclusion: We introduced our way in pre- and post- genetic testing for CADASIL.
Continuous effort to inform exact meaning of genetic testing is necessary.

Pe-018-3
Clinical features of patients in 2 Chinese families with CADASIL

The Department of Neurology, Fu Xing Hospital , Capital Medical University
ORong Xiong, Han Zhao, Yu Tang, Guang Huang

Purpose: In order to improve the awareness of the manifestations of the
CADASIL, we analyzed those clinical symptoms in 2 CADASIL families.
Methods: CADASIL was diagnosed by the investigation of NOTCH3 gene
mutation in the 2 index cases. The clinical data of these 2 cases and their family
members were collected, and the clinical and imaging manifestations were
analyzed on the bases of the literature that had been reported.

Results: Of the 25 persons, 13 were classified as clinical suspected patients, who
presented one or more of the disease related neurological symptoms. All of them
showed no common risk factors for stroke. The onset age of the disease ranged
from 15 to 59 year old. The main symptoms were migraine, recurrent ischemic
manifestation. The mood disturbances and cognitive impairment were developed
in some patients.

Conclusion: The onset age of the disease of our patients is early to that of
caucasian patients. Migraine may be the early symptoms as well. The positive
GOM of biopsy in skin and the gene mutation are significance in the diagnosis of
CADASIL.

Pe-0184
Hereditary Diffuse Leukoencephalopathy with Spheroids: A Hidden Culprit

'Department of Clinical Neuroscience, Institute of Health Biosciences, Graduate
School of Medicine, University of Tokushima, 2 Department of Neurology,
Graduate School of Medicine, Kyoto University

OSeiji Kaji'?, Toshitaka Kawarai', Ryosuke Oki', Yusuke Osaki',
Ryosuke Miyamoto!, Wataru Sako!, Yuishin Izumi', Ryuji Kaji'

Background: Hereditary diffuse leukoencephalopathy with spheroids (HDLS) is an autosomal
dominant disorder caused by mutation in colony-stimulating factor 1 receptor (CSFIR) gene. Diffuse
leukoencephalopathy (DL) in the presence of early-onset dementia is sometimes attributable to HDLS.
Method: CSFIR exons 12-20 were sequenced in 10 unrelated families (including 12 cases) presenting
cryptogenic DL. The presence of pyramidal signs, cognitive impairment and cortical dysfunction as
well as brain MRI was assessed in all cases.

Result: CSFIR mutation was identified in 4 families (including 6 cases). Two families carried the same
novel mutation, R782G, one family carried another novel mutation, G589R, and the other family carried
the known mutation, A823V. Founder effect was not suggested by haplotype analysis between the
families carrying R782G. Two elderly cases (60 and 67 years old) carrying R782G were asymptomatic
with normal cognitive function. Somatic mosaicism was not confirmed in 2 asymptomatic carriers. All
carriers showed pyramidal signs (abnormal reflex or hyperreflexia) and corpus callosum atrophy. In
contrast, among DL cases without CSFIR mutation, only one (17%) exhibited corpus callosum atrophy.
DL characterized by hyper-intensity in DWI and hypo-intensity in ADC was observed in 3 (50%) and 2
(33%) cases with and without mutation, respectively.

Conclusion: Two elderly asymptomatic cases disclosed the novel mutation. Mutational analysis of
CSFIR should be indicated when DL is accompanied by corpus callosum atrophy, otherwise we may
overlook the hidden culprit.

Pe-019-1
Reduced activation of motion perception networks in primary dystonia

!Center for Neurosciences, The Feinstein Institute for Medical Research, “Department of
Clinical Neuroscience, Tokushima University

OKoji Fujita"?, Wataru Sako'?, An Vo', Aziz Ulug',

David Eidelberg!

Purpose: Although sensory processing abnormality has been suggested in dystonia, its
neural basis has remained unknown. Here we demonstrate discrete involvement of
non-motor networks in primary dystonia. Methods: Fifteen healthy subjects
underwent fMRI perceiving "natural” vs. "unnatural” (according to "the 2/3 power
law") target motion. We used a within-subject spatial covariance algorithm to identify
networks characterized by consistent changes in subject expression across
experimental conditions. In the normal derivation sample, expression values were
computed separately for the "natural’ and "unnatural” conditions. Pattern expression
was then prospectively computed in dystonia subjects (DYTI, 10; sporadic, 13).
Between-condition differences in pattern expression were compared across the three
groups. Relationship of network expression to microstructural integrity was examined
using diffusion tensor imaging. Results: A significant pattern was identified in the
healthy subjects, with greater expression during "natural’ motion perception. The
network was characterized by increasing activity in the right superior parietal cortex,
the left superior/medial frontal and temporal regions, and the right cerebellum.
Differences in network activity between task conditions were smaller for dystonia
relative to healthy subjects. Network expression values for the dystonia subjects
correlated with loss of microstructural integrity in cerebello-thalamo-cortical
projection pathways. Conclusions: Consistent abnormalities of perception-related
circuits were observed in primary dystonia.

Pe-019-2
For effective utlization of DaT-SPECT with 123l-ioflupane in clinical practice

Kameda Medical Center, Division of Neurology

OHidehiro Shibayama, Kentaro Tokumoto, Etsuko Fujisawa,
Hajime Yano, Yuki Yamamoto, Kazue Tajima, Fumiaki Katada,
Susumu Sato, Toshio Fukutake

Backgrounds Effective utilization of DaT-SPECT with **TLioflupane (DSI) in
clinical practice has not been discussed in Japan after its approval for public use.
Patients and Methods Medical records of patients who had taken DSI from March
to November '14 were retrospectively analyzed about reasons of its ordering, its
results, MIBG data if available, and latest clinical diagnosis. Evaluation of DSI was
perfomed visually based on Food & Drug Administration precribing information.
Results Fifty-one (male 21, female 30) patients have taken DSI Numbers of
patients who showed decreased striatal uptake/total patients taken DSI in each
diagnosis were as follows; 27/27 in Parkinson's disease (PD), 4/4 Lewy body
dementia, 3/3 progressive supranuclear palsy, 2/3 suspected early PD, 2/2
corticobasal syndrome, 2/2 multiple system atrophy, 1/2 vascular parkinsonism,
1/2 idiopathic REM sleep behavior disorder (iRBD) , 0/2 drug-induced
parkinsonism (DIP), 1/1 orthostatic hypotension, 0/1 essential tremor (ET), 0/1
normal pressure hydrocephalus (NPH), 0/1 depression. In PD, 5/14 patients had
disclosed preserved H/M ratio (=20 in late phase) in MIBG study.

Conclusions As described, DSI is useful in differentiating organic damage to
striatonigral system from mimicking parkinsonian disorders including ET under
restriction of poor discrimination among various organic parkinsonian disorders.
Our data suggest probable efficiency of DSI in evaluation of suspected DIP, NPH
sometimes mimicking parkinsonism, iRBD frequently progressing into
synucleinopathy, and depression occasionally preceding PD.
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Pe-019-3
Regional accumulation of [C-11]PiB and [F-18]FDG in subtype of Lewy body
disease

'Department of Neuro-pathophysiological imaging, Graduate School of Medicine, Nippon Medical School, “Research
Team for Neuroimaging, Tokyo Metropolitan Institute of Gerontology, *Department of Radiological Technology,
Faculty of Health Sciences, Hokkaido University of Science, “Department of Neurological Science, Graduate School
of Medicine, Nippon Medical School )

OMasahiro Mishina™*, Ken Ishif*, Kiichi Ishiwata’, Muneyuki Sakata®, Jun Toyohara®,

Keiichi Ode®®, Kazumi Kimura

Objective

PET radiopharmaceuticals to image A § were developed, and "Clabeled Pittsburgh Compound B ("C-PiB) s spread rapidly to academic centers
worlduwide for studies of Alzheimer's disease (AD),"C-PIB PET i the patients with Lewy body disease (LBD) have not had consistent resuls. I this
study, we investigate regional difference of brain A f accumulation between in subtype of LBD and in AD.

Methods

We recruited 26 normal controls (NR), 33 AD, 4 dementia with Lewy body common form (DLBc), 3 dementia with Lewy body pure form (DLBp), 5
pure autonomic falre (PAF) and 3 Parkinson's disease without dementia (PD). "C-PIB PET images were coregistered to the "F-FDG PET of each
subject. Two PET images were corrected for partial volume effect (PVC) with MRI three-dimensional spoiled gradient-recalled echo. We also placed
the VOIsin F-FDG PET images hefore PVC using Automated Anatomical Labeling,and the VOIs were also appied in "C-PiB and "F-FDG PET
images after PVC. The value of VOIS wes corrected for individual differences in uptake by proportional scaling using the cerebellar VOI value (=
SUVR). Group differences in SUVR of "'C-PiB and "F-FDG PET were examined using Kruskal-Walls test with Steel-Dwass post hac test (fr
comparisons involving 6 groups) and with Steel test (for comparisons between NR and the other groups)

Results

Regional "'C-PIB uptake of DLBc was similr to that of AD, and that there was no area with distinctive “C-PiB uptake n the patients with DLB.
Conclusion

There was no area with significant A § accumulation in the LBD groups other than DLBc.
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Pe-019-4
Oscillation changes in the STN of Parkinson’s disease during antisaccade errors

! Department of Neurology, University of Tokyo Hospital, ?Toronto Western
Hospital, University of Toronto

OAkihiro Yugeta'?, William D. Hutchison?, Robert Chen?

The basal ganglia are involved in response selection. We have shown the saccade-
related beta-band desynchronization (beta-SRD) in the subthalamic nucleus (STN)
in Parkinson's disease (PD). Antisaccades require inhibition of saccades towards
the visual cue and an initiation of voluntary saccades away from the visual cue. We
hypothesize that beta-SRDs are involved in voluntary saccades and predict that
beta-SRDs would be deficient during antisaccade errors. To investigate this, we
studied beta-SRDs in the STN of PD patients during successful antisaccades and
error trials. Twenty PD patients performed an antisaccade task 1 to 3 days after
surgery with local field potential recording from the STN via externalized leads.
Electrooculography was used to record saccades. We analyzed the wavelet power
spectrum averaged on saccade onset. The error rate of the antisaccade task was
345%. Latencies of saccades were longer during successful antisaccades (426.9
+ 774 ms[mean * SDJ) than during errors (3129 + 87.2 ms; p<<0.01). Beta-SRDs
were observed more often during successful (27 of 34 STN) than during error (7 of
34 STN; p<<0.01) trials. Onsets of beta-SRDs from the saccade onset were earlier
for successful (-180.5 = 1659 ms) than error (-764 * 279.1 ms) trials but the
differences were not significant (p=0.25). Beta-SRDs were sustained for longer
during successful (5289 *+ 205.7 ms) than error (3745 * 264.3 ms; p=0.03) trials.
These results suggest that beta-SRDs play a role in the suppression of unwanted
saccades and in the successful execution of antisaccades.
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Apixaban Safety Surveillance: Japanese Patients with NVAF and Prior

Stroke/TIA
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Purpose: To estimate the incidence of treatment-related adverse events (AEs) and
unexpected AEs, characterize bleeding events and assess risk factors of bleeding, and
identify baseline variables that may be associated with adverse outcomes in a post-
marketing surveillance (PMS) study of apixaban in patients with nonvalvular atrial
fibrillation (NVAF) in a subpopulation with prior stroke or transient ischemic attack (TTA).
Methods: In accordance with Japanese good post-marketing study practice, a prospective,
non-interventional, regulatory, PMS study is being conducted for apixaban, a new
medication for reducing the risk of ischemic stroke or systemic embolism in patients with
NVAF. Patients with NVAF receiving apixaban will be observed up to 104 weeks. A
subanalysis will examine safety outcomes and clinical characteristics in the secondary
prevention population (those with prior stroke or TIA).

Results: 6451 patients with NVAF were enrolled. 58.9% were male; mean age was 74.5*
10.1 years; 56.8% were prescribed apixaban 50 mg BID at registration. As of October 1,
2014, 1521 total patients have completed the 3-month observation.

Conclusions: Results of the interim data analysis in patients with prior stroke or TIA will be
presented.
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Mt L7z DREE] 4Rl 1B, VA2 77 27 4 — ISl CHE R ZITRD o
7z, tPAFE G- HINIHSSH LB 1 PR CH I < (Pﬁf 7.0 N# 115, p<005), 5
HED S PATR G- B E COMRT (47) EPEECRWEmA R Sz (PHE 1647 1 N
¥ 136.3, p=0.09). Hml‘lﬂié\f#filiﬁﬁ'@ﬁﬁy)&ﬁ‘o 7z FtPATR G T 424
[RE ] AN O MR K BT I PRE CH S S Ao 72 (PHE 286% © N#E 59%, OR
6.4, 95%CI 1.01-40.25, p=0.048). [#&# ] ZEEFATZE CIXtPAT G T R ICHRE
KABES BHIAL SR ET 5. (PARS BG4 LI I35 & LT o

PUMARTGFIITER 2 RE L STV LA, D) R 7 5370 % Wi ZE 6] ©
TR S PUAR IR 2 BIG T 2 R& D, SHROMHPLETH 5.

P-056-1
MCIRUADD/NA ¥ —H— &L TDIRA F L HAMET IV T I 2 DikEd

KB AR B4R - HHERE
OWAE—, IGH#HEZ, 1I5EE, =ARED, FhEeE

[H19] ez XF0E, TN A Y —IHADBEZEOT LTI vk, ApLiEaLIC
K, ZORRMPTIVT I P ABBEGERP D% b T E 25/ LIE L7
F7o, REELTIED 205, BEERARREREEEMC)OER T b EEERINEA
FT5IEDGHhoTwAH,. MCIRADEBFHOMICIE, ABMEHELI-EAK AR
B 5N, TOFIIECuRZn s E2Mli D &8 % { & F 4 (Journal of the
Neurological Sciences 158: 47-52: 1998) Cu’i’aniAﬁ B S, MR R R
724 % (Br ] Pharmacol. 163: 211-219: 2011) Z & 2S5 s hTwb. 72, 7
73 IFCukfEA L’i’?‘b‘}ilﬁl“(ﬁ% PlEA s, MCIRADEH TIXIERR ﬁl]JE
FZHART VT I 2 HCul i LIS WREBIZ 2o TH Y, 207HCuz sy

72A B L DKEEDNT 3?‘¥§Aﬁ<iﬁ‘dﬁ’} L, ZOMEFREA B KU Cuns AL ‘”i ”)
LMEEMEE ST 5 EGEL, $lA4 4 Y EMATEAIERT VT I v ORI
ET D HET, BERMEEL 7V < —FIEAEY, JERRAVER: & ERIT
& D P D CREITRY L AREE L 72

[J5] RH sBE & 472 1461 0 FBAIE % A7 & 2 WAl % (Control), 22610
PIBFIEMCLE#, 2661DOPIBFmEADES 20 R M 2 $RHCL, $ 1 4+ > i

PETNT I v ORERERRE L, —ICECE UG I OB A8 BRI 1 T L 7z,
(5 5] SBERTICAEMD, MEMOEIHO R, o7z F72, A+ BT VT3

ViR, Control>MCI>ADDJET, KT LT/
[fam] Mg A 4 > BAE T V73 2 1d, MClI(due to AD)R USADD/N A F < —
T =27 BT HENED D B

P-056-2

WERAIC S BMEBES S UMM/ A 47 —H—ORH
BT BHEPI R X

OffH 5 A % PRI, ARG, Stk

[E/] s BRI B 2 IEMICSE) B L N1 +~—n—%HEL, &
Wiz B 2 HEICOWTHRE L7z [53] FRI84ELH LH A 5 FHi264E11 H
30H F Tlz %’.ﬂ%%%%@ L 7283810461 (7 V7 A < —J§(AD) 10%, WERERRAN
[ E=(MCT) 561, FhZEimtE MR BILEL2E, 7$—F > V1061, £ RMEMEI
), HEATPERZ 1 Iilwﬁ 61, FH/NINZ ORI, 1 KEEREA, SRR LAE
461, ZOfh3sEl) (Zxf LT, CSFi & UI4EZ FRILL, CSF A 140, A §1-42,
total tau, ') Y ER{btau, a-synuclein& M4EA £1-40, A f1-42, a-synuclein il
L7z [#4%] AD3 L UMCITIXCSF total tau, ') > Efltau, A B1-40/A 142

3 TH - 72, CSF A f1-40/A B 1421 TIZAD 207 £759, MCI 1878 +
614, ZOMOMFEHEL027+276Td 1), CSF total tauTIZAD 862274, MCI
532+187, ZOf1409+613(pg/mL), CSF V) > EzfbtauTIZAD 95.14 2999, MCI
66.18 2094, = D1h36.14 +17.35(pg/mL), AD Index (=CSF total taux A f 1-
40/A f1-42) TIZAD 1.865+098, MCI 1.085+0.693, £ OM0451 0737 Td -
72 [iaR] BRI N A+~ — 7 —1ZADB L UMCIOZIHCEH TH - 72

o
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P-056-3
BEIHEEONAAY—H—ELTOMEE % 3 > DIEOHAM

UENASE AR, BRI SRR
OFBM IR, MkiE—2 Rkhr?

[Hi] 34, 7 g~—3 (AD) BEolihY s 3 »D (VD) O AR
BENTWD, Al ADORIERER & S 2R MEE (MCD HF Old
VDEAMCIZIT D /3 A4 *7 H—L LTHMTH A% mat Lz (] 4k
DIFEEHETREG, Y2 ZH L2MCIEH4A% (Bk24%, «ik25%), AD
H188% (H 7444, 441&11444) B OEH 4% (BIk274, Wik224) % x4
L LCii25 (OH) VDsfii e 11,25 (OH) »2VDsfiik 7 ¥4 4 A/ 7 vt 4 $Till
E L7z HIZADBC DWW TIEMMSE A O 712 X ) BRI, &R w5 oo 3B
AL L THIMPVDAE % lLBigat Lz, [#PR] Mil25 (OH) VDsfid sttt
NTMCIFECHERILT (p<0.001) 25380 S, By -7z F 2@ g~
FREEEEADRECIIEFTE M L 222, B R EEADEECIEMCIFEZ A TH
BRI (p<005) A5FED S, 1, 1MiEL25 (OH) 2VDafEIE & HERM, Fich
THEZIEO SN2 h o2, [#5] 125 (0H) VD3O IEHHEIF25 (OH) VD3
DIEEMOFIL/1000TH 5. - T25 (OH) VDsIEDILTFIE, 125 (OH) VD5l
DOEALE L TR N 28, 113525 (OH) VD3O F ASMCIOZ Wi /N A 4~ —
K=t LTHERTH A EAREE NI,
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HDTNIRZZEICH T ZEFEHEEIRZE, Memory Impairment Screen, Mini-
CogDH#k

VHT ST T R e R, P R F R > v — R, P E
FEHFIEL Y 5 —b a)t:wc vH -

ONllaEm!, =Wf4? wr =

[H&) H% 2 TldMini-Mental State ExaminationMMSE) T 5, Eii§ 2 kA L kv
ONERTH L. SIS RHRETH 5 REHEEHRECDT), Memory Impairment Screen
(MIS), Mini-Cogh P L CHEMR T 5. [iE] 5FEE OIMRIZ2011/10/20~2014/2/2012 %%
L7166 % R & Lz, BIIIERO b OEIRIBLEIL L 20 v 77 L v ALTR
MPEEN, T=F R=ABRINLH/GPS, BELREY, BERMEEMCD, B
“iﬁu MMSE i b O VIR CRRGELC &) i SR 2 FIH, MiniCogD 34
PR IXMMSEDRE R 2RI, CDT & MISIZF#E AWK CTERL 72. CDTIXMoCADTR 2K
(H THRAL, MISHFEZEICEAEEITRENTB ST, A @), HhCR), KL,
TN T(AR=D)DAHEFEICCER L 72, %, BERRRE, %E%ﬂﬁﬁﬂ)%ffﬁﬁﬁﬁ%mt@m
Kruskal-Wallis# 7€ & # % H5E & L TGames-Howellk 7€ (2 THIT L, SHAEO#IIEICH L T
Receiver Operating Characteristicli#fi % ER%, &1 - #FREFSM L2 [#HF] CDT, MIS,
Mini-Cog Dt RIEMMSED# R & A E A MM %320, MMSED# RIS, MCL ZAECTH
BERBOIH, CDT, MIS, Mini-CogDfiH1E, fH & MAE, MCIL 2 %ﬂf’f@&ﬁ ER
btz HF L BAEOERE, MMSETAUC=987, =975, 455t/=923, CDTTAUC=
772, EEE=TT5, BREEE=636, MISTAUC=894, =666, 5:#E=1000, Mini-CogTAUC
=829, [KJE=825, HERE=833ThH o7z, H LMCIHFOEIE, MMSETAUC=853, &&=
733, FEEREE=846, CDTTAUC=625, [&fH=625, HFEE=636, MISTAUC=784, /&=
H§5LE=545, Mini-CogCAUC=811, [&¥=789, FRE=833Th-7-. [#m] SHOMHT
1E, BHEDP SMCL dementialf % 515 % 2o O 2t & LT, MIS, Mini-CogAsFZE 12
BhTwr.
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LUBRICH T BN TV v NhR%E AV /Z=MMSE EHDS-RO LB 85T

ARG BARBERAEPIEL RIS bR
OilrHAao D!, Hel ', ! ,(&#1R(DFKI,E$$$1,%£E§EI,
AL R A LTS R e

[EH 9] #%3F, Mini-mental State Examination (MMSE) & 25T 4011541 5 A1 pE T
filiA 7 — V(HDS-R) & % AW AT ) N A 7)) v FASE R LDoDd 555, WiHD
BEUCTRHEDSS A SN BB S\, SIS HETliE O Mo i L, WHEHT6
HULOTHED A SN LIEGIOME 2179 L&A HIYL L7z,

(7] Lkzom@E ok (—iAKB % &) BET, 20134E108 2> 5201448
HETINA 7Y v FiE W TMMSE & HDS-R% F2ii L 7264661 (F283%1, %«
36361, FH783m) wME L7, ZOMIMICEB L CHEEInMAE LBTIES
OWIHANTOLRNH O mifiE vz,

[#5 4]

64661 D FIMMSEIF21 24, FHHDS-RIZ198:5TdH - 72, WA —{3HT
Ho72DIFR2BITH Y, MMSEDE LD T A% WFIASTTHI & WAz - 7.
MMSE & HDS-RO #5126 51 UL E D72 A & N7 AEGI 2580618 ), MMSED J A%
EOBIATEBITH - 72, BAKIZ1265 7254261 (Z O d THDS-RIE D Ji 3% &
Mo 7zDIEEH), 7572061, 8B, 10875260, 11 MEIBICTH -7z 55Tk
HEFESOB > CIMMIM AT B 5 2 F D 7V v A ~ —RIGRMVE, MAFVERRAE, IE
FHEKEEE, L ¥ —/MEBIGRANE, FRIMEREIRNTIE, €4 3 YBI2RZJER &%
g < aEhcni,

[#55] MMSE D15 15 & HDS-RO 5 S TEHEA S 2 AEHIC L, IR - R
FEREREE - b7 7OV A ~ —RIGBAHE LN OB ETH 2Rk x LB L,
B BLENRD L ERDNL. SHIIHRHE LIETAFETHA.
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P-057-1
BHERBEICH T 5CSFIRERGM - 4G DRRAK - MNE &7 R ORE

URNGEIE AR A IS AR, ZEREH AR SR AR, SEMIRSEEE SR
BEVIRL, ) 0T - ISP, A A A

%ﬂ?’%ﬁ’%gﬂls AT BIFRYS, WML, SFHHELY

i HAE—

[Br] MR A 7 a4 P24 BIEHO F AR B NEHDLS) O 5 H 5
CSFIRZERTH B Z & HH S, HDLSIZ#IE TR & ) BT & 72 - 72
GHITMRINC C FVE S E 25 HERR S MHDLSA B b N7 JEFIZ DWW C, CSFIRZES:
[ PR B & OB RE O BRAR - I (57T L % Seiehiat L7z, [P & k] s
2011412 A %2 5 20144511 A\ CSFIRMAAKIAD ) - 72364 B (B 144, k22
%), AKBEICO FIGE A LITE O R IR AE 2 O ClEmE I L2 &
FEBTERFLEBI(F 164, w54, I imd21 = 1016%), ZEREMRE2ER(H
8%, w174, FIGEMSET £ 115M), TN ENOKRAEREISEH B X O
G RSEE OF ML AL, FHOMHEIZ OV CTHRET IS L7z, [RE]
[ T LA 4 CRAE L (B3 BE38.7 £ 10.87%, P& PERES0.8 + 15.1%: p<0.05), FAEA
O SR S TR % BT L Q2B PERE 35+ 364F, BEMERE78 894 p<
0.05). i FFE (5 C I3/ AR (B PERFO/ 1061, FEPE#EL10/2561: p<0.05)78 PR L=
Lo, ZOMOIEE THEE A2 o 72 T 5 7 3R 2 0 i
11/1161, B&MEREL13/236): p<0.05), MMRO SRS EREL0/116], FEERELL/24
Bl: p<O05) D G EREIC S 2o 7248, ZOMDIEH TEIE R ho 72 [ - ZE]
WO REAIERE B & OB R FLI2 % < O H THEEIC #2545 42> 72. HDLS®
SR - W2 5 XEEEZAS, HERFEIEOP THHEEIRE, FEFLYE
#, FLUIC o RE - BEE SO MBIB X OVNEEHR O KANZHDLS 7 X ) i
SR B EEZ LN

P-057-2
PR B DERRAVR Y

HRURF LR IR IR IREE At MR} .
Offie—iR, EHEY, FHS &A&, FREE, T AR

[BRY] fES) - 3 < A% 2 LIRE - #5612 S 2 Tld 4 VRS (Pure akinesia s LT
PA) & SNTEZIAHIERRE, #ITHAL BV (BUFPSP) o—Rfle L Cilnbh
LT EBHVEENT VDY, EENICIEL U —/MER R B ERE R £ 2 b &
APBRRIERBETH ), COBREIELTLOEE o Tl 4, BIRMICPAZ L
TRHEFMIZPSP LR SN — M A £ L0 T, PSPO—JiTldPure akinesia with gait
freezing (ML FPAGF) & LC, ZOERMFHAHRE Sz, ARG o B, PAORK
WAL PICTH2ETHS.

[J5E] 2002484 520144 F TO LR ABE A ORERPADEEDL L1061 (5 B H261) 12
DWTHEFRIMRET L7z, $7:PSPPAGF O & I L 72,

[ R] 106D FIFIEERNL6185E, DU RAE G T HIBEIASETH o 1o, Ll
R 2 F TS 2T A (N OFRANLRD 5k wh I (BT, Levodopaix
HAOFISELRD kv, BEPO—FTH -7z, 10610301, #% Evkmi kR
FOEBIRE D IAE P8 64 TR S 7z, BEEEMRUG B CTHAT S, sl o i
12461 CRR0 S N7z, BRILESPECT 461 CHifT S 4L, 9B CRITAED MG T 2520 &
iz, FIERSER B L, KREEEICBEEnEE S L OSBMEEI RO S &b o
7266109 5, SEICIREREENIFIERSELUNTIEF TH Y, F 723812 PSP-PAGF Ot
TOMREEZ 72 LTz 10609 b 2 E THBCRELZAI G T & 72ERNIE i
notz.

[#a] BRRAYICPADEEDNIERID ) H3BIT, SIEHR FII864: Tprobable PSPOH

JEHEZ 72 LTHB Y, Richardson type &tk L CHEITASEN - 72, PSP-PAGFOHE 123
1B BRRAEE T, Bl ESE DB L 22 L L ETw o, TKBERZLOT
HIUSHEDADOHBITOHE SN TLI VO TRV R EEZ BN,

P-057-3
TRIZESMA b KRN B B R ERENETE T 8 - 7EBI DERERZ M IS DL TORES

UNURESRAIRE RENIR, R BRI MR
OffiE !, MEBAL % BF FABE® =s<v? 4 i

& H iR

[H &) Koz B AL A2 M9E (Corticobasal degeneration; CBD) (RS 713 RS 72 51 & %\,
I CBD & B S N7=HER & f vy, CBDOBRRFZINC 31 2 BE IOV THRE & L7z
[J5#:] IREBWCBDOABI (FE#70~864%, TH9765%, FIRMMT~114E, FHI34E, MF=11)
% v, Mathew 5 (JNNP2012:83:405-410), Armstrong 5 (Neurology2013:80:496-503) 12 & V%
I8 S N7 R L ORIE % &, CBDOBKBIIER Tho/ 0, METH- 128 %
Wt L7z,

[55] BRI SCBDE SN70E% <, MFFERA ARSI T - 7230013,
Parkinson's disease with dementia; PDD, Normal pressure hydrocephalus; NPH, Progressive
supranuclear palsy; PSP & % 4 I S LT\ 72 Armstrong b O Wi#k# % v 5 & NPH,
PSPLFHT SN T, IEROLELENEZ L 21, 261& b FIERSFIZCBD L Bk
fi (probable corticobasal syndrome;CBS) #VAH &7z, MIBGLfE Y v F7 57 4 —TD
H/MHAE T2 5PDD & 1 S L7, L-dopa® UBHAZ L Ao 7278, BRIk
G LCwWhdro 7z, ATEIES TR L21601E, frontal behavioral-spatial syndrome FF%!
Thotts, RI2ERIHEMIMIERATHBL, possible CBS & BT IT & 17z, CBSHRK Wi
HEQIHADOH O, alien limb, cortical sensory deficitix, FEBHEDIZ A o7z, Mathew b D
Ak, BBk C2BIAN LT,

[# %] CBDOBERZ WX, HREORBBELITVARDS, B L TWCLEND Y,
Armstrong<°Mathew & O BRI M GRBBIZ P& E 2 872 LT AERNS o 1275,
Bt E Tl L Qv ido 7ER S o 72, CBDORERBING, HERSIIILED A TILHET
bY, HHESHOMEIELTHS.

55557 B (2015) 55 : S306

P-057-4
RHRIEXR Z £V, BRFEEZ 27 5 —HOREFIIRE

I%E%MEE%‘E#E##& vy — MENEL, CHEUREERGER L ¥ — Mt
B CHRA RS ER L ¥ — SRS ER, RS REE SRR
% — PETHE{$Z IR, “HnMEHRERER LY ¥ — BlE 7L Ny
Of BT, HH 62 SIS, AEgE, SamE!

I HE

(B8] 7 yng < -HEBRELNORRY, BEOFEENTIRMECS VA, BRI CRIKOBALEL, &
R 25 2—BAROLA T, B, BREKCELLOBBERT 2.

(] AT+ 2 AHE Y ERICEE, BH, WS SEL, BRRE TR OBRAED S N ERTH
(ko ftofl) AHEOHLMRE, HIERE GEHCT, BEMMRL RlEy v 774, PET), Rikidn L et
JCETHRELE. MUERCEAMRIZRIEL, RS L CUEROBEELEERERDRAL & b IHRLL.
[#4]

EFEORIEL % 2 DA TR TS %3 LI, FERMRIC CRBAEAL T b L& 2 SNATHESEH
PLEEG EkoBaEHaL:

- HIEHDSR IS8T L B R R LT

HIBEMMOE S F49213, HHTRITIRE TR E L KBS 12

< HifT A CIRRBMTOE T AHDSRMMSEIZ I L T Tho 12,
SHCRKEOER L Z 2 ONARERIZIFETH o220, IHCIHERSEL & b IRV ERLE. HlolfTrn
EAEL, BRL:RREE O MODGREGIER LT,

R L AERASATRED L. Bk T o TOARATHAR TARARL LR bRAERRIEED kDo 124,
2B CIRC-PIzsharp wavedSF0 HIEz, TARAENHRADEDHON, FETETVA,

[#8] B K 2 L2 BT A~ BONSELafat L. ~HOERCRE0ER LR 2207, Th
BAMRE L BT A RREOBRIGENS A WD D, SEMCEREEEE( RREOBK Y KE

Wb0i%
Dottt ek RIHEADEE L b ORI, SHHODRAOES L &b IRAERES L bk E— Tl kv
ROMERSRENT,

P-058-1
DATA X =3 > TEAWESRIREME (MSA-C) DIRSAFHAE TR DMHKET

W RR AR
OMSIAT, AT, ImET, SRR W%, RIRSI,
B X, BT, Kl %

[Hr9] 2RI D 7 7T b MSA-CIE/INEAE B AR 512 37> THEATS 525,
2 RN IED AP S A L %2 ), MRLE S B s oMl R i s
B9 %, MSA-CIZBWITMRLEDBMERORERE T L, P8I 2 b T AKR—
¥ —(DADA A= ¥ 7 LORIKT 25 MBI % Kl & oo B8 4 MG L MSA-P
LI 5.

[k % - J7E] W SIEMSA-CEH8% (REIRIIHIT-157.4 £ 384, MAHATIG -4
#i166.1 = 6.37%) K UMSA-PEHEAY (R P1545 = 114, BAHATR 44
5683 62m%). OMEHMIM & MRUIZ B 5 #ak O T2WIEE 58 L OUDATA
A =T ¥ 72 B Y 5 Specific Binding Ratio (SBR)fEILT & D R4R, @MRIFTH &
SBRAE & DBIFR % Mead L7z,

[#5]  MSA-CTIREBIMMAZE DRSS TIEDAT A A — ¥ v FdER &R
TS, 4~94F H OFEF TIESBRIEDICT 2R3 BI25% <, 134 H OFERITld
EFLTW —HMSAPIZBWTIISESFE TR T2 S 2 ThH D, B
Wi AT & ) BRI ORER TIEEEOMT 2 72072, MSA-CTIL R BIM 34 £ Tk
WEEIMIER I BT 1LRO T, 4~ TIHABIP3BITRE ZRBDz0Ixt L,
MSA-PTIZ34EH 2 5 &6 CTHRE % 78072, MRITREES AL 2 B &
SBRAEAL T o BT 2 FEIZIZIZ—3 LT,

[#%#]  MSACTIIHRDRFES EDATA A—Y ¥V OSBREDI T IXIFIT
FIEEICHB L, 2 OBIZMSA-PIZHA L ) T TH - 72

P-058-2
MR EKERAE & EITHER LSRR | DatscanDZRTERICOWVT

B R AT R e > 5 — - TR, 2B G AR
PR, S O SRRV R IR A BRI AR, IR 2K
SRR , 4

ORERIN, f WIT, W @ S0P, NS, s,
W 0wk

[HA9) 55 EE AT (NPH) BT A AREEMREIET VY N =R, S=F Yy
9, ATHR LR (PSP) % &b 4. i THPSPEINPHOAHHE, HVICERETFR0R,
VEBEADRESN TS, Sl [NPHEPSPA A L7 ikl % £68: L, NPH+PSPHIIZ B 5
Datscan® Wil E# LMt L7z [ & k] i 4UINPH & PSPHFE O3, INPHELRILHI T 5.
ZNZMUZMRI X Datscan% %, BAMRIODESH & 5 =ME DK, HRBEOSR NI vy
JN—= R4~ (HBS)Datscan®F-#Specific Binding Ration (SBR)E 5 & DGR % 4 lLchiat L
7z [ & ZE ERIG0R & MEPSP WLk B Ok Nk TFE, IEMRITIXDESH(), 4 =K (+),
W O EE(H HBS(£). HRER FIRREE () &RV AITREES A SN, Datscan TSBR0.37 & ZHK
F. V-P ShuntfiffifT L#E#D. b MEEO W% 2 LPSP+NPHORIRG & 1T, AEFI2781 5
M) LN - B ERRIB I THRIE, MIBG-U Y v FHUY) AR T % 0 PSP L 1. MRITDESH
(+), FZBEILAM)HBSE. DatscanCSBR094 & HMET . #ifiTap test®4h, PSP+NPHOZHTIZ
CTV-P Shuntiifif7 3 2 SRS O NT, EHITTHRAL) : BERECRIE, BORGRE, Rk i
PEE(+)h 5PSPE S . MRITIXDESH(), H=MMEMA(+), HIBEZEOZHOHBS(2). Datscan
TSBR265 & RO T % 78%, PSP+NPHE . INPHEALFI(n=11)0Datscan® i : Datscan
SBR, F41387 (256~496) Th -7z, PLE, FEFILITIESBROZE L ME T 22 5 PSPASE % TINPHI
ORI L TR, PSPIRINPHO MR T & % A LfE5E. EFI21E, MRITNPH %5 - 72 4SBRD
FWET L) PSPICNPHE A4 L7-Bl L & 2 72, JEFI3IE, EEREE L IR 1R EZ L CDatscan®
(KT & ) PSPICNPHA G HF L 2201 L 2B L 7. [467] INPH & PSPOB#AF % 59 BICIE, Datscan 7%
WEBUHNTHA.
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QSPECTE#REAVERNIL FIVAK—G—2 2 FTT7T 1183
SBROA Atk

AT ISR AR, PO ARBER R A AR AR B
OilsfE A, LHHEZ® A%

[Hf] BRIV bS5 AK—F— (DAT) ¥ > F557 T =k vy ViEB
LU= F 7%1@%# L E—/MERBIZRHBE O R WHIC A &L ENTw 5.
RRMEHI N 2, P2 = WFE C & % Specific binding ratio (SBR)  AH & &
NCTwa. SEOBE i QSPECT - HERL & H > 72 SBRAE 78 BRI MEIR AR B mir B
EERTLRERL %@Wj@ﬁ—%f’"FU LT EToRAMERIE T L% H
B L7z s - Bl 2014452 ~11H £ TLaN—F 2 v = XA % 380 5 JiEl
F 7203 L =/ NMERIGEAE & 855 & 2 5 BB HVEE B O 7% A T123-FP-CIT
SPECTS AT & 11726561 (H1E356) xR e Lt HHMIcHat 2 11- 72, &6
THIFEAIEHIG, BEECT % 72138 MRI, 1231 IMP SPECT, 1231-MIBG/[M
CFTTTANRATENTEY, SN=F 0V NN, AT BRI, L E—/h
PRBIFRHVE & 5T S 723960 2 PHE, = Ot OFE(2651: 7 v //\/( ~ — RIFRHE
1260, B il B GRAIAES Y, AREVEIRERAG], 2 DMSHEI)D2HEEIZ571F 72, DATY
F 757 4 ZQSPECTTMERE L, M, AUEEE /M ’E’referencet L7zzhEh
DOSBRAEZ S L, 2B B B cut offii 3 & ORI, FREFEICH LIRGE 247>
7z [iEF] PHE L OB 2B M D85 Tld, @fidireference & L7234, SBR cut off
fii 3740 & 3 % LEAE092, FFEIE 092, %¥HEreference T, SBR cut off il
3860& 3% L KEF0S7, HrELE08S, /IMireferenceTld, SBR cut offfE4.710& §
B LIEIE062, HREE065TH > 72, [Midh] BEEMUIMAHIRTR S % B3 2 5EHE
L ZofiE R LT < BT, QSPECTHHEN & I\ 7=:DATY ¥+ 77 7 1 i
Tl 2% reference & L7zSBRIEA IS A TH 2 L H 2 b

P-058-4
IN—F 2V IR DERFKRE & DaT-SPECTDIRE —IREHEAIH & BiREEHO
-

St A R b RN
ONEEmE M, fiknes s, NI, BEIBEEL o HERHE,
AU, M, =, BRI

[BY] 78=% > V95 (PD) ORERIFEE T d> 2 RGN & TS & o 1
WZBWT, DaT-SPECT A # 775> () ®Specific binding ratio; SBR, Dot
signDFHE, A EICOWTHET L7z, (5] 201446 H1H A5 11H30H £ Tl
MBEIZBWT/N—F 7 MEBERE OB O 72912 DaT-SEPCT # fifT L 72 i
21681 2> 5 UK Brain Bank® R PDZ Wik % i 7= L, 2> DOMIBG/LWG ¥~ F
BIGE O LHERR I ATLILLT OPDEF61H] % % G & L CRRIRIE R % IR 45 7 7
(TRH#F), [FEHGMEEEEATERAT) O2FE (258 L7z, SBROER, SBROETTE,
Dot sign®H H\ZDWT, BHHIIC, A5 2BEM CHEMET L2 [#H#] TR
B (n=19 M/F=14/5, FIJE#HTL0+805%, FIIMMYIMS14E £31, FHHoehn
“Yahr734H 20+08) & RABEm=14 M/F=11/3, FIEMHTI4+78, TPIGRAmHH
26+23, ‘F#Hoehn -Yahr/3 124 + 1.0)0 ik TIZSBRIZ, TRE: (280+114),
RAHE (1.89+093) TH - 7:. (Mann-Whitney U test; p<0.012). TR#: TiZDot
sign 1441 (74%), SBRO/AT#% 9B (47%) |28 72, RAMETIdDot sign 14
Bl (100%), SBROEA %661 (43%) (7872, TREETIESBROLE A7 & K
SERAEH S 2D - 72, [#5wm] SBROK T RABIZIL L CTRETH 2
TREFIZB VT, Dot signPSBROKEATZEAPDZMIO— W 7% 2 T HEMED D 5 .
RABEASTRERICI L CSBRAME T [0 =, LAz b, ek

TO RNV FT Y AR=F O ARMETEAHEG LT bR H 5.

LT s,

P-0585
DaT ScanlZ & 5/8—% > % - fEfREE
KRB pieE e

Ol Hie, kG,
EAEHR

[BW] FR3V FF v AK—Y =2 v F 757 4 (DaTscan)id, /S—F >V Ui
(PD)R L 7 1 /MERIGEAHIE(DLB), 2 DM/ S—F v MEBEHOBF L, F

W E DR FAIMRE

AT, R B EHRK, SR TR

NIV T Y AR=Y —ORANGHOFHEIC AT E ShTws., &/z i, BRI
|2 B1F B striatal binding ratio (SBR)IIZDWT, cut-offfli % #%5E L, Wk % Mk

L7z [J5iE] /\“—#‘x‘/‘xiﬁ~fﬂ%ﬂ?@%%ﬂ%Etéﬁﬂﬁﬂmqﬂmwm IBw
T, EAHSBRZMIGE L, KBS TEA#EEZ L. MIBGULHY ¥ F 77 7 4
FATEIZ BT, SBRE H/MIEOAHBIIC D CelfsE & v Cad L7z, [
8= 2 R - AEERESIBI OSBRAEIZ4.79 = 053(95%CI) Td 1), cut-offfii %
426 7%5E L7z, PDR09+0.27), DLB(101+155), MM/ S—% > = X A (357
£062), ZRMEMIE2.66=0.79), T EVEREPSP)0.71 +0.97), Kk &
HEERANEAECBD)0.TL £ 151), £ DD /3= F > VEFERE.23+0.70) D
TUCBWTHSBROAEARIKT % 38®, $FIZPSP, CBD, DLBTE T IX#HTH -
7z. PDTIdYahr O FEFEFEEIZILEI L CTSBR2OME N L7z, 72, PD, PSP, CBD,
DLBTSBROA B AL AEZ RO, MIBGULH Y ¥ F 75 7 1 il TiE,
WIPD(Yahr I: 44%, 1L 24%)CMIBGIEH, SBRIKF A2 L7 [Hm] FHIPDIC
BWT, DaT scanlIMIBGLF Y ¥ F 75 7 4 L 1) S IEED K, BEFFR
TN REAEATRIE SN D, REBELD RIS — % > v VIEFERFICBW T
SBROFEM LT % B 72854121, PDUSL OB O et b Z T % L)
H5b.

o

PR 4 55 1 S307

P-059-1
IN—=F 2V R EZOREERRICH T BDaT Scan (C & 315
1JIIEIFT?¢DF4:/5?~?${¥V\]T+ PHARAEEE S, A
OfeAtrE!, & ' HH&I B, BoRmae?,
SRR IR, %# i

HAY : 20144E3H 20 S BIE F CILIRE - B % ke L7oS—% 2V VB L 0 OMEREIC
DaTScan# fiif7 L DaTView ! TH{E ORI B L OEEMIEE (BUFSBR) 120w TR %47 -
7.
X5 2014438 25 OFI8r ADRIZ =% VKB & O‘%@Ffﬁé#m ZDaTScan% fif7 L
7228=% v VIRNTPD)I66, % R ZeiiE (M FMSA)LOB, L & —/MERIZRA1E(L T DLB)3
B, BEHIPE =% 2 VIERBELLTDPS)26, AR & mmﬁy_ib% ETHBOT
IVME)SHITH %, DaTScanDW{EEER Fv M B LU v~ EUHH L, SBRB L O
(Asymmetry Index: AU Cl0% ML LA KA %D ) OMF%E1To72. F72DaTView DI 5
B B2 BRI 2 KO EW 2 IE BB L 72,
%*R PDI6BIOFIJERT2RE, T3 — V26, TIIRMHIML64E, DaTORERETEEL D
IRy ML PHSRBIZ226, HEIEI0PTH 572 MSAIXMSA-C & MSA-PIZERRIIC /M
L MSA-CIE5HITT, FI94Ek636, FHMmMmE3TaE, BRImH Ay <3 e n v </Fy b
, FHSRBIZAI6TH ), F7-MSA-PIESHIT, FHEMOTRE, WmUIRSSE, HEIEmH
I~ v MBI <16, FISRBIE243, KA #EIE3BITH o7z, DLBIBIO THERTIMR,
TERWIR2E, TRESIM Ny N2BIE A v~/ Ky R0, FHSRBIZ1S, LHEIEGITH-
7z, DPS2(IO IR, TRERTM A~ ~, FIISRBAISTH o 72, IVMEESHIO TG4
71r3‘z TEmIm24E, ERIT TS » <6l FHSRBIZ484, KEHiERIFITH- 7.
iz PDDLBB L UMSATY /8= % 2V Z X ADHWMSAPTIE, HEEFy MIBLY
SBRIZZSD T OIMETH ), Fihi4 w0 2B10% 5o 72, —JiDPSH & NIVMEE T Id I
7B LUSBRO AL ETh o7, 7272 LB A CIRIEBIA D 7 <SRBI B %
L& 410 T

TLAEHE T,

P-059-2
WREEEICH T DDATRA X v VEKR-/N—F 2V iR

bAle PR RS FREN R
o CPEEE, LB BEHEK BE 2

& DHEEARET-

ONVAE S RS
e

sz

[E Y] ke SEB)IE (pure akinesiaPA) IR R WA 2572 <, S5 SPHREE & T8
LI o= F Y ZALT, AT LR O —HEL L LT 52 5T
Wh. =7, 20144E1A X0 K83 Y b T v A K= —(DATEEHARIT b H
R 72 0, ZEMWBEIPED S —F > VIERERE L 2D O —F v VE
BEREE SRS B2 HDPEG oz, R TIE, PAORELAHOL2ICTHI L
Z HIIZDATH 5% Hef% LS — % > v VIRPD) & O itz 217 - 72, [J71E]
x5 2014455 > 510 H O I DA T § % 47 L 72 PA BB SBI(CFHE4E#579.005%)
& age-match L 72PD B EABICFIEEHT7.005%). F7id: 0 UPDRS, RRAIHEREMAT &
L CACE-R, DATHI{%, MIBGLY > F 75 7 4 ##ifT L, KHERGHFESHE &
HE TR Tl L7z, [RE2R] 1) MRINRIEPATE T4.00+ 24545, PDEETI2
+6.984F & PDEFCEWEIAIZ& - 72. UPDRS part3(2PABET800+ 34624, PD
ﬁ?’(2600+11945’CPDﬁ$’C.—1\/‘@ﬁ 2o 12, B ED HBIIPARET
PD#T200= 08255 L \ZIZE L TH -7z 2) MIBGLfG Y v F 75
7 4 » H/M I, PA# T268 + 045/268 + 066 (early/delay), PD# T 153 =
0.27/145+0.38 L PDECHEIME T L Cva7z. 3) DATHE{ETIX, HEMN
HCEF~EHEOECIEERT, PDE CIXEEN TEWRET 2B 72,
Specific binding ratioSBR)D /4 D F1 1%, PARETIx348+067, PDHET042+

.

041 L PDCHEIZMET LT/, [fEaR] BRI S8 SR 2 L IXPARE L
PDEHZEN Do 72D 22 h b 59, DATEIE TIFPARE & PDEFICA EIZE

Mo o7z s, PAICH LN LR EZREUMEMAR PNy 22—y
DEEDATIEEVEZEZ LN,

P-059-3

fIE X T Z O MRIE& IS DOV TOERIRET

TR SRS B A e RO RE A F A R, CRURER SR b
SRR U ﬁl:%pgr ‘

O —m!, @AM, ROHK, BHMASL S58rs02

16 B

[HI] TIEERIC & > TREBERC TN 2 SmiE s L TRET 5 2 & 2aldh 2 i
AF = /MRIFEIf§1, 8% AT A AE2-3mmERE TR S, 274 AFHANTOERES
SO ) DFEAIS T & 72, For IE3WTEHRILE B L TOT mmod T — &
PRI, BEFHOBREL ERLT 2 2 L RlAi. o, Rk e L
THE SIS b OPBREBEFT R OTHE CTH D 2 L 2R 2700, EERHmRmIC
Uil B LT, BT L o7 o7

[ 5Bl 5—% v v mBHR L, L WRI~ v F L25RoRED v b o— Vi
EhGE L7z 37 AT MRIEE X H\C, #if 2 7 = »MRIE{% (TR 35 ms, TE 255 ms,
flip angle 20 ° | field of view 178 x 178 mm, 60 para-coronal slices, MTC pulse, voxel
size 0.7 X 07 x 07 mm, HIZRERH 95280) A L7 BERICHELZEL T, B
R TEET 2R TMEBORE LY RAT. T2, S—=F 2V V7L EIRZIT L 7-iER
D EFERTHMN A g L CRfg o 2R SR s, IR R BRI L O B
D[R E S IO ZE W] 3 AT OFE & RS L 7.

[R5 3ot i L7207 mmoO KR E AT, =%V VRsaEE, RE
Iy b=V BERBEE R OERL L LCPE L 2 WEICRE S A FET 5
ZENTEL BETERTRESOBEEHI L Wik Tho 7. kT b B
EHROFRE L LCPE L WHEBICESES D BE S .

[em) SRTLHI% % WA L 7207 mmO VL HEMEE T, wh 24 5 =~ MRIH
BROFHH TR CTH o 72, FHIBMNTIE, B2 R 0P IPROBEDR Lo lcZ e Enn,
ErE A mVEgE#HL 2 L TET,

7,




ERPRAHER

P-059-4
L E—/MEiR EFEL E —IMERIC B 1 3 REZERAT R DR

[ERRVAT ] [ ] o e
O/ ZRF, HHO6E

[Hm] L E—/MEi§ (LBD) &JEL ¥ —/MEJE (non-LBD) OB HB T 5K
EWIGZWOA B2 HEt T2, [5E5E] MRk, LBDEHB06] CFHERT5.3H)
Enon-LBDAEZ 106 (CPIE#TTRE) . 123LMIBG.LA#H > »F (MIBG), 99mTec-
ECD i ifil 7 SPECT (ECD), 123LFP-CIT K/§3 ¥ } 5 ¥ 24— % —SPECT
(DAT) #Hi47 L, ZNENOMEZEOEMBII BT 2HAMEEBE L. K
H] MIBGOAEEZ BT A FIMEIE, LBDEOH/MIE, FH5R198, #%UI%1.75,
Pev i L#40.1%, non-LBDEFOH/MIL, FIH5:2.16, 5115227, Py i L #20.2%
ThY), H/M, kit LEL bEEEZRD. DATOLRIIBIT 2 FMHIL,
LBD#E®Specific binding ratio (SBR) %, F3#4264, non-LBDEDOSBRIZ,
4.25% non-DLB# CEMICE 22 - 72, ECDTIE, BREIEOMIMTALT 04 %
kAT L7224, LBDE#, non-LBDEH CHEZE 2B aho7:. [HH] MIBGR U
DATIZ, LBD & non-LBDOERIZAHHTH V), B HWIZIG U T, Btz 51,
AT LI2Lh, BHiEErEES.

P-060-1
N=% 2V U RICH T 5 DREIRRBHEREE EMIBGLH Y > F I 5T 1 —ED
BEEDRE

ML IR RS PR, 2%*‘)?"57(”]*@1@”?%4’
Ofﬂkhi"i RS, R EHBES ks —RRL,
et

FEIERE?,

[H#) 73=% > 295 (PD) 1BV CEEHIFOLEXRRMI (CVRR) & MIBGLf;
Yy F 7774 — (MIBG) H/MILAHHM T 2 #EHd 5 —75, LI Bheart rate
variability & MIBG H/MILIZHIBIIZ e o 72 & W ) S D 0, LRI &A% ik

ERBARDOBEEDHIZ OV TORMIE—E L Twav., 22 THREH 4 0L
&l PEHERED /X A — 4 — % T, MIBG H/Mbt & OB#E% 547 L, PDIZB

W CLB RIS AR R OSMIBG H/MUIL & B9 A3 2 A et L7z, [J5:] PD50BI &
a2 b= V2060 TR EAMRERED /N T A — & — & L TRHHRB L UM
HCVRR, valsalva ratio lll5€ L IL#i & 1T o 72, PDEETIZZ/ 8T A — 8 — LG
R OIRIECdH 2 MIBG H/MI & OBIHME A MG L 72, PDILRRAIFERE OB E s
% { (MMSE 2780AE), H & Ystage I ~TMDJEF &k L L7z, [ﬁ%‘%] PDEETIX
I b a = VBE S B GO IERED R R A BT LT (RiECVRR
190 £0.64 vs. 250+ 1.07 p<0.05, HEIFIELFFCVRR 415+ 177 vs. 564 =240 p<0.01,
valsalva ratio 1.37+0.20 vs. 1.54+0.28 p<0.05). MIBG H/MILix ZH##CVRRS & U\
M»”?”&B#CVRR LiddE o0l e o7:. LA Lvalsalva ratio & 1340 % 72

7= (H/MILFIIH r=0.406 p<0.005, %84 r=0483p<0.001). [#45#] PDIZ Jb\z\f L\
Kﬁmﬂx’“kfﬂifif‘l‘é BIE Ty PO— VI LR LT 7eas, 2o - RIFIECVRR &
MIBG H/MIIZHIB R0, (LR 2 e big & s aiig o i & o Btz d
&5 Th o7 valsalva ratiol2 B L TIEMIBG H/M It & B % 22w 72 2%,
valsalva ratiol /Ui ElI S R RE 721 T 7 S IARERERE & BUME L C v B RIS
bV, SrLYFELRESLEEE R SN

P-060-2
N=%2 IREERBICH T BMBGLHY > FI 77 1 —, RERE, BE
SEEZ
T BRI AR, PRI SRR S A AR (W0, B
R R B e A P

PRI, EANEZS, EAEZ,

OB, sARE", ml%)t*l
PlZEE, PIAREL, oA, PHiZ—

[Hi] 73—% > v VIRBEMEEOEINE LI LIEWEECTH 5. MIBGLY ¥ F
7574 —, WIRMBEEOBEEZEL, WHERED/ S—F 2V V9 (PD) LS—F
o VEBERE (PS) ORDIZINIC B 2 A O WTRE L 72

[75:] PD 8561 (4F#n684=9.05%), % RicEiiE (MSA) 214 (4-#67.8+78
%), ﬂﬁmmtlﬂ JFRSE (PSP) 1661 (4E#H71.9%76m) % %1512 MIBG/ N4
FTTT 4= — FRIBFE[H 5E 14T Open Essence (OE, ﬂh'l:) AR
HRAT % AT L t

[#&£] PDTIZPS (MSA, PSP ILAMIBGAMG > » F 75 7 4 — O BIHEH/ Mt
(195+087vs.290+051), OEf&4 (40+23vs. 61+27) IHZIML, BEwm
MRS A ISR & 5o 72021 £0.14 vs. 0,08 %007 cm2).

PD & PSO#ERINZ 5V TROCHIE D AUCIEMIBGL Y v 775 7 4 —, BEmE
MEEZE (L, OBETEN 2108 (95%CI0.72:0.89), 0.8 (95%CI 0.70-0.90), 0.76 (95%CI
0.67-0.86) T o 7z. WINEE AL (EHETEFE =0.18cm2), MIBGL#5 ¥
CFT T T4 — (BREMEH/MIE<200), WUEMA (OB M5 TW N0k
HTH HPDBITOREEE, HEERIEEIZ93%, 56% Td - 7-.

[i] MIBGLGY v F 275 7 4 —, WS o EZ L, WEHRAEIZPD &
PSOEHNAHMTH 5.

55557 B (2015) 55 : S308

P-060-3
N=F% 2V RBEICETDOHBMBGY > F5 57 1 —DREBFEAL

7 BE R L)1 B L > & — Riie L
O, AF W B, SRR, HIIEM, AR,
HHERE, & B

[E#9] PDEF CEBMEREMREOZEMEI L ) OHMIBGY ¥ F 79 7 1 —(MIBG) T4
BETZETLEPMONTEY, MWERLOBRINCBWTEERZE > T, F
IR 2R S BEBICBE LT L TERBIL T 220 2R D AL N5,
Al 21, #,%ﬂ-.?ﬂﬁL:MIBG%@M:PD%%(*E%%&M - FAERE - RO - E AR
Bt L, BRI OBRGE S 21 [Jii:] Lhedhkamberh & O A Bk o
PDEAT, 4N NBINEHEE L7 %MIBG ﬁ?ﬁ FOEE, fBRM, mHY, MIBGO
s+ AR HCH/ MO RIIRE) - $#0{%D), UPDRS-II, HDSR, MMSE, LEROCVRR,
HolterECGML/H - pNN50% 54 8% & ) B A9\ fERE L 72, MIBGTIZH/M(D)L8Ki %
ERICT E Lz 3] MR OMIBGH TIEFIE# 1682+ 885, T3 BRIk I1327
£194, mHYIZ1A2N, 157%2A, 209N, 25451A, 3H10ATdH-72. UPDRS-II(n=6)
13243+98, HDS-R(n=5)i3284+ 15, MMSEn=9)(3262+37T#H - 7. IT“CVR—R(n
=11)IF5 AT T, HolterECGI=9) CL/HIFS AT, pNNSOIZ &BIIEH Th -7z, 2

H O T FIERISTIS =86, THRIRMII2585+ 244, mHYIRLSHTIA, 27){1
A, 3BT, 35HSLA, 4BLA, 454 3ANTdh -7z, HIEOMIBGHI A 531 = 2348 L
T\w/2. UPDRS-II(n=13)i3352* 133, HDS-R(n=17)14258 49, MMSE(n=21)i2257 +
443TdH -7z, CVRRM=191F13ATHT, HolterECG(n=8) CL/HIZ&HI T T, pNN50
WEHAPLEFTHo 72, (i) S H OB TIIMIBG THRMBET % 580 7220 B ko
Y RIFEHEIER6ETH Y, mHYIE3S R LS H o7, 20 OMIBGH R OF9 153
£ THotz MLl L THolterECG EL/HIE DT A 46 TH & 4172, UPDRS-fED
B L CHDSRMMSER T OREIZEE Th o7, 4B S ST THNABIREE
MZCTHEIEHDEALE R L T (L

P-060-4
AZRSF7 4 ) O REBESOFMERETE U D NBRT T/ 2V AAZEF
mRNAZE &
VRST R EER  v y — - 2 & PR v 8 — AR, CEISSERREEA
R

O 3!, iy B, 2HHHA?

(HW)T7 7/ ¥ /AzA)cﬁﬁifuffL;—4 AN F7 7 4) v(Istradefyline)id, #EMED /83

> BRI fZ) BIEi O BB R Z, dz*é'fkﬂ'éh?ﬂ‘@fl*/\n ARZ: &g LU
WS 5 A%, D2 B AAFBIEE & i L2 & 0 ks - BIETRE S22/ v 5 3 i

"y 7 A @?lﬂﬁu’i’* L% LHEsE STWw A (] Neurosci 2011). #4 R Apa-ARIEMEIZ & )
Istradefylineft 5- O BRI 2 FM 52 E U2 0% ST A 720, KRS ¥/ 55ko
TT) Y Aon ZEEMRNAERIE 2 HHT 5.
() HNEBI OB 58— F 2 2 §5(PD) 3648 BICFIG M + #7010, B 94,
Hohen&YahrSS #LEDD 580mg) % Xt 4. Istradefylinef% 581, 3% H, 64 H, 127 B2
By HUPDRS part3% LA 7, THA I 72050 Citflil. &Mtz H%), T,
AL TR, KM » NERD T 7 ¥ ¥ Ay %A mRNA (Western blotting) %,
Istradefyline#:4% 5-®PD S4ERI, Istradefylinets -t AL L 7-55E 0, x SukHE SR il
5E L7z RILEAR AN E & GEEE R ORRE 72,
(fﬁ%)lstradefyhnehﬁ-l?ﬁ A WG R0 &S R1E61% CTH%D, 19% CTARZ, 14%((5/36\)
TEAL, 6%(2/36 \)TRIBUS I & 282 % - 72, EALHIIZUPDRS part3T T A 2 7 4
TR A FALEEA Vb, A TR OEENS ), B LELEDD % &1 —5E DI
otz KM ¥ NERT 7 2 Y Aoa B FmRNATE i 1 Istradefyline#:4% 5-PDf
TR GRS &) BEOMEIN TH o 7245, Istradefylinedt 5t BALSIE FI 13 K E O {7 T
Hotz.
(B5 - Fiam) ARSI NERD T 7/ ¥ ¥ Apa R BAmRNA E & 3 Tstradefyline A 3D F
WK TH TR D 5.

P-060-5
AF TN ERVEN—F 2V ZXLBEORE—ER/ISTA -2 L%
VXL

RIS et > & — FRIRBFGERS, ZRIIMIES £ > 5 — FhEEns R
AL > 5 R

O M7 m@ﬁm”$V?Aﬁ3%%w —HR?, KA AR R,
BEES, 1

[H8] 20044E1H2TH &0 A & 7V BRRFTO AT EE B ot SRIINR—F VY Vi
(PDVE & &/ 8= 0y VHEBERE R OV € —/MEEIZRHHE OB & H 19125 S 1L7-SPECTHid:
HORSHEEERTH 5. PD’Z’E.TJ‘/\M#‘/ V) HEERICBWTA T TSy OFRE R H
FATEICBE L CRHI A By & L7z,

5] 10856 (PD69BI, % RiiZidE MSASH, Kb EA M A VAR, ARG b VERR
HPSPL6BI 2 &) 128V TSPECTIE (RS v b7V AKR=F =¥ v F - MIBGLAG Y » F) «
FEHMRIZ AT L. K83V b TV AK—=8 =Y v FCELNALEEIZOWTIRORK, @
i, (specific binding ratio (SBR), @/AA#% K ICHEAMIZFHEL, MIBGL Y v F Tk
H/MIE (5401 - %I031%), SEEMR TIZMR parkinsonism index% Ml - S5 L 7.

[#8] FRIVbT Y AE=8 =3 U FI2B1F ASBRIEPDOIERDHET & L b IIKT T2 2
LEMERL (Y—VII=128+169, ¥ —VIILV=043+136, Pi=0048), ik - @it &4
OB BT RABOBINTH -7z, F72PDTIIAERER TN KIS L 72 KO TSBR - 4
BOBT 238057 — AN %o 7. SBREH/MH OB AT TIZAIB %5 =0263 - Pli=
0048 & BV HIBI #5872, $7:MSA, CBS, PSPIZ3W T HSBR - £ T 272, MR
parkinsonism index CIZPSPIZB W THEIZ LA L Tw/z (PfE=0046).

[§3] PDIZBVT R/83 ¥ h 7 ¥ AK—8 = ¥ F13Y — Vi, MIBGLH ¥~ F 2 Ml
BL TR R SN &) BRI ORI RPERBEIANOR IOV T IRIT B %
BOIMEEFEL T2, FSBROBIPEROERHE ERICKBL TW 2210w T
SHEOIERALELIELED D LN D 5.
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P-061-1
Lewy body diseaseDHif#BNIC EEER IS K Y S D

R R Y 5 — RN, PO R 5 — HiE
TUA YNy SRR KBRS AENRL, RO
B, CENIHT - AR > & iR A

OfFser'?, BuEpF, CAHa R, 7L B ﬁw,\, EIIEES
AVRBETS, BRROGSE, R, PR, SRR, AT L

[H1] Lewy body disease (LBD) DFBWiZ K[ AEMAFH A L9 22DV TIE,
FREGEBAL R0 Gefis J 8 CRIZARW 2 T3 % . 4 [alFk 4 (XLBDAE G 0 57 18 A e
WAL, Bt I oG L7z, [7iE] BESEEIR & fF > T A LBDO2JE
5 (pure autonomic failure (PAF) 1/, Parkinson disease (PD) 1) 2} L C,
Head Up Tilt Test, &R (7 v 78 &FEHEL 72 LT, /X0 F B ERE %
M L7z, JEBIL (PAF) :66mc 514, ST EBAL O B E P2 AT, RBRAEI2E A,
FEI & 5RO 7 KBRMU2EE T OFH6 7 T, JiEfl2 (PD) @ 78R k. SR T AL
T BRARE AT, BRI BI2EERT, FRENBILERT, J6H % R0 7 b BEsMAILE T OFT
8N BONIMEAREA4% /8T 7 4 )V 5 TASKEBIFEE L, EARICHY YL a
¥ X 27 LA “monoclonalfftff, polyclonaliftfk, SMI3ILE, 707 7 — BALHE%
Dfta ¥ 27 LA ik (LB509) Yetax7-7z. [RER] B LIX6E T h5E T
THL ) VBt a ¥ X 7 L 4 »monoclonalfiff, polyclonal A 75k, AEBI2138
BT PL) VBt a ¥ X 7 L 4 >~ monoclonalHlA 134 HT, polyclonal ik 1336
FrcHtEch o7z, —F, TuT 7 —ERIMHBELB09G M TIE2nl & b &M T
Witk & 7 o 72, [iaw] FalBR e 0 L 72 B CHRIIGBAL & 19H 7 Ye 0 1 CREN
5% 2 L ALBDIEGIO KIEIHHZ M ILETH D L E 2 SN,

P-061-2
L E—/MERICH (T 2 EBFURAER T ERNERR/N A F ¥ —h— EDERE

ﬁﬁ'ﬁf@ﬁ%ﬁﬁuﬁt ¥ — N
OdAE, AR, ﬂJJEfﬁH— GRIIE 3

[B] LE—/MEiG OS—% >V 29 PD, BLU, LY —/MARIRANE: DLB)

% FRSIREREIR T & RN 1 4+~ — 1 —(a -synuclein, tau, ptau-181, A
42, HVA,SHIAA) & OB IZOWCiRat L7z, [5EE] MR, BRRIICEZir s
72PD 1661 (B4 761, 2otk 9Bl 719+665%, MMSE 274+14)), B XU, DLB
1460 (B4 760, 2t 760, 80.1+6.85%, MMSE 155+79) O&F06). F2HHERE
WAEZ, MMSE, BXO, ) N— 3 — FTERLERARBMT) % fifr. ﬁué‘ﬁi’i‘(ﬁ
&, AKFEE R, BAMESRIC L DERILL 72, CSF a -synucleinii#fEl%, ELISA
(AnaSpecine) 124V, F72, tau ptau-181, A f421ZELISA (Innogenetics)lZ & 1)
W5 L7z, HVA, SHIAAIX, Neurochem (HPLC) % Hv:CillsE L7z, [#54]
MMSEDK T iE, CSF AB420T & AEIZHBE L7 (r=0508, p=0004). Z®
MINA F <= — LGB L o 7z, PBMTHEE#E 7 T 7 1 — )V B(SPS)IE,
FTRTONA F v =5 — L HBEIERO -7 ] L E—/MORIZBIT S
FRONBEREIR T X, ABABIE L T 5 Z LAVRIBS N7z,
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M3 a-synucleiniBED/IN—F 2V RN A1F~v—H—& L TOFRMEICOWN
T

LRURRRE ST ERNSE: S TR RE AT 2, SRURRR AL
L UL RN AL v 8 —
L SEdbE Rt BEEREES, RN,

SUH) HESLERHR S HIHEIAY,

SR

[H] ¥ 227 LA 2 8F =281 A LT a -synuclein (A-syn)iEfE 122V Tid
e 2 ), H— SN v, Bie iR HKE LT,
Fk % 1Zheterophilic antibody (HA) OFEIZOWTHE L C& 7. 4 MHA% EE
L 7zELISAR CHREHE o K O'IAE R O A-synilb BE DB R 2 17V, SHHBE & BN o1
=5 —& LTOIMERA-syniltEOF A OWTHREE B 429,

[7713:] 20094E4 A 70 5 20134E8 H F TORINZ, Rl K ONIMAE D[R RE R E 1T - 72 58
FHENGRE L NS=F v U (PD) BE306 L ##E o > b I —)b(control)
5861 4% % OF > 7'V % HA inhibitor|Z THLIL % f7vy, C211-FL140 ELISAIZ T
A-synEm=EIT-72.

[t ] I3 v A-synife BE (X B P A-syni BE L2 HE_b$7 20 12
=0.043). PDEEIZ BT, MHEH A-synif i & Bl H A-synif B2 AHRBY 2 3280 72(p

=0.005)A%control# TIIHHBIIZFR® % Ao 72, PDH#E: & control B o BEH i Tl
CSFCIXAERZIRO Lo 72b 00, MHEA-synift i IEPDH CHEIEMT
& - 72(p=0.034).

[itiam] IS A-synif i & it A- synoﬁﬁ*b\’)b‘f PDEE T % RO 72 2°
I FE— VBT 2 RO B o 7z I ORGSR K OB T A-synif
FEDH T LT 2 BEHOSPDHOPICHFLET 2 L X eFE2 6N £
7z, HA%ZE L 72ELISATHI%E L 7214 P A-syn 2 B P A-syn & O Rz
4 A== LB DUREIEZ SN,

= WEEZ 8 - 72(p
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VNS L > 5 — Bl o, 2HNESR & > 5 — BRI
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[Hig] 73— > VRPDIE FRHCHIRER 12 B 1T 2 M AR ETH 5. il
ﬁk%ﬁ’ﬂrﬁﬂ C, Braak5 i, alpha- synucleln@*"fsli SRS B L OEER
RN Y, ZOBMME TR S NI LATPEICHER L, KN CHisE
F!UV]TE' OO EN LA > TW L 2 & &R L, PDDOSEIEZalpha-synuclein
MEGLTWwEEEZLNTWS., ZOHIR D&, Wi+ alpha-synucleins
B L PDOJREEREMIA H & OBIFRIZ OV TR L7z, [HE] dRidGkeic Ak
SN, A7 r—nFarty b CHEEFZIGEHEPD2SIES] (58~837%, M
WX ~84E, YahrFfiE 54, 3%, 2034, 31%19%, 41E3%) & L7:. ¥
JRIRB L OREIRE AT HEIEERYL L 72, By~ 7'V H Dalpha-synuclein 5§
#4514, Human alpha-synuclein ELISA Kit (KHB0061, Invitrogen) % H\» T itk
L7, YahrEAERsse, e, 123I-MIBG:L~’§%‘ YFTT 74— (H/MILE
WA B & ORI, heart washout ratioWR)), -LFERIR-RIEEZENR % (CVRR),
HDS-R 3 &£ " MMSE & i {#Z H alpha-synuclein 3§ 3 & = LoOMBEIZO W T,
Spearman® IR A BIR A FIVBE 2 1T - 72 [ #] #6i -Palpha-synucleinif
EE, 042 * 034 mg/mL, PLMIBGLH; > ¥ F 27 5 7 4 — CHlHEH/MI2.04
+ 055, HIIMHH/MIE175 £ 067, WR421 + 84%, CVRR 227 = 1.08%, HDS-
R 259 * 3651, MMSE 25.1 + 350 Th o7z (FHMEIX, F¥9 = SD). Bt
alpha-synuclein 5 Bl & PLMIBG L & » F 7 F 7 1 —HilH B & O
H/MIt & DRI OMB %S, [am] B b o alpha-synuclein 58 3 i 1
IFEVEPD O HHEAMEREE & SOy 28I L 1Y) 9 B L&z S,
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Aphasia in clinically-diagnosed dementia with Lewy bodies (DLB)
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Background: Recently it is suggested that logopenic/phonological progressive aphasia
may accompany DLB [Teichmann, 2012]. Purpose is to discuss aphasia in DLB.
Patient 1: An 83-year old right-handed man started to stumble on words and have
difficulty in understanding for a year. He presented hallucinations, delusions, cognitive
fluctuations and shuffling gait. Initial evaluations revealed reduced verbal output,
phonological paraphasia, and impaired repetition and comprehension. Atrophy and
hypoperfusion were accentuated at the left temporo-parietal regions. CSF tau and A
42 suggested concomitant Alzheimer's (AD) pathology.

Patient 2: A 75-year old right-handed man became confused with multiple tasks and
had difficulty in word finding and comprehension for six months. Impairment in
naming, comprehension and repetition of sentences, phonological paraphasia and
cognitive decline was detected. Brain atrophy and hypoperfusion were noted at the
left temporo-parietal areas. Extrapyramidal signs (EPS) and decreased uptake on
MIBG myocardial scintigraphy suggested DLB. CSF tau and A f 42 suggested AD
pathology.

Patient 3: A 90-year old right-handed women presented reduced verbal output,
phonological errors, impaired comprehension and cognitive decline for two months.
She presented naming difficulty, phonological paraphasia, and impaired
comprehension. Brain atrophy and hypoperfusion were accentuated at the left
temporo-parietal areas. EPS and abnormal MIBG scintigraphy suggested DLB.
Conclusion: Clinical DLB, possibly with concomitant AD pathology, may present
logopenic aphasia.
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m#EZRE> I~ > 5% (Arterial Spin Labeling ,ASL) & % ParkinsonfiEf& &
(OF: 71
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[H#] ML A ¥ > 5 » 7@ (Arterial Spin Labeling, ASL) &, MLifil2 5 ¥ 7 % W54 5
ZET, MEZObOENRME NV —H— & L CHEGKEL T 2 2 L TR AT,
JHREIZ MM (CBF) OFFMATRETS 5.

A, Fx, ASLIC & % ParkinsondEFERE O % s 7= 0 Tk 5 %

DR B L OHE] 5L, RN ) =y 7 Ok %% L Ty % ParkinsondE EHE B %
214 (P14, KL%, FHEME3£6.1K) Thb.

ASL @ #i: 1§ 1%, Philips #t # 15Tesla MRI % i % ] \» T, Pseudo-Continuous Arterial Spin
Labeling (pCASL) (2 THifT L, DICOMEif§ & L Thiff& L7z, #fkd/¥7 X —4 -3, TR=
4000msec, TE=25msec, FOV=240mm, label distance 90mm, post label delay 1200msec T - 7.
ASLTH35 17 DICOMEI§ & BRAIERE 2 OV COREHRE A & 2 WL, EhRikTo
EROFEA LB L CEHl % L7

[FER] BIRZWIClX, /N=F 2V i (PD) 14%, AT LIRS (PSP) 3%, KR B4
JEMAYEE (CBD) 3%, %RMEHHE (MSAP) 64 Th o7

ASLTIZ, PSPIHIHZETOCBFOML TS, MSA-PTIX/METOCBFOM A, MRITOZH

ARV RVHETHED SN, CBDTI, CBFOELENEWN TH 7. PDIX, CBFAIE
ISR COCBRO T, BTH / HEETOCBFOE T ARD SNA3Y — VAR SNz,

[#57w] ASLIE, BOBREmEGICMA T, HAHS L OWLTORHRMKL 5 2 LB TEL0I,
ParkinsonfEBREDOMMERZINHH ThH D, SH12, EPIMEHL T LT, BRERE 5
(ZE RS, & OBER R 5 2 & THRBAIROFHEIC RO Z L bR S,




ERPRAHER

P-062-2
Subclinical elevation of plasma CRP and motor prognosis in Parkinson disease

UFSURbE MR, 2Bk
Oﬁﬁﬁ%“ k@H%%
FhOEBEY, S

Purpose: To investigate whether plasma C-reactive protein (CRP) has influence on motor
prognosis of Parkinson disease (PD).

Methods: A cohort of PD patients was followed retrospectively. Plasma concentrations of
high-sensitivity CRP were measured when patients were not diagnosed as having any
infections. The primary outcome measure was the change of Unified Parkinson's Disease
Rating Scale Part III (UPDRS-III) scores from the baseline to each of the five follow-up
periods (the Day 1-90, 91-270, 271-450, 451-630, and 631-900). The association between the
baseline CRP and increment in UPDRS-III scores was investigated using a generalized
estimation equation model for the whole follow-up period (Analysis I), and a generalized
linear model for the last period (Day 631-900, Analysis II).

Results: A total of 375 patients with mean age of 69.3 and mean PD duration of 6.6 years
were enrolled. The increment in UPDRS-III scores was significantly greater in PD patients
with the top third CRP levels (0.7 mg/L=) than in those with the bottom two thirds (<0.7
mg/L) in both models of the Analysis I and Analysis II (B 1.30 [95% CI 0.02-2.58], P = 0.047
for the Analysis I; B 2.73 [0.563-4.93], P = 0.015 for the Analysis II, respectively [adjusted for
sex, age, baseline UPDRS-III score, and increment in L-Dopa equivalent dose]).
Conclusion: Subclinical inflammations could accelerate neurodegeneration in PD, and
plasma CRP can predict motor prognosis of patients with PD.
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FEME R X, Wl (20144F) DAL THE L2 RERE B LD
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Serum insulin-like growth factor-1 in Parkinson’s disease and related disorders
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Objective: Increased levels of serum insulin-like growth factor-1 (IGF-1) have
been described in patients with Parkinson's disease (PD) and multiple system
atrophy (MSA). We have reported significantly increased serum IGF-1 levels in
MSA patients compared with PD patients and control subjects. In this study, to
further confirm our findings, we measured serum IGF-1 levels in patients with PD
and related disorders including PD, MSA and progressive supranuclear palsy
(PSP), with increasing sample size.

Methods: We assessed 98 PD (68.8+/-0.9 years, mean+/-SEM), 39 MSA (66.6+/-1.4
vears) and 25 PSP (73.1+/-1.3 years) patients. The serum IGF-1 and growth
hormone (GH) levels were measured in a fasting state. Unified PD Rating Scale
(UPDRS) part III was used to evaluate motor function.

Results: The serum IGF-1 levels were significantly increased in MSA patients
(148.1+/-8.2 ng/ml) compared to PD patients (108.3+/-4.4 ng/ml) and PSP patients
(105.1+/-9.1 ng/ml). After controlling for gender, body mass index and age, the
difference remained significant. Serum IGF-1 levels negatively correlated with
UPDRS part III in PD and PSP patients, but not MSA patients.

Conclusion: Our study showed significantly increased serum IGF-1 levels in MSA
patients compared with PD and PSP patients. Further study is needed to assess
whether serum IGF-1 levels are useful in differentiating PD and related disorders.
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AL 7o MmoeE L LCHLisSN, Misiss, mit L v 2 Lz, HErsm
FEHT 12 1d Pearson D RGSEAHBAR IRt e & FV 7.

[EH] S—F v ot ar bu— VETIZSE (0= 0574), (K (p = 0611),
—HOER A T —5 (p = 0485) I AR o 72, WA TCHE T D 5 LT 1§
(683 + 98 vs 729 = 7.3, p = 0228), MiisH (110 + 17.3 vs 1237 * 264, p =
0117), It L > (1209 * 167 vs 1256 + 175, p = 05132 A EE X Lo 72,
L# L, Hoehn & YahrZ 4 CHEAEIZ 7 A 12 DTS ERIEE DML T L7z (p =
0.002).
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WEIZOWTHETT 4. [5E] 20144E2H 20 57 H ORI, Ybeillbeh o/ —F
UV UHBET, & VTERFOEBIEROYLEDOHNTIA NI T 74 v 52 b
Pt Ak G- L7224BID ) B, 4 AT 77 1) G R T T OIEEBERD %
FHili% & TITR 7292 R & Lz, dREFEOWERIE, B L=6:3, Tk
69.2 +6.475%, FERIEI114+5944F. IEEBYEIROFHMIL, Japanese version of
the Epworth Sleepiness Scale (JESS), Parkinson Fatigue Scale (PFS), Apathy
Scale, Beck Depression Inventory (BDI), Parkinson’s Disease Questionnaire (PDQ-
39)% F\vi7z. LIl H OFFHili & FEits, /7)) 7 A b20mg#% G L40mg 3= L
MiFE L7z, 1EH & 20 HOFFMOMAEE, 803=241H. [EH#] A A 5771
V) PG RIOJESSA 2 713130 +6.6, BDIIZ14.6+7.7, PFSIZ235+1.0, 7733 —
A —ViZ190+96, PDQ-3913534+354Tdh o7z, A AMTT 714 Y #ht4
DJESSA a7 1X11.1£76, BDIIZ152+95, PFSIZ312+12, 73 — A7 — )ik
17.7+95, PDQ-3913622+346Td - 7=, [#aw] S HOMETlX, £ < 0LHEDS,
iR, 7785y — BED 9 2 LFHili S vz, 95597, QOLOUGEIXR S Ao
7.
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SF74) YOMMRREREL, A ANTTT 1) 2 OFA S OHIEFESRIC
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IDF20mg# 27 i, Z0%40mg% 17 A5 L, EEh#GE (UPDRSIID) &k
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Randomized, controlled trial of reduced coenzyme Q10 for Parkinson’s disease
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Objectives: Mitochondrial complex I deficiencies have been found in post-mortem brains of
patients with Parkinson’s disease (PD). As coenzyme Q1o (CoQi) is the electron acceptor
found in complexes I and I, and a potent antioxidant. A recent trial with the oxidized form
of CoQp for PD failed to show benefits; however, the reduced form of CoQio (ubiquinol-10)
has shown better neuroprotective effects in animal models.

Methods: A randomized, double-blind, placebo-controlled, parallel-group clinical trial was
conducted to assess the efficacy of ubiquinol-10 in Japanese patients with PD. Participants
were divided into two groups: 31 with advanced PD, experiencing wearing off (Group A),
and 33 with early PD, without levodopa (Group B). Participants took 300 mg of ubiquinol-10
or placebo per day for 48 weeks (Group A) or 96 weeks (Group B).

Results: In Group A, total Unified Parkinson's Disease Rating Scale (UPDRS) scores
decreased in ubiquinol-10 group (n = 14; mean * SD [4.2 + 82]), indicating improvement
in symptoms. There was a statistically significant difference (p < 0.05) compared with
placebo group (n = 12; 29 + 89). In Group B, UPDRS increased in the ubiquinol-10 group (n
=14; 39 = 80), as well as in the placebo group (n = §; 5.1 = 10.3).

Conclusions: Ubiquinol-10 may significantly improve advanced PD as judged by the total
UPDRS score.
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(7)) WaRIFZE T, SEBEPIHED H APDEETHI % x5 & L, L-DOPA/DCI
100 mgH & OATHE1L glalf 50 7 0 2+ — =Bz 17 - 7. H5H~%5
%35 F ToE@ER (UPDRS partll, mAIMs) OFF(, IM4EL-DOPA - {43
M OBEZFT - 72, 553 UK 2 O CEFtiL 72 Sy b %
Flv 7zin vivordBR T lE, IE#SD T v b@i&ﬁ#%:ﬁmﬁﬁﬁ%—%w%ﬁ)\ L, L-
DOPA 15 mg/kgD#% >V v FH# 58 (n=3) & [[%&DL-DOPAZ &4 T 5 /I
TOROY ¥ THGHO=3)I2 b7, hfrﬁuﬂ‘x%fﬁmhﬁirwm 4L-DOPA -
Y OB E 21T o 72,

G 3L) BRIRTFZE T, ATHE4E S F Conf M OIEE 2 3 7255, Y AF AT T2
Aoz, N EHSETIIHEL-DOPAS X R EN O AUCIEKEETH
5L 00, AUCIZHIT 53-OMD/L-DOPAILIFIAETH - 72, In vivoikbi Tl
M4EL-DOPADCmax « AUCHSAT ARG CHBEIZ S AR L7z, 14E3- OMD
1Z2HEM T IE % {, AUCIZB 1) % 3-OMD/L-DOPA i3 AT+ F 3% 5- W Tl T
Holz.

Uiiam) /AT IZL-DOPA PIAL D B3 25 A OCOMT 8 & U'DDC & v o 72 L-
DOPARE#EEHR % ET 20 EH SN T LW REHEDRIB S 7z

P-066-4
) FIFERE



ERPRAHER

P-066-5
IN=% 2V MRBEIBMBEAND NIAX Y T ZONETI 4TV DEE

TR S - RN o
ORI, ZWAZ, KEMFN, WIIIT, AIFEL, BIEEL

[HH] PIAF I 72D N ETRU I IV OMED, S—F 2V VHBEOR
HIBEREIC T BT 5. [HE] YRS hos—F 0y ViBHED S
L, PUAFT T2 DMVEIHB 0 EFH18Y (BEREL) 12w T, MOCAK
MMSE% Jtif7 L7z, COBERELEH, it~y FSELBT, 7TvryT >
RO MYAF YT 2 =V VIEER O BERE (BEH2) &, Ty Yy, b
VAFY T2V NOWT NG L CThVEER (GREH0) 2 HEL, Rk
FRABERE A AT L 7z, R O RRAIRERE LS D W C—JOEL i S T & AT K
005CTHro7z. [HEHR] BEHUCBT 2 MIAF Y 7 2 =DV OffiHEIZ39+04
mg (Mean+SD) TV, 4E#il1632+6.64 (Range[49.0-715]), Yahrix2.3+0.8,
UPDRS part [II1£21.9+94, LK F/SlR13329+ 151 mgTHh -7z, &b, BH
HIOMMSEZ24H L ETH Y, PUAFT 7o =V VI, RO ik
IPR72 N TV BIEFNICHEH SN TV D 2 b h o7z, BELOEN, i~
FHEHET B 5 EHEFO, 2120 TE, LR F/3iifils, UPDRS Part 111, Hohn&
YahrFEAEE G Wb R CH SR X %4 > 72, MMSEIZBE RO, 1, 212200
T, ZNEN279%25, 27620, 281+22TH -7z, £72, MOCAIZDWTId,
[FABEIZ, 231+44, 226+40, 23536 TH - 72, BHEREREDSHUE M)~ %
V7 2 ZVMERT O BEBEI NI, Ty s Y AT o B I E
BP0 oA, EIbTITHY, FETEPo 72720, EillcazE, MY
AF VT 2 VIV E R P TMOCADMEAS MO b & -7z, [Ham] by
ANF YT INRT Iy Y ORI, BB ORI L BT 7
Lo L, ZIUIERREQEBREIROFIRTH ), HHEE I B\l a2
MEEFiiZ 479 S L AR TH 5.

P-067-1
STN-DBSZ fEfT L - {TEIME & 5 /N — % >V U RBEORP TR

U LS B AR, PRI R B S AR A TSR B RSB
# OERCPHOREE AP )
OMEfE—", EOmgA', LA 585 BRI

(]

=% /4 (PD) BHIE I/ VHTEERIC LY GEMMEE (CD)9 b5 v AEEZERER (DDS) %
EOHRERELAFADH A, BRICENORE, ZESFHTHLY, PDERIELL, BEHOQLLHL
IR D, B TH—RIRREA (STNDBS) RPDOEBIATHEL WL, HHEORE, T2 EHIT 3.
—HT, DBSHA 2o THEIME X EL S 2R RE SN TS, KK TIRPDEZOTBIRE I 5STN-
DBSOEMAR L L7z

v
STN-DBS# /7L :PDEED) b, MiffifTHkE & ELIBEMI 0%, AEERORMMR LA
(%]

TSRS BT, STNDBSHETE O 4+ SDIZS66+ 614, iR R88 404, MMSEA 7 14288
18Thoke, WTNETIT) 7 F TR, Y- VEEEIL A Y RCRANIE, 4 7RI, 52
fIChot. FHEERFADDS, 2AICDTH 7. ICDOWRI, 1FAERTE L BE, tOlFITRORE,
HHOE, BETHE. W3y AR TILERRERTROUEE, 727 ) 274 TRIERL, Y- VBRI,
SHAATH o1 HHEEIBITELL, ICDERT A 1A CHATTE R LT

SERORETH A, EERRALA (Y- V3E) *REELL, vx7) v /47 ERLE. 4 /BT -
ATIEREILIRESH), MEIRICH oL F TREICRIGIAY — AR, SBIAY — Vol AR L7, St cH A
MMSER2BIAER, 2AA05R, 113225 BRERCho 72 HBEETHLA, DBSHAIr kL
Fﬁ?ﬂ(ﬁﬁ?ﬁiﬁﬁmxﬁ 1L, DDSEELZIAITR, MEiAS &SN EHYER &) FEE o T A,
(g

STN-DBS®DDS, ICDEFEMRMSERFET AL E2HNA,

P-067-2
RERTRERBRBEEIN-F 2V CROEBBLVREOEBHEE 2 REL
3%

UBIHEERRE BRI > 5 — PSR AR, SRR R
AR, TR PR W ALIRIR, Tk TR
B CBWMEFRE BHESR TTRAYE EFEE WREH, CHIMAFE
e v s — gk AR ,
OWIL 23 (IAGEW®, FEE! B, RELIEERI, P25
AR PURARRE, BOBTTES, SEHTE, DUEBERN Lo,
TEREAS, R R, PHE—?

[B ] #R FRMGER I (STN-DBS) 7%, /¥—% >V v (PD) D)
FERDIZ D, WO OIEEBEIR % ST 5 L OWMGE VR S b, PD
TIEFERS, EEBIGNG 2% &K - B EB OREEREE % 729775, STN-DBSOZ 1
ST ABERIAHTH L. S, O BB LAOTHRET S, [&
K] STN-DBS# JitifT L 7-PDE#114.  [J5#:] STN-DBSHI 2D K - EE 0 E )
BEEEIZ DWW T, RS~ — 7 — % o 7 R s i o 58 5% v Tl
L7 [RER] ATan, STRESHS BB s % fc ke & 3 % outlet obstructionZ7)s
b % < (636%), P\ Thi MBI % 5 & 3 % colonic inertia il 254 2> 5 7
(27.3%). % 72 ¥ R (X55.1 = 204K TH - 72, —H T, i3+ A
Tld, outlet obstruction® 25 b Z WV F F TH o778 (545%), A KBl
LB TRA L TH Y, PR iMEsR & 44.9 = 338k & A L T
7z, [#43%] STN-DBSIEPDORN; - EBEB OffERE £ U®EL 5 2 L HF LN
7z,

55557 B (2015) 55 : S314

P-067-3
IN—F ) RICK S B RER R R
~ffiATapathy scale & fiT#%QOL D&M ~

Bl S T e S N e
OBIMIER, WM, MIAR=IN, SIS, w0 KBk
R WL L S R

[HG] 78— > v i (PDNIR 3 2 3R FAZSRB RS0 (STN-DBS)IEA 7 Hi
Dapathy scale (AS) & i {2 D Quality of life (QOL)D BI#EIZ DV THET T 5.
[77:] STN-DBSO#IS Gef4 % iz L, #liHijiZapathy & 5 L TW 22 w256 OPD %
R L L7z EERFEGE B & L T Unified Parkinson's Disease Rating Scale
(UPDRS) part III, part IV, Parkinson’s disease quality of life questionnaire (PDQ-
39), Self-Rating Depression Scale (SDS), L-dopa Equivalent Daily Dose (LEDD),
apathy scale (AS)% FI\VC, fliar &1y A, 127 BIZBWTEHEiZ 17 - 72,
[K5R] ABFZE T, STN-DBS# JiifT L 72 & 6112 B\ CEBEIR OB & 7 72 sk
ROz Mitk6%hapathy % B L7z, SE RGN 217 o 72458, MiEi o
WASIEAT R Dapathy SEEED LMK 1 Tdh H (p=0.032), #HrixDOQOLLLH % MET
LHEFTH o7 (p= 0.036).

[#iw] AWZERE A2 S, STN-DBSHIO®VASIE, flifkapathy FEIE D ik ¢
Y, MEOQOLUFK X MNET H2HTTh DI LAVRIE SNz, DBSIHHIC L
QOLEZ#FH D 7201213, Al DIHEFPEIR & & 0 72 BF 2RO VA, /A
WLETH D EFH 2 BN

P-067-4
IN=F 2V RIS BT 2 BRI AR OBIUR, FERH C3R - DEFEF
fliDZEL

Ui Ay RN, ZnimE Ay B SEL CHuE ok R A
B MeimEAY  BESSER

Ot Fias!, B! BBeT REeEet hepm Al
PERERNANL, R L Zed—pnl o dui e Al Jhk S B E
MEREOWCE B REES BAEEE s ASmE!

(755 & HA9] RS0 # T (Deep Brain Stimulation : DBS) 1375— % > v
EROIDOBEPUE & LCTHE. L TWaD, LaL, BAREOKTRHEED
-7 CIREBEIRO M BIASDBSIEROAOMIE & L TIRHB SN TwS, BTk
DBSHIf£ 12 B CEBIAER 7215 Tld 7 < IEEEYER 2 56/ 1SRRG 3 2 il % & -
T, FIZTHAIL, DBSE AT L 72/5—F v VB OfEm§ 2L & Ik
MEERIZ OV TR L7z DR & 5] Fi254E10H L ) SFERi264E12H £ ¢
12 B CHIR THDBS 2 11T L 7228 — % » v v 460 & & %122 LIMP-
SPECT, "SF-FDG-PET# & U781 - LEA R MRAS RS RO ZAL 24T, #ifzlcs v
THRT L7z, [RE8] 4 C OB CREBYEIR O BT 2 e ah B % i 72, JkE)
JERIZOWTIE, FRAMEREICT & 3k L 72EBNX 2 22 o 7278, 1B BV TRLTHE
O L5, BRIEEIC X 2 EENINE ROz, BEREIERClL, oM CHRE
B MEHEOMMIT &, ATSHEORHHTT 2 20 7 DA ZL 2 RO 2o
72 B Hh 2 EBOERA F 72 0E LB Tldd 225, 4B LI BV T
PAZHFT 72 I EBNIER 2 FRD 72, C OIEEBYEIR LB E ORI e A 2 & Tl
M C & RV b D TH o7z, DBSHE/ S—F V) VA ASILE 7 a4k i
ol 720002, BRABE (SR REA 2 O EIARA & kL L ATV, JEEB)ER O B
BRI RS 2 LB H 5.

P-067-5
FRERICH T BRRMRHAEE (DBS) OBKEFHIIOVT

IR SR AR, 2P SRR AR, S S
Wisike AR ,

O%HEH AL, BIPHRE, ZHAZ, RN, I, 1T,
KIFREL, B TEIEL]

[iIELwic] BREICBW T, &5 CEMICDBS #1173 2 biid % <, £<
FEAMCEFL L TR IRETH ), ik 14 2 follow up WA Z &b H D,
FEhti LIS WKL TH o7z, L L, 20124R12H & 0 UBEIC TR 2SHEAT T /g &
Zpofz. TIE THIENEE ISR L, 1Bl S — % > RIS
T2 M7 L 727200, ZORRIZOWTE &, 855, [HEI] ER 13545
569m%. FEHRIMIZ4ED B214ETH - 72, MATHY 5 3EIZONT25, Off T3-5,
UPDRS PartMZ0OnT16-59, Off T32-77CTH -7z, [#H] RM D1 % b & 584
BRI SOVAY A L—4% — (IPG) (Zidactivafl Z &, & —7 v Mdasl, #
IRTFHASTN)E L, WO ASTN Fiil2e 5 & 5 128 L7z, i fzfollow ]
fE3s H-247 H. #iEHY 58 IEZ0ONT25, Off ©2-5. UPDRS PartIl iZOnC4-
43, Off T447TH -7z, FEBIZHE & O DOMFERE HIMZ B I3 BIFTH - 72,
PR L 22 AL R SN h o7z, (B8] M T PN RHE A537
%2\ microelectrode recording® % 47 9 . #EWHIZIE Umicro-lesioning effect %5
AR E A 52 L, Bty RS & 6 AR R 18 A 18 < B 18 AR O FE & i
A5, MBRORBIC B CIEREIEH R )R % 77 2% S interleaving stimlation®§
DEET LI LTI RWARMEH LR T 5. NSO ORR, BIF2ixk
D% TOLUREED & 5.




EE56IA] H A

P-067-6

N=% 2V RORERGEEICHT 2ERFESIRBOMR

12 BB PERL RSB AFRARE, 2SR bR féfﬂ?ﬂ%ﬁﬁnﬂ

Okt WIHEP, HILHUE, BELEEL dREs? i el
NI ITRIGY, W RS EARHEES  RE R

[H#] 78— % > Y iH(PD)IX S8 BT R E (postural instability) % 7% § & 548 0 fi B ™
T, LA L, ZORBIUHEERTRL ) 2 EMERIIL R, COBRICEEST 5.
i, PDAEFE TR RE A SN, ZOMERE ICBAHRE 1T L ESHRE
WAL EST A EMWE SN Frid, AT E S 3 (Galvanic Vestibular

Stimulation: GVS)ASPD DS SUFBEE 2 AR % RITT 2 & 2L, shamM# % v
1A E AL IRERERIC L ), ZORNREMREE L7
[J7#:] % 913200842LFTHIUPDRS  part 30O F12 (BHOZEN) T3 EORHEK

SHREE AR TPDSBI (RifE261, MIEASEEFIB). GVSOEMBLE X, HiH LS AT

o LTSRS %, S R L IERH & BORMI A~ O L3 MR % 3 2 07

ERBRA L, GVSE2045 B L 72, ShamM#(207)1EGVSFE il & i — O EMHEE & L,

GVSZENils & [ — D5z F TR0 2T Tl E LA 82, ORI TlREL0mA

FCIET &7z AR E shamfIE O MEIZ AR & L, R EEAICE) 4T
CEEREEHCE TR ST, RO R S R E % 20084 8CET UUPDRS

pmamﬁmz (BBOREY) THHMiLZ. 2607 Y5 VETFH AT TR Y L

IO GEAZER L, 60 ORI 2 & P EsIE i, HE [ L7

[#E5] M %36 TUPDRS  part 3OIEH 1245, 32500 (RiE16), MIE AR M’?I)

12, 3518 <@UE§%M,WI> U L7z o2 (RUELE], SRS R L) |

Iﬁﬁlzmx ATVEAE o e BEHAEL, KRR EICYEA R L2B LIRS

T dpo 72260 CHRIBAEE P I AR T L7z,

(5] TR B SO ATPD O RS SR A A A Ltz v,

P-068-1
QPSHERWEN—F 2 UiREBEICE T 5L-DOPAIC & 3 K& B RTEMHEED
O A NS i1
HEEPIRE

R AEE R BERHR

OI:HEML.U1 St ?i 2k, FHE L AL EE M SRR
Fhg—°, LRHT?
[H09]

SERERTESE AR ARMEQP) E T, S=F v ViEEEICBVTLDOPANROHEIZ L 5
{\Hu&] Bl & BRAER O BE % 355

Jik
KRIZL-DOPARFN THIFE R 7o TV BRI S =% v v VRS ES AT 6%, T4 19680
308, TIHRIRIM284). WIRSEIL12KEH PL LAk L 7-OFFIREE L, PIRA & 285R DA O ONR
BBV TQPSIC & A WEHERZL & BREIR % LB L 72, ZhZh OBk H IZIZUPDRSIT I Tl
BEROFMET). HE—FWEHGED)OMEPO % #E: B & UL E B i (restmg/aCUVE
motor threshold : RMT/AMT) % 72 L, MEPHRIRIZAI05mVIZ % 5 & ) (I E = e L 1.
QPSIEHIH IR % 5ms & L 7458 OREEURIEL Ssecti304 M/ B BB 12 5- 2 72. MEPHRIE % QPSHf;
75604t E THEEIT, ON&OFFTOMEPIRIENZAL % BHRAERDHBIIC oW TG L 72,
[
OFF T12QPSHOLTPHZALIXH % L, LDOPAMRIC & 5ONTIRLTPHZ(LOEE % 207z, ON,
OFF L2 1LOMEPZLE L UPDRSII O A 2 7 |2 (S H & 4 M1 % 2 5o 7285, ONEOFFTO
MEPZAL# M7 L UPDRSIL A 2 7 DU SA O M1 4 3 A B % 5200 72(p=0.030, r=0.76).

[i74]
N=F ) VHEEIBV IR SLTPH RO T A A SN, ZhALDOPAIC & A HHIZTH

EnALNT F72QPSIZLY, LDOPADHHA R % FEIIFHIT & AW HEMAH 5.

P-068-2

IN—F 2 REBREOEREE P/ MEICXF Y 5 Deep Brain StimulationD &2
liﬁ'ﬁrﬁ BERESERIRTERE  HRPIRE, GBS AP )
Offge—! SpRZEAE wmmE— KilEZE, T ZH% MREE %2
iAW

[HG] 73=% > 9 (PD) TldsaccadefRiEA /N & < % V)l?f'@«ﬂ%ﬁlf)‘?%< %%. Deep
Brain Stimulation(DBS)IE, SEECH M8k 1 LBk ae % s S % & 462, IRBRES B
bh RO UGS L EHE SN TS, DBSOEMRE % B 5 212 Té?’:df), saccade
BN LA MEADBS Tl T A A A Mt L7z,

[Jiik] #5IIDBSHEH OPDE#14%. 631+88#% (mean=SD), UPDRSIII174+814. [
i IZRIE % 0B RIR LitfE 22, 3R b o 72 SR ) 1SR LR fre b 4

A7 EfTole WERRPOHEBREOMKEH L EFAKXTA LT v %0 /&
(Eyelink1000®) Tilfk. $URME, SHOBEO LY b (v M) &, RBOEMELZ, S

Wnty b (£ h2) FHEL, WHORELy MM LE. 14457413 F $DBS ONOIK
BTy MOBEL T THHDBSEOFFIZ L Ty F2% 1T\, FR ) O7413DBS ONOKE
Ty F2%fTo T HDBSZOFFIZL T v METo72. #I6T 2REOHMIZOWT, DBS
ONB & OFFIE T & HE# O, saccadeD I - [M1%1% paired t-test I L 7:.

[#54:] saccadefRIFIZDBS ONE;(334+ 1.30° )ASOFFHF291099° )& W A EIZ k& o 72(p<
00125, saccadeI#IZONIF(224 £6.3[), OFFR:(24.3+6.2[) THEZ7% < (p=010), HEEIZK
THEHEREOE S S ONE60£46%), OFFEH(5.2+35%)TAH E 7% L(p=020). DBSIE
saccadedfili % B S £ 727%, HMEMOPMEILUEE L b o 72, PDICBIF A RO
/Mbidsaccade DIRIFE/MIARFFT 5 S L DBHSND A, BULIEESRAHAOKE S %,
?f/ FLIET DIROREKGES) Ostrategy 7% EMOERIZ S A SN ATEEEAS ), DBSIZZh

B R G2 o\, ERIERAEA L kb o 2RSS 5.
[ﬁuﬁ] PD®saccadedflE@/NEIDBS Tkt 4748, HMERZROEMEIZUEEL 2\,

o

TR 55 1 S315

P-068:3
R TR RIS O/ — % >V RBEIC B 5 RERE SRR
DR

Yl R AR, P R A SRR A
FRENARARES Y

OFFH: 481, P, l:l:l'-l-‘l%’fﬁ1 ﬁmﬁ\/‘?l Ji
VR, ALY ARIA, LT

ZNTUNN

[HE9] 78— > 295 (PD) 123B\C, BUR T AZH SR 3R (STN- DBS)@@@U
PR H U T 2 AR IR, S Tw D, —T, STN-DBSH 12 5855
B L IFEALT 200058 ), BEOQOLKTER L 74 1) 155 25, %@fﬁﬂ?
[ERPZEEIEHH SN T v, KFET iSTNDBS{ga))"“*K“EtEE:‘@?
BHMEH L ANV TOIREL B S 22T 572002, T ORI & &b CHEIRNESE
MeAE & 470 72, [D5k] i Sud LRt b FE CiifiISTN-DBS % fifT & 417zPDE
F206 & Tl &2 CwARWwPDa Yy bu— VLB TH B, FEEEEEE LT
GRABSREE, BNV T4 % v v THaEZ N L, WEEARSIC X 2 BREEHT R o
B2 4T o 72, [AEOES R TIEDBS on/offlly 0 #Hifi % & H8 T - /2.
[ 5] MEBEERER I B U 2 BT R & L, AP BBIAN S, WEBE S UG % 72
Loyl ;quJI‘ﬂﬁéA\ EIXDBSEEEPD O ¥ b O — L EO WIS IE L T aora
ﬂf; T 7 WEBEE R UG | IDBSEE O A UZFR0 H 7z, [BEMEE R RPN

4x(0476) &, B3N 7 | XA B O @ F G (0.468) & MBI L Tv 72 (Spearman

OIBRHIEED . [#57] STN-DBSH OPDEH 0 %R (XPDI A 0 575
LDBSOREA ML TWh & #F 2 5, FICHEEHERI IESTN-DBS# O i
BN 2 45 IR 75 & OARBI HSHERR & 7.

HOE SR,
S NI

P-068-4
N=%>v>r
£

REBED, HFK FRERBRISEEROBRKREREFERLEDR

VP HE R LR b AR, ZE%E(%LP‘)\FH ﬂu?ﬂiﬁﬂﬂ

ORBNAE!, BURT, & NG ,,,1 . BHZUS?, OB,
FIKEESR?, B %IJJ)EEMZ PN e

[HIG] /8= Y BREOIBEFERO — D (KRR DD S 5. BLR T AL B
(STN-DBS)ISEFEN 2B & BHEI BRI 7578, Ml AERN% %5, STN-DBSH®, (K&
ZAL L BRRREE & ORI &Mt T 5. ] S RIEHMSTN-DBS% % VF 7:PD % 3161 53:
=1516, FIFIEFMRASHE, FMEERSTAR). M LAE30 A, VEESERT To, hEZE
fb, BEPRHEME, L-dopath 5% FFMliL 72, EEjkEAE % UPDRSIIT, Y A% 4V 7 ORE#
UPDRSIV(32+33) CAFi L, W TR & FRHBEREAC T O A 8 b Bt L 72

[45] #iEim=31)DF13, BMI22.3 UPDRSIIon/off13/271V(32+33)2 L-dopa®450mg. #lif3
7 A (n=30) & F- 3 UPDRSIIIon/off4/7.1V (32 + 33) 0L-dopa & 237mg, ff f 1 4 (n=18) &
UPDRSIIIon/off6/8 L-dopa f 248mg 24F (n=21) 14 UPDRSIIIon/0ff10/13 L-dopa f: 274mg 34F (n=
16)1x UPDRSIIIon/off9/11,L-dopa i 26 1mg 44 (n=10) ix UPDRSIIIon/off10/13 L-dopa & 301mg,5
4 (n=10)I3 UPDRSIIIon/off15/17 L-dopa367Tmg7s » /2. ik BEyfEk & & B4 L 7278,
SAERR I IS EBI AR AT AR IE I J2 2 I AR S 7z, TR0 & i L - g E AL, itk
VEIF+75%, 24E+91%, 3F+81%, 44E+82%, 5F+36%. MRMIIM 24 E CIRBE MM
L, 3~AERIEHEFRE SERICILRDIEL S M)a) Mia & 0 % RSNz, 37 BROKE
BINE Y A% 4 7 OB L MBI L 72(P=0003). FAHERRIMT 5414 T I3 HDS-R24FABIL &
IRT L7 M5 E DRI 5 - i E ke ’FIHWTFH‘;M F A 1T ) O 106 7,

ﬂf’tT\»’%%f)‘%F‘f;?ﬁJLn"*”**ﬁﬁ*%}\éi(L WIS EANORERIDEIEZ 572, (K]
STN-DBSH R M7 & (R E IS 2 ASAERIILI AN U, BEHERI AT 2 2 fim
&fw FHERETRPETEELASNA, MEOKERD S, EHEAEET DS ORE L

&R0 ‘9“%;1“%:& LTHEETRETHS.

P-068-5

N—=F 2V ARICHT D RRBRHAEE FHMEIThEL o ERICOVT

l*%«ﬁ‘rﬁik TGS G AR > & — MR, PR T L RS A PR
Hw’f%‘%ﬂﬂ il \/)\?—}\%FEE%EJT TR RN - AR E S

OPH:ID ##T(ﬁil HEGR, MR EEE L I S

EHEAL e

[5] 3—%F v i (PD) (kb 2 Bl #gkek (DBS) (&, FkA%E T b 20004 (2 7
Blis & 2 > TBY, PDOEMERERE L CRMEND L)1k >Twa, SEETIEH
FEAVRE - RSB TS L CDBSR 4T > CH Y, MHEMNRHE (EIG 0¥, iho %k
AL OFHE, MARIMEAER LIClbo Twh, BT X )DBSHE’JT%’:<®PDE%%
DR #ZVT B, ARETIRTAC b&ﬁ’otffﬂ@“ﬁ%ﬁﬂ%f)’ 5. [W4g]
201144 [ A & 20144E11 3 F TIZDBSHIG % W 5 72012 ABE & 72 (2500 O B4R
k% L7z BEIE2800C, D) BITHNIH L COBSTAMT & HifT L7z, BRAVERALE, HUR
T (STN) 1360, ik#EERNET (GP) 361, BURNME (Vim) 1B1CTH -7z, —F, 116
IR LT Fli 2 Tbhporz. [HR] FMziifT L adro21B0HRE LT, 16
ﬂt/‘ﬁ%fﬁ*&<ﬁ#ﬁfi@ly’m%tf!’ﬂﬁ@ﬁtf:. =, BDI10BILERAIHEE A L, #isd
) EMRBIREIZHIT LTz, 6611, DBSOAS - KA A HIH L7z & 2 AHERARADFAiT
%mﬁﬁL&ﬁ\ot, Z09 BN AR & 2 IEAFE ORGSR, EEN A PHEHLE L7272

OTHo 7z HTEILIE - i, EEFIBEE 2 & DR D 72D 12 FAlr R & i L
LA BT HERDBAEAL L 201 d o 72, % ) LA I B A R &

Nk sz [F8] 85— 0y VB L@ COBSTREIL I & 7 5 B

ot KRS, WBEELDS ) &AL Tﬂ IBWTY, RIS R RE

A RDORHIE O BEAFHHR SN Abeh 1B O H NEE), Kt

eI, RRAbERE, EHEOWR L COFMEIT) S EATED. —HT, FEREML

é’a‘é“‘ik LT, BEREL G0, WMERCZAREE T 2R S o oRs
R HDBSHHEOMM P EEEEZ HND.



ERPRAHER

P-069-1
HENHEMAECR, 1B ZDEHESEHT 2 RROEHHE

VILIHE LR BE FAR PR, 2O R R AR B R R AR A W S R AR
e, CEINRARE I ZE L > & —, TREARAE RS A Rl R g e A
i B P A R S AR P R 20 B

OXFRMZY, 5 B! ANSkb?, K3, ol

[H/Y] #53EARICBT, HHOABEROMB NN 29 2 RRAOMEE T
7o, BIEFBWOME, FANICHHNNATERER, 317, 6% & 1A HHA I L 72,
N34 LB R F A CTIR681 4, 651 & 3VEGHFI2BICH ), MR —T, B, w3,
TSRS R 7 EBOIR R DML, FSEF#RANTIZ0MIFC, S50 X L0 FVEE R
JEIRE LTBY, BOEN L ZHREROEIHFI L LT woTREwrEE R bh:,
7z, BB TH ), STRIFHEETIEE D 5 5HE L7z, Z 0 AER O WS L
7o P, BIZFHREGRFEFEHAPHEZRSCBVOHEE - KO LEHL 7.
[Ji ] R4 12w T, MfEE M F R, BHEBMRIFT R, SARA (Scale for the
assessment and rating of ataxia) TEFliZ1T-7:. [#H] SARADOSKAT, SihkiE, K6
VB, TR BRI BT, 6, STMAHEO2%IZ6M L D £ AT T A Ao 72 UL
e EN] JRIEVETERE, WEIRMEAITAH L - TB Y, MEOBEHIN ik
TTOAITNEL eofz, EEMFEIRETIME SR T 2RO R ro72 ik
B R D R H ORISR, SR E B s, (%] #
SEIRNZ6RI S AHEBI & D R, APFFIOSARADVEMETH Y, BEARR RS DR,

FHEGORAMS OFZE, BEMEIHEL VY, BEEEICEISHLLATD, fREE
S OABIOUAMALAM0AIE L TB Y, SHRIEAIER 5 2 & TRHEDOHED L
THUREND DS, 6BUTE) 7V y I VI TH Y, SURIISHEHERE ) K LESI A b 5 K
BEREAFIRNABG CAHIA SN2 EERETH A, BURTIXEAR L, MR OAMEMER L
HOPTRZVD, BFEWFNLHET RO LS.

P-069-2
Autosomal recessive spastic ataxia of Charlevoix-Saguenay D —ZR R D ERFR IR

A

USRI Aol RREINRE, CROTCRSEIESAEE MR
OXIEML, w3l WIREFS & ZK?

(B 9)8 7= 7 15 T2 212 X % autosomal recessive spastic ataxia of Charlevoix-Saguenay
(BT, ARSACS) OEifGx#HETAZL.

CoF e & 7 B SN A R T IR O 2B, AEBILIXS6RE A, HAN, HRlE. E
IR EIT Qv R HE D OANE L, BATREES MBIL T, DT 336
PO BEOREASREEL o7z, FKERIE, WICRBEOER. M mARL g
12, P EAEEE OB E)L, ocular hypermetira, AAHFAIMEIRE, T KO
T &R, ESERE, W HROEE, ETROEMFHOMIET, EEDTRSET,
PTRsJuE & ATRSIEF, Babinskifgt+/+-, BIOME, HHO FHGEASOKEET,
Wil Odrop feet, HIAITREE% b7z, SEFI2ZEROMTATRELME, A& FFHRIE
B, SRR 6D S TADARNE (SRS ) LB % 1E)
PAMETHHL, MTADLARLIRA. NERDPS, STRESHEL, ME,LHEN
T rhol WRFICIE, REEUITRE R0 50 L) EEEEREE T, AT
Be. JEGILORR M A S DNAFNT #5617 L7z, (ERFIRESD S, F i hg i mRR
DN L% 2 TFRDAAOALAOA2ATAVED % B4t L, ARSACSO T M % 5> T
DNAFHI & 4T L7 & 2 A, SACSEEFOT LV pGUTSRER (I At v AZR),
T VN2 pQA208X AR (F vty ALR) R L7z pGUTBRAERIEIHHERTH 545,
bI—HOT LT vty ARREERD TS L5 ARSACSE L 72,
(RS E ORI, GEROWMBEIZ R VARSACSDER Th - 2. ARREDREE RISk
& DRI Z T, B TARADAHEZ RO, TADPARMERDEHD
RS 5\ S OERIZE %) BRBIEOWREED & ), JEAIOERIC X 2R A
BThh.

P-069-3
ABIDSCABD & ABHEE & 1BIARIE B DRIERR T

VB RUREIE M AEPE, PNHOKA HABAEITR, U KRB
o

O, WO 1 KB e S A%, JEspel®, & i —2,
RAORREC, BHFRBS, WM, fm e

[E] 64ELLEREMBIZE L T\ 5 SCASWERNIZ DWW TR E 2 -~ 95 Bl
2O CHIMIREAT R 2 M5t L7z DI R] JRIISCA8(H2, 42, TR Fin
3950%, “PHERERIEI2104E) T, CTGY ¥— MERIZ1234 51970, SCA2(1%),
SCA3(2f1), SCA6(3M), SCA3LABI), HHEAHE D #AEIESCAUCLSCA)GHI) % *f i
& L7z, ADLIZOWCIEHAFEREHGHA S L7z, [#5] SCASIZAIF/ MK
SEIRD AT, IR L€ AR e, SRR 2 & 360 % B C
Ao 72. UCASCATIZ60%IZ I 4+ 7 10— X A% DD 2% L TSCAST
1RO T, BATEEEDOM#IT S UCLSCA L VW AEISE, - 72, IRIRITEM 72
A5, DURESEHR & 0 AR LA E WA R S, 197 OCTGY) E— k&2 A
35 FIBIER CII/MEM IS ©, 7)) F TR e s, T —
T L BE O OBLE L EWHTH 572, [HiR] SCASIZMDSCAIZ N
THREML RS THRL RV, R RN d 20T, mE, 5tz
B CHEAADLE RO Z-DICEETH L L EZ O/ FREOMRMBOR
EIEHTH 57205, =% 2 VERIEBED o7z, TIUTEE R RS
DDA /8= F 2 VIERD Y A7 SNTW ARSI E 2 b7,

i

55557 B (2015) 55 : S316

P-069-4
SCA31BHASERIC & (T 3 ERAREREOHET

FUCH AR B AR .
OXREILS, JIHWL, Bk BT, REHEH, s

[H#9] SCA31iZ, pure cerebellar type? & de ti M (E BB/ MM AVERE & L
THIHNTW S, L2 LEdE, AREERISIZ, TR A =7 %52 L 7:SCA3L
BREOWEB S H L. €T, YR CTRIZTZHSN/ZSCASLEHIZBWVT, /h
IR LA O B R A O A 2D W TR S 5.

[J5i%:] 20074:8 A8 H ~20144E 12 1 H O 4 b THf= T2 W 21TV, PLEKHG4
T O UEHEER ((16C>T) &, SCA3L locusiZ B\ T AZ S % 1, SCA3L
LB LB S (244, &2l%) 2BV, ERBERRGE, MR
N, HEBHGE R 1T o 7

[#55] FIREZE LA WEFIS%H - 7. FRERRIX565+ 745 T, MIHEIR
BATRENIZL AL TH o, BITIRENEETH Y, BRTEHHAT 2 &
I 27 o 7 BFIISH(1L%)T, FAED HAE~214E LEMIC L > TREREDTR
STz AR YRR % 5250 72 D13 1344(28%) TH - 72, KT
ERROIZDIE8%(1T%) Tdh o 72, W FHEEILFRET, HERELLEE LBS
FWe o7z, FRIRBIEM T84 (17%) Tl 72, i L R 2 &0
N—=F 2V Z A D% B L7 BEII4A%9%)Td - 72, FHEEMRIE/ M 50 245
AHSL, T2WIT/MEsREMEES 2 235 2 La %oz LIREOBA
DHEVEFL2ZZH L, MIBGULHY v F 79714 —=%[ifTL, 209 HL3%DHR
HATH/MIEAETLTEY, Z0O3%EI/N—F VAL EE L Tnhrol:.
[#45w] SCA3LEE O FFUITAIH: 2/ NMERDAMC b, N—=F vV = AL EET
BAEBIRMIBG UG Y > F 75 7 4 — CH/MHAME T $ 2 B2 57E L, SCA31
2BV TCERMOMFERBEEDFEALT B W HEEATRIZ S L7z,

P-069-5
FhNBEMEERC (T 5 PRI B CTHifk & BRAOEEE DR

UROREE R RIS B EESE, CHOTATEGE A EITRT AR ERITE
=

OFatal!, S’ ANk, S5 K, A’

[B89]

FRBEREETEOS CREAKEELONTEY), MERFEEE) EHTEAVE /BEREC L o TERPE
W2, 0, GEMEENRESE AT O F VAL EREEEC L o CERDBLT A EAAGE S
TBY, MR ARE CCADI B ME LRSS T, A, o WFBMEZPHE (SCA) 6
2B AN T 2 FARIR A DIk BEE WO 20T A BIST, FIRIBACHAL MREAHOEREE IO
WTRE LT

[Fi]

LEAK, HVIGERTT, BEFBRTBIREL T ASCA6K & SCASIHOEROBERER, Fiki+Y
[% 7, | PRI CHAOHE, FEIMRIERY FEL 7.

R
SCAGHEBIS = SCASUEFILOBI Tl £ 170 72, 2B CHIMBERER D b st HIREATHK
SCAGHEFITHH, SCASUERISHCHtETh 072, AETIZISHTH (4%) THRBECHERETH -1 Tk
BRECHEHEOSFIILING, ERETAR RRIRECHAIBIE Ch o fo720, iRk RTo72L Th, M
K YFER RO BRI MR REO A 0F & BT L1, RRE AL CHAT L 220 RIE A SRR
BEBUBIRREHCHEERL o728 SARAR I T CRERBETHEREED A MBMEL Y bEEA
Thotz FHIMRITIETRIRACHARIER L BERCMEEGROREINS 22RO Mk ho 1z

[%% - i)
KEBEFIECIREEEOB £ 218% CHRRIHCHEABEI 2 LRGN TBY, KB ClHREENE
Mot ErEREECRBRERE MRS L) Bho 2. FREECREEE CREMEEBEO~ -
H=ThHHER TR MNHEROERERE D~ — 1 —12h o TOATRMNS ) 45 & 5 IS HOER TRET
LUENHLLEDID

P-070-1
BB/ K SAAE B E (C BT Bhot cross bun signDigst

HRER AR B R e CRAE AR

OX FHf, Rl O, B8R FE 2 Ak, BEEEE

[E ] hot cross bun sign (HCBS) & pontine midline linear hyperintensity (PMH)
1, FEREARAEAE 2 SO % 2 R AR | A 2 BMRIIT B & ST
B, FERNKJHAE (SCA) TLROBYANDH D EARERIEN TS,
Wik DSCAME TOHCBSS & UPMHIZ DWW CMES§ 5. [H1] 20064E5 5
20144F F T2 Y fliik % %7 L 72SCAEHITH (SCAL : 36, SCA2: 56, MJD :
3361, SCA6 : 276, SCA31 : 266, DRPLA : 36l) OWHIHMRIFEL Y, HCBS
b L < IIPMHOIFAEY % $iE % #i~<72. HCBS - PMHOTEAE & 4F i, FEHAER
) E— MREDOHBBRE G L7z [#5] SCAE#E 2Tk, HCBSIZ82%,
PMHI324.7% 2 fF7E L 72. SCA subtypelZ & YHCBS® L < IIPMH%H ¥ 2513
B2 5 TH Y, SCAITHCBS 33.3% - PMH 66.7%, SCA2THCBS 60% - PMH 40%,
MJDTHCBS 6% - PMH 57.6%, DRPLATHCBS 66.7% & HEH EAHIE THEAE L
72DIZxt L, SCAGEE TIXIBI (37%) TPMHAEAE L7-DAT, SCASLEHT
13& LI o7z, HCBSHE, PMHEE, BaVE#EC4EM, MREEHICH
B dr o7z, MIDIZBWTCAGY ¥ — b4 L HCBS - PMHOEAEIZH & 2072
HBIER SN h oz [F58] AMMIHE S & OFEHFMRITHCBSPMH % 7%
W7zl SCAOWEEM* BT 2 LENDH L. ZOmGHT R, HEARTHREER 2
LN LRI O 1EEIR % 479 2 SCAL, SCA2, MJD, DRPLATHR SN % —
7, ke N R ELC d 5 SCA6, SCA3LTIIMS THIC, MEMEE FIE L 2T
LEZD.




EE56IA] H A

P-070-2
LERICH T 2 FR/NEEME (SCA) DBRIGFERDFE b L UREBOERKE
S

AR AR b ?ﬁiﬁxﬂ\]ﬂ
OMIAFE=LB, AL ERIE S

[H1] BEESCADRRIBISHAE I IXEINT b M2 H 5 T L SN TV S,
Lk JALEBALM) BB 5 SCADFRUGHHE R KA O BRAFM Z HA L,
HARZ MO EIZESCAD SR & ik 3 5. [J7EE] Ybe CHEE TR 1T L7z
SCAFEBNZ BT, ZNENOIFIRIFUIRE - FFSREIR - FEREFHG - S - Kk
FEICOWTHE L7e [E8] 3410 A 7 1) — = » 7 HSCARIE T AT
E72HEBNE51B (12%) T, PIRRIZSCAL @ 161, SCA2: 161, MJD : 661, SCA6 :
186, SCA17 : 16, SCA31:2261, DRPLASBITH »72. ZDERDFEMAE 5
7z2260(MJD : 160, DRPLA : 16, SCA17 : 161, SCA6: 106, SCA31 : 9%

AT L7z, SRS AERTIEM]D  407%, DRPLA : 62, SCA6: F-#459.15%, SCA17:
27i%, SCA31: F395265%, FIFEAERIIMID - FH54ki, DRPLA: 552 %, SCA6:
550 X560 - BATHEESS) - HEERE LS - BRG], SCALT : TRk, SCA3L:
REEFEEAB] - 55O &40 - AATEEELH], S HIEM]D © {55, DRPLA : 1@,
SCAG : R4 - HEILES - (70 - HEAR - JE0 - 00 - AWIAS& 1B, SCALT : HRl,
SCA31 : f&h56 - AWABI, FEEEEIEMID, SCA17: &Y, SCA6: & 156 - %
L261 - ANBA3G, SCA3L: & 0 361 - 7 L1 - AB5HI, DRPLAIZAHTH - 72.
[iaam] 4B ClmB A IZMID & ) & SCA6R3I A E A B - 72, FEREAE
HE VT NORRI BV THEEORL S UL, #5EIRIZSCA6, SCA3LT
FITIZ A B A/ M 5 27 ;LPIITZQF«HVC FEAE L7z, HE TR
Iz bb\f%?&ﬂﬁ*%ﬁ%ﬂ&)fvt. KIEEE—HTAH L b Db %, KIKE
HEMTOSCAZBETE LN EARL TN 5,

TRILIANS,

P-070-3
LIS B T 3 EMNREMHED S FIRE DR

<591>l4*ﬁ1‘$ PIREPEIRIITE 2 > & — e AL
O IHER, @iEthis, BT, NS

[E] YhtR% o B/ MKZEVEESCD) D 4 T (55400, BRI A I S 2123
B [J78:] 2004485 %> 52014410 7 & C IS G TEFRBNGZ VA % 5 - 72135
i3 L CSCAL,2,3681217,31, dentatorubural pallidoluysian atrophy (DRPLA)
DEEFIEN AT o 72, & HIS, FEAEERT A0/ A T D OR R HkEREE % 1
51060, @A MEEO1E OFFILEN S L CAPTX O BAR TN & 17 5 72.
bf*%l X GBI BETIN, LoPh64f, TSI 43,64 (0-837) T -

CEETERICL) T EEMMRICESPEA6LF, T, RIS 136
(M’%ﬁﬂuﬁ%ﬂ&ofﬁﬂ), MHE. RIEE LD 22556200, VHEE.  ARESBI:5960 (8 il
RIS 1BI,  F BN ZEAE[CCA] 4P/ L 72, 2R Ciltfn AR F EF &
56 17 (41.5%. SCA31 %517 #il, Machado-Joseph Disease (MJD) /SCA3 %5 13 f,
DRPLAZ1361, SCA6A31161, SCALA1H, SCA2HIH)TH - 7= HEWRICL
LNFIE, T BE4400(721%. MJD/SCA3A51361, SCA314513%, DRPLAAS114,
SCA6H5M, SCALATIH, SCA2AT1B), T EETHIG38%. SCA67%MH], SCA317A3
wl), MEEOHI, IVHSHIB5%. SCA6A2(, DRPLAA2M6, SCA312S16)TH -
7z, CCADW, 361(214%. SCA67% 261, SCA3LALH)A EIZESCDTH - 72,
S0R A 12 FAE L 72 AR BHX30BI T, 15T B UTHEEH113851(26.7%. MJD/SCA3
#5361, DRPLAAS3, SCAIZLE, SCAZASIBCH 7= APTXOH{EFHEHT
DOFERENPECTBIETH o 72, [Hiaw] CCADMBBNIRIRZIESCDANED S,
CCAIZBWT b BIET T %3 58 AN S 5 L %2 517z SCA6SCA3LAE
WFIECTd 5 = & 7 175, RIREHHI S Tl o 725N L% 2 Hivs. 305
Kl ZERE ) T RMEEBI AL <, B GRS M Z1ESCD(AR-SCD) 0 # i
MBI TR R AL L T 2 D5 HROBETH 5.

P-070-4
Machado-Josephi® D IR & ERFRZ8B

B PR
FRARAML, ORI,

EE AR AR
OfiE T,
B!

[HFI’)] Machado-Josephi# (MJD/SCA3) &, A3 Dz H i/ NHZE VEE O Hh

THRSTH L), BLRIEZOERMO—>THS. INHDOMX % KER
B &9 % BEEOMID/SCA3ZHERIL &, BHEDBEREMIZOVTHLNIZT 5.
[J5i] i, ssfed 2 648 M1 MBE | IR EE D & 2 M]D/SCA3B A 31K 414
(B 1=2219). BERE D R X2, Wi, FAERH, SRITARRRE], v
FEAAR Y], ZEC Y], ?Etﬁm%%%ﬁ]ﬁt, AATABEIRF I 3 S E AR R 1) 2 T e
L7z, B3P £ EHAETERL L, mxn ¢ MEIC Tp<005% FHEED D
E L7z [RER] B EIIR245 5%, GIRARR, 2oM2R%, AHLIRR
Th oz FEFEMIL, 3972137 (17~71) T, 10~29% 5 (AR 1061,
30~49m% 54 (BEE) 2361, 5 3E (CHE) 861 TH - 72, 7“;“7]‘60) HE AR
$13159+75 (1~34) 4, BISIHIRAZADLIE, AT EEL0H), HfT CGRTA
BE) 2080, ~ v FEMRABI, JEC7H) GECREERGF460, ~ v FEAR3E) Tdh-o
7z FIED O BATAREEE TIX132+514ET, FEI0ER, AlF44%, BH8I%, C
H63% CTHATIRECTH o 72 (FEAELR L), Ny FEUKE TIE191£624, LT
TIE192+£88HETdh o 7z, FERIE, TIBIFIAE2M, Hili g2, N BYIRAEI M2
160, BfiELsl, ARBEIBICTH Y, Xy FEURBIO 9 &, IENITTRIIA ST AL
WP SR4E75, 260 Cr e A NE % f8 72, [iam] UkeTld, dukeTd i
ITE9)ﬂf:f!ﬁiﬁk“@?é#ﬁ’rl‘6M]D/SCASEE%’£'J§§HL:#’)f: ) - RBEIER L Tw <
CENWRETH o 7z, FIEMHS, SITARRIEOBIRFEEIE, koMt &2
IZEEL, HEBEMEE T COMMzE B 2R Lz, BRI, AOHE
< &, TIPS G s R WIE) 0 F AR & ) S a7z,

MHEF, WEHIHFA, H R,

o

TR 55 1 S317

P-070-5

DRPLA® B BRFF AR K D45

1Z£J§Eﬂﬁtyﬁ7~ HIREPIRE, 2GR AR I AR, SRR A AR
giﬁ% BB, AAREEEL R AL WmE R JIE A bR
[Hg] BRI BBV A RZE (DRPLA) OBRIE O RS & 5T 5.

S

[15] E{Kﬂﬁﬁf S & L 72DRPLASHI |
EEED ST 5.

[#%] DRPLASBNIIHLOB T (B, BF) &k, B2, L3pl, e
W15 -52 CTh - 7. FERMOEFERS I 70— X, TANATH-72
34 70— XA TADATIDBG], ANk AHEEB S EAROIEI F 70— 2
A TAPATIN2BI T > 72, BIEFLERD R IIZSE A 5 1-104EC, 5BIH4451 T
HATRESE, SHICERARAERE E AT S, 1B TIX ESAAT, HRAIE) T RE
Hotz. Hu‘(‘EZ’C‘aizﬁﬂ’G:Z!;ﬁ*%iﬁﬁb@f%immfﬁﬁbEﬂ, ABI TR 2> & EIEAR
W2 CEARIE 0 W DREFEDRD BTz, E?%FIIIE O P& & 12 spindlekk o
HEABN D E S b o 7275, W OMEREEICHET 5 2 LEHiETH - 7.
I 70— XATADAROIFITIE polyspike and wave 25 btz Wik
sk CRIRIE 0 WSRO SN o 210IE I F 7 0= X ATANART, 54%
DI TR OB EIR 6 AR SNE L) Ilhotz. ZOEMZIAY
U—XACTADAMOLIE, FEI T 7 U —X A TADPABDIHT b ZEN54E
%, SERIINIEATLER S NS, 34 70— XA TADAROIBITIIENILD
i%%ﬁ‘nﬂ%f%ot.

(%42 - #iik] DRPLADSHI O il TN, BIEIYTIC SRIE 6 O BEFRATE
ﬂ%,ﬁﬁ #ff%ﬁﬁfﬁ)ot. A EIE DS REZERI T B[] O)F)'Emf’%v)h% hal
LSRRI BN L ZLTH L EEZ O, Kle & ICERIGE 2 &
O 7ARPALASEATS B LAl Lz,

WZDWT, BRHOEEIR & e 7R % 3%

™

P-071-1
B/ HEMAEDERARAEMR (ICARS) & MRIJM{ATE & DESE

B ) T 2 FERRRE AR .
O Kl HARE, EARTHE fEcRFK, REIIFELL

[B9] BAE, F BN PR SCD)DARAR I G IR S LT v, MRIO
IR ORI ZEALIL, F T M OHi 72 7 biomarker & 7 % W FEMEAD 2 75,
hEct 7]’&1‘/“ I &N T, AhFk s, BEHMRIC X 2/ MRz
Wi O HEFE & E WS K@, 8 B 2k 7 o 5 B Tl R T & % International
Cooperative Ataxla Ratmg Scale (LLFICARS) & o B# % #at L 72,

[J57] 20044F1 3 ~201344 7 F CL2BFH ARE % 72125l OSCDEE D 5,
SHHEBMRIMAE & ICARSHEHIl % 17 - 728661 (5144860, L33 xS & Lz, &
HOMRIE, R EAE (LU MSA) 3461, Rz B/ Mk e (BT CCA) 1841,

BB INNZEAE (LLTFSCA) 3461 (SCA6 1361, SCA3  7#, SCA2 36,

SCA1 3, SCA31 26, JHEAH 66 THb. Ty 7V AT ALY IZT
) 2 7R BARRE I E Y 7 N TRI/3D-VOL % Hv>, B B & 472Nk i f
L AT A A S 2ATH T LA & D AN R R E L7 E72, MR
AR AETHRT 2 2 & CRAELZMIEL, I Ol % volume index(Vdx)
L LT, ICARSE OB ZH S22 L7,

[#5 9] 49 TOICRAS E Vdxid, ICARSH A Y=-0.002X+0.016(Spearman’s Ro
=-0.322,p=0.000), FHLIEH TIZICARS I-0.36,p=0.000, ICARSII-0.214, p=0.003,

ICARSIN-0.136, p=0.061, ICARSIV-0.174p=0016Tad V), #s, FTAHEO I, I
THIE A A Sz, SREIGIAHRI Cld, MSA CHIBI#R%0. 632(1;) 0.0000725% £, &
W TSCA6TIZARBIBI%£0.545(p=0.005)CTd V), SCA(1,23310ther), CCATIIH
ZAHBE R o 72

[ SCDEHIZHB WV CTICARSO# M, FHIHHD I,
72MSA, SCA6DICRASHE M tVdX@’fﬁE@?ﬁ‘ o 7z

TEVdxidMB L7z, %

P-071-2
FH/MNEEE (S B B/ AT © FHERDOEEME S LR YMORE

W) 7 2 FERKEEE AR }
OEARZIE, K, HPE, fEx ARRE, RAIIEEL

[B] FHNRATEE (SCD) 3R AEETH Y, 5 FBIZFENTROSHME
LD METHEDO A — P03 b FHTh D, MRS & 2 /NMARREEMIL 7> 570
Dbiomarker & 7% 2 W REVED S 5 %, /NRRRIIENE, Fils, HFICL2E60F
HREVZOTFHPEICE L 2Z2IHE L E 2 ) 2 Tweiwv, Kifseo B,
International Cooperative Ataxia Rating Scale ICARS)DAX T % Fill L 9 % /M
HAE DR, ZEMEOREZWONICT 52 E12h 5. [J5E] FESCDH30H) &
SCD12# (MSA; 3, CCA; 2, SCAL; 1, SCA3;3, SCA6; 2, SCAKAEIAN ;1)
xR e L7z BEMRI TR EF O DICOM data® vy, Bt iflzE Y 7 b
TRI/3D-VOL(RATOC Engineering) T H #flith & 17z /MNALER R & A T 1 AT
ORI 247 o CNMRRE 2 WE L7z, 4Bk, M B, RE, JHERIBRE
(R 28 & o8 & il A 720 A JE R L 72 & BHEE S22 L 72 i O B E), 1451
SO & W5E LICARST WO R (LA R BRI & R 7z, F 72k 72481
% 3% O Wi N EHE AS3 18l 52 % 1T - T, inter-rater variability, test-retest
reliability % 5K @ 7z, [# #] W % 12 35 F % inter-rater variability, test-retest
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The correlation of non-motor and motor dysfunction in spinocerebellar ataxia
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[Objectives] We evaluated the correlation of non-motor and motor dysfunction in
patients with hereditary spinocerebellar ataxia (SCA). [Methods] We evaluated
quantitatively symptoms such as the non-motor (cognitive dysfunction and
emotional dysfunction) and motor dysfunction (cerebellar ataxia, spasticity, and
rigidity) of 4 patients with SCA1, 3 patients with SCA2, 13 patients of SCA3 and 3
patients with SCA6, and analyzed the correlation between these factors using
Spearman’s rank correlation. We estimated r > 05 as correlated and r > 0.7 as
strongly correlated. [Results] Scales for the assessment and rating of ataxia
(SARA) - Gait score correlated with Japan stroke scale depression and emotion
(JSS-DE)-activity of daily life and TMT-A score. SARA-North-finger test score
correlated with JSS-rritability score and ADAS -construction score. Ashworth
score correlated with JSS-irritability score. [Conclusion] These results suggest
three systems correlation between (ataxic gait, executive function and activity),
(limb ataxia, visual construction, and irritability), and (anxiety and spasticity). One
of the reasons of these correlations may be due to shared use of
neurotransmitters, including GABA and Glutamate.

55557 B (2015) 55 : S318
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