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HEITREICR B HET 5 LEI T
B, ANMCHBE L LT 58E 3 bhs, 4H,
B2 I TARF B D ALS/PDC DR DTRkEE & /MK
28T a—synuclein BBHAEE DS & RET LT,

*f&e L ik

Kii-PDC 3, Kii-ALS 2fj&, @ hr—A &L
TT AN > —R7 & RE RS O b 25T,
PDC & ALS {IRMkIE L/NB D, = b e — VR
BT 7 4 8 BB L, AT8 (mouse
monoclonal, 1/100, Innogenetics %) & V Bk o
—-synuclein (pSerl129, mouse monoclonal, 1/5000,
B EE-LHEE) o5 B HUE % vy, Vectastain
Elite ABC ¥ h (VECTOR ) % U CHumEmk
RN LT,

RFEH Kii-PDC DERORBIMBEOFTR % Figl iz

Gallyas Braak

RY e ZOERNT L LR 40 AR TEREIRIEL,
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co-localize LTWBEH b H o7 (Figd).

-

« -synuclein

Figl. Amygdala of Kii-PDC
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Fig.3 Double-immunostaining showing
a-synuclein-positive (brown), AT8-positive (blue) structures

Amygdala Cerebellum
Case AgelSe NFTs a.-synuf:lein NFTs q-synuleein
X inclusions inclusions
PDC 76F ++ + + +
PDC 70F ++ + + -
PDC 60F +++ ++ ++ -
ALS 66F - - - -
ALS 63F +++ - + NA

Table. Summary of the cases with NFTs and « -synuclein inclusions

R IR LT R OBERN %R Table IR L. «
~synuclein PEHEHEERSEHE L TV 141

DOHT, FRPSMIDETH o7z, PDC D 3HITH
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B AEmN Do, —F. Kii-ALS 2 1 Tik 1 41
= NFT RSB e b DO, a-synuclein Bk
BT Do Tz,
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—synuclein BEMAEEEIE PDC © 37%THELL, PDCX°
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RE MRS 1 28 Rl — D AR MBI NIC co-localize 5 2
Ehb, ZoNEAOEEEREZHENL TN D,

Fabkfls % HZ o -synuclein [BHEHEES EHT
AIEHRIL PDC 71 T, IMFEMED D VITFEME
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RS IHEA T 22 & tau OILE & 2R L T HRME
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~synuclein EE L E 2 LD B, FOBFITFHT
5, a-synuclein HSEHE tau IS L protein
Kinase A% Uie U BB EBXET 5 = & #54R#5S)
ENTBY, 20X REEERABRZEZLNTVD.

LW
BEHERDR B OO, Kii-PDC ORHAETIE
Guam @ PDC & [F#%, o-synuclein BMEREEZBO.
ZO—HIL Lewy /METH o T, Kii-ALS 2 FHTIER
Dol

723, a-synuclein iZxI BHAEETREVZR
HR% REFEEERZAER - WPEE AMEFER
W EREKRHEBEE HEE ORAAIERELET.
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RO X F ALEAREET TS L ONEFEE
L. Jackson 512 X T motor neuron disease-
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BRERLEO OTHRET S,
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IR 62 5%, Bk
FIERE - #50FEER L
BERE : B v E TRk L
1968 4F (27 7%) FEIET 20, BREI B L2
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BEERHALNERVAEFERTE R BTz,
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ABE#, HARIRIEN LIES < Hiv iz, 1999
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BB R N E 5D D B bh ot
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&V RHEPE, BEICEELE o,

Fig.1 Tl-weighted MRI, showing obvious
atrophy of the frontal and temporal lobes with
marked dilatation of the lateral and third
ventricles, and opening of the Sylvian fissure.
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Jisé Purkinje ARARHER & T = PEFS I
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Fig. 2 (A) Atrophy of the dorsomedial and ventrolateral portions of the temporal tip is evident with
opening of the Sylvian fissure. (B) In this more caudal section of the temporal lobe, atrophy is
evident in the amygdaloid nucleus and ambient (parahippocampal) gyrus, as well as in the inner
cortex of the temporal operculum and insular cortex. Myelin pallor is also evident in the temporal
lobe white matter. Dilatation of the lateral ventricle is evident. The caudate nucleus appears
somewhat atrophic (also see (A)) (KB). (C) Marked microvacuolation is seen in cortical layer II of
the temporal tip (HE). (D) A ubiquitin-positive cortical dystrophic neurite is seen in the temporal
tip. (E) Many ubiquitin-positive cytoplasmic inclusions are evident in the granule cells of the
dentate gvrus. (F) A circumscribed degenerative lesion in the CAl-subiculum border zone in the

Fig. 3 (A) No myelin pallor is evident in the corticospinal tracts of the spinal cord (cervical spinal
cord section) (KB). (B) Neuronal loss is evident in the spinal anterior hom (cervical spinal cord
section) (KB). (C) Bunina bodies in a cervical anterior horn cell (black arrow) (HE). (D) Ubiquitin-
positive filamentous structures (skeins) in a facial nucleus motor neuron. (E) Two holes containing
lipofuscin-laden macrophages are seen in the motor cortex (white arrows) (HE). (F) Fibrillary
gliosis is present in the globus pallidus and subthalamic nucleus. A decrease in the size of the
subthalamic nucleus is evident (arrows) (Holzer). (G) Neuronal loss and gliosis in the substantia
nigra. Cell-free melanin pigment is evident in the neuropil (HE).
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Eb:[l:%l}. L—Wh‘&b 6*[:710 Coiled body %)wu
bivzns (I 2C), HAER wfted astrocyte
& B\ astrocytic plaque IXFER T X eho
Tro VO OMRENEEYIIH4 Y v — M
4 ¥—F UvRDY)FBGHE (K 2FL 3E),
Bodian & Ti3#EV (¥ 2G). Gallyas-Braak
BB TR VERE (K 2H) 2207, &
BEBHTIX, F VBHEREYIT 12-2200m D
tubular structure 5722 TH Y, random »H
DL wave ROBEFIZE L7 () 21K),
Western-blotting Tl 4 U ¥— ME(LD RN
ZuOERBIHR I, —FH, FROFE
ERTTbhZ vBEFRE T, £RIT
B Shehot, BE=o—u Ui,
Bunina /MER skeins IZE<BH LT, =
7o, MBREZFLRMEEIC S, ALSD X
MND-ID C#4 TV 5 ubiquitin B
BN E RIS BD bR o Tz,

BREIRA S AR OEN. B FLATEIRE MR o B

7TV AR, JL’::J:'U“%_E@ microvaculation 23EBH, C: PLRIEIRERVCERETHREICEED ATS
EEOT7A P MBIUAY SFr FadA MBARED LA, D ¥ UGkl L’B&ﬁw

55, B F, G, H:Betz Mf2i2AR OMIERE L ==

e (6)

—J T AraYdA b ENHIERD4 (F) & Bodian
G, Gallyas—Brask Jufd () CRIFBEMEERT, 11 RD4 BED coiled bodies, J: # U

BT & huY A hOGEERG, K POTENCRD bivie X vk N R R O SR BRI,
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M3ATH (C7) AURVHRIREFRED
myelin pallor AEH, B: FMUSLEF#EEE D sudanlll
BBVEEERL, CHTAICH D 2R Bk & 7
) F— R, DERFLEAAERN= = —a af
WIC EATES = o —n v & Rk Y BT OB
EWIE RD4 % B LTz,

% B

AT OIEFHDA—F% 0 ) = X A
Bl UEG =2 —u EREEEE L, BE
O ERIZEITHHRALE (Z0EE T, CBD
L), BRI R, BEREAIITIL,
HEE{AIBEIELS . ALS BRlOER =z —r v
KR L OSEOMRME - 7Y THEE
EREAEBED b, T bE AR
RD4 Hifi. Bodian #ufa T, Gallyas-
Braak Qe CHBMELRE L, ZOX 570G
GitiE 4 U v— FE UFAF—DORFERBT
% PSP 5 X0 CBD TR b BHIEANE A
kozFnt Ry, LA, 3 IE—FY
FRF—DRERBTHHE Y 7RICED D
naey s /MEOFRIZ L BB LTWE,
BEALRZ LI, AR A EH - —1
FERIZFOZ VIRRZETLSHATE L,

AEICIE, SEROF VBEO=—T 72T
2 puadA FOHBENERTH o, BT
L2 UEEOT A hud A I, W 210
MBEME O BEOFRES U3 3F—5" T
MEINTWD, LirL, THdOEFTIE,
B SRR T O RTRR I BRZE R FR AN
ETHY . BERER= 2 —u SERITR
B HAILTUVVRNY,

THALES == — 1 DR & KERBEKE
$#13 CBD, PSP 3B \Nd FTDP-17 IZENITFER
DB ENHB, L, ALS IZEET
% motor neuron disease (MND) O EgER ¥R 2
Bz FOBETIERY, ¥ oBRT
N296H ZE B & &4 % FTDP-17 @ 1 HirHliz ks
WT. BEOHEEBROEEOFEENHRESH
TWBR, ZOEHIZHLIMES LOCRET

BEOBEREMIZEIRNT 5 ZIRE M & g
hiz,

B3k, FTDP & MND #4 L L, # V#E(s
FRIIMERERBE TS 2FRARBESNIZY,
MEBEZEMIIT. FUOREERIZVTRL
Noa—a vy ORFILH LI, TOFHNE
— 1% CBD/PSP D F Iz X <RI Tz,
FLHTERERRFEENOBECERL, £
DREFEOFBEI T, MR L OHFRERTA
DOFEH==—v ORELEETH-o T,
B 5 b TADES = = — o VBRI,
HERNE Z B0 AEBRD LT,
Fir, BHOAEEHD Y — i ALS TR
EEEBILTWE, b ORRERTRITA
FloFnE L<BEHRLTWS,

7 OREEALLBNT Kuroda bIZAANIC
Pl EERRR G AR Lz 1 FRp2HE
LT3, 2 ZofEH (49 5%, Bk Tk,
FERANCRME B R & S 47 1 —X ADH
WA ThHY, 2Kk 5.5 &, ERITH
BT o Tz, MEBFEMITIE, MBLT
HFBE O R 72 BRI O FREEAR AR O B AR P I B R
MEABRED Bz, FHBEEEDO NS
—E ALS DENERBIRESETH 7z, B
haZ e, ZOEFAOFLEIEREEIZERD
b AR R AR B AT ER B, A
B 72 wave WOBEH] % 779 tubular structure
NERoTWVWE, ZOBBRBIIRFOETH &
—FH L TW3, Kiroda HOEFTEH, 7V
TR X UOHERMBREET AL Z U ORWRER
FELTWALDEEZBND,

EEH

MIME4 Y B — h & U A F—LRIBEMIER
M, X Y XA R ER a2
VEMERERITIENH D, KB
Kuroda & OEF & iz, /S—% =X A,
MND (ZBE T AEREHEL I — U
RF—DHF LW BERFEZNRREOFEE
FTLDEEZLND,
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RAEFBREOERENE EaR BRI e 5 3E)
FRRRZSME AR BT B3 2 FRAFSEEE (SR FeiRis &

Kbt B2 B R JEAZ IR VEE 18 B DI B AR |+ T A

HHER, ZE<Y, BEIERE
BRE R RN EFL 2R SERT R P

TR E
TR SR IZCBD & 2B S 7z 18H DR A S0 Aa & # et LERIR 22 & bbb L 7e, BRIRAYIZCBD &2
W S e BG4 CIE, ERO Y 0 0 RARBE B P LE~EHREEMATICEERR L, M
MBI DRV BRI &R U, ZISAZERR & W0 Ll E EHE O IRV LH1ZALS-D & BRIR 2
Wi STz, HAPIROERE, EAEOZ LWER, ATREMFOEME, REOBRWEERRER
RTFIBUESH D, BEREIZPSP L2 S ABEMA AL, EEL, MBHBREENLT LY
PSPD & I8RO TId Ao 7o, KIMREREITRE CEEMICOAZBMNEM L R LT EFN
HFHELE, UEXYVCBDTIIFERFDOANT b T AIE VAL, KIMKEOEMESATHEER HR
BALEEREBA L DB, EAENTRTIEROE, HDIVIIREOEEARRENFIZR ENFET
BT LBERENZ, 0L ) AT rigido-akinetic type®parkinsonismdigiE & 722 Y, PSP
CHEEPILEBRBE LTIRA OGN D WRENRBR SN, & HICHRFREGOMT &R SLET

B,

XL HIT
BB EEEEMIE (LUTCBD) 13ERZE%
5 RIGRE DEFEIR & R —F% Y ARG L
BRARERREE L. WEZEIICIZS v BtED
B E R PHREMROL LTI TIC
LbEMHRAL T B FVARF—ThH 5,
Dickson iz & - THEME S 72 CBDOHRE 2
FEUETIL, CBDDKRMZE I idpretangle’ %
<, threadsXPcoiled bodyBRKHBE. &
B BB L. & biZastrocyte D22 N
DO F EEEE TH Dastroeytic plaque®
AT ERE LR (PSP) & OB REZMME R D
BEL LTS (K4), —7F. CBDORENK
BREOZFHCEALCIX, R REDE
MEIECBD &5 O M THb D, BAFHT
X720 E LTWD, ZAUIXCBD DR RN BE

BRENRELLMEH I T& /= 1aterality,

focality & WO BRI B Tk, +4o il

ZENRWIEEE X TVWD Z & B RFICRE
LT3,
CBD > S5 ) 72 B PR 8 % 71 361 CII 2 B R
BERRneE LT, BRZENEERFRD
BROPOLTHFELTE Y, HFERFMIZCBI &P
BENTIER N LHIZERBOARS T Lk
BE2BRBTIELHEETHLILEZOND,
IOEIRBENLISHRATERFLTE
DALY T LERH U,
(BB IO Fik
HRIE, B ERKXPNEERFFRETIC
Bk STV 230463 fI . Dickson b @
CBDD R W B U I A 507 5 1801 & B 7Tl
Uiz, 20% R <)V EE, NF7 4
BB U RBMEE., EEE. MM, M
DK BN A HE, KB, Bodian, Holzer.
Gallyas-BraakHufs, VU U ER{L& T (AT-8).
VD UoBfh=a—u 7 45 A b, GFAPHREY:
B ECIRESH L RREIOWTRE L,
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Fz1. EFMOER
Case Age atonset (years) Sex Duration (years)  Age at death (years) Family history Clinical diagnosis BW(g)
1 51 M 4 55 - Parkinsonism 1215
2 51 F 3 54 - DLB 1400 %
3 53 F 10 62 — CBD(SPA) 870
4 56 M 4 59 + ALS-D 1260
5 58 M 3 61 - CBD 1250
6 60 M 5 65 - PSP ND
7 60 M 8 68 — PSP 1200
8 61 M 4 65 — Atypical PSP 1315
9 61 F 6 67 — FID 975
10 63 F 10 72 + SND 1000
11 64 F 3 67 - PSP 1080
12 65 M 4 68 — PSP 1350
13 65 F 13 78 — PSP 1280
14 66 M 4 69 - PSP 1110
15 66 M 4 69 - PSP 1290
16 69 M 3 72 - PNLA 1220
17 70 F 6 75 — CBD 1120
18 77 F 7 83 - CBD 955

ALS-D, amyotrophic lateral sclerosis with dementia; CBD, corticobasal degeneration; FTD, frontotemporal dementia; PNLA, pallidonigroluysian atrophy,

PSP, progressive supranuclear palsy; DLB, dementia with Lewy body disease; ND, not described; SPA, slowly progressive aphasia; *, brain edema.

IS

1. 18FIDE R ZRUIRT, FBIEFEIT 62
% GLER~TTRR) . B&ii310:8, BHHRE
IXIEH5. 64F (34E~134F), FBLRREHEER
116755, SEHIRNE 21311608 (870~1350g),
FRAICAA—F Y =X b, FREEDE
BEboboP2fliciERI TV, BK
ZWrix. CBDHS4HI, PSPAATHI, atypical PSP,
DLB. ALS-D. parkisonism, FTD, SND, PNLA
BEIFITH - T,

2. HIRMIC A ZE ORI E OFHE %
R TIEFNESH (EHI3,4,5,17,18) T WA
A5 VL TR DRI 2> b BETHEEIC 3RV &R
LTIEGI S4B, v T 4 v ZARBEICEN
EE R LIFIRIBE 5T, Zhbosfld
ABiXCBD L EEERBWT S i, 161IZALS-DL B

Brah Tz, ZOFIXEEOMEKEE b
FRVMEM Z R LT,

3. ERPRZUTBCBD L 72 o TV e WEFIZEI L
T, PWERMREME, WA ST & TR O IR
BIEWEE T X0 DIE o Cretrospective [Z#l
2245 L, 1B CIRATEHEER S 2> b FEEIC
T TEmBA DN, ERZEIBELTEEY
REHE B RO T ERNFIC, AFITIRELRE
BT R o T, T, RE O
EPEEE TORVWVELETTHOREP-
720

4. CBDD RMZEM DB O — 21k, FEREH
NROPEIZZEHNE T Dhemiatrophy DFT R T,
BICATEEOREHE. k. BREZzED
HIER, BESSERICERL TR LAMNHEE

— 141 —



L. T4 U 2ARHORKRERLE (K1,3),
5. ZEMEDIRVVEIE D B EF RS E I
L. BEEOREENMET 2, L, G-BYE
R0 F 5 IE Yt B O threadsid S E %
4 DU-fiber, HE» b AEICEEIZELT
T AR, RERNEKTEICET L CRERR
MiMAELrERXTOIOBRREBHEETDH D
Baillarger#+##., Baillarger NiR. R HYE
WWEEHB LTV (R4),

5. REREOBREICEL T, ¥hbdTi
ERELLDARLNZWGIR 2 flby ., ik
2T GB, # VB threads. pretangle
DHFEELEDLOTHETHoT, Z0D 2 i
TIREBE»SLEBEEOEERER T basal
degeneration & THE IRETREL AN A
bz,

6. KIEH, MERERE CIXBE OB LM
TEDLD TN, WEIKOEME bR
BENPEFBOERRH B &, BEKTH
DOFAREBLIETIPSPIC L U TRV %58 72, : - o ,
PSPDERIRBWI 8B H 725, T b DHl M3 KMEE - BEEBER, BROBERSE

B2 HFBROEE D hemiatrophy

THRETECHBEAEOERENRORTIT % KB, # Holzer
o,

& 1 ZE¥IRO hemiatropy, XIMEE. BEEER, HK
EEBPERICELTER LTV 3,

4 7 b pretangle, 5 L astrocytic plaque, AT threads
7 U EE
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RERZ W S 7=CBD #l Tk, BEFERIE
Weork L MEPRENL L, BRI TES
5. 64F & EHVMEAIN A BTz,

186HCBD & ERER 2 W S 1L TV = D id4H1 ¢,

84 1XPSP/2 V™ Latypical PSP & ZHr X T
Foo MOEF OERKZE IZERNITIX
parkinsonism % & 72T &R AV LIXALS-D,
FID7p L OBEREEELEELZZH TH
olz, T O OEFOFIZIICED OFR BF&
DB HESIBE L OO R W DR b &
EN TR Y BB TE 20, RK2
oL d AL IBEMRZ D, 5%IT PSP R
o & O FF—OEMOEA TS A 78
R D I HICBRRIFBRB O BLETH D,
CBD L ERERBM INTWEflITHThbLE
ALEERO HLRTE D SERIERE D 5 VN LT
4 VARBBICRVERE T L, BIRAICEK
7. BMEBRBESRE R EOCBICHMA ST
W3 BRER S A O D HEBIZRNEMEDRH -
7

WAIZPSP & ERER 2T S L7 B, laterality
BZ LWV, FEIRTRb LA PREAD
RIEHZE IR WERE 2 R T AN A D vz, H0L
HEROMEBEENT TRERB DLV IZ<NT
&L HHVIERBETRORESR R & OREHEE
DOEE L EE L & 2 rigidoakinetic
type D parkinsonism & U CTPSPDIER & A4 —
N—Z o7 LTI Z b 3R Mabhi,
Wo THEREDHGM. HDHWITHERE L
EER - MBHELE L ONRT  ANEKRES
HELTWERERERTHD LB DN,
CBD @ hemiatrophy OMF & LT, AHE.
BEIZZE IR T2 threads & OEENRED
7z, Threads (ZBESES D innner loop & outer
loop ICET 5 tau OBHEMBETH Y,
U-fiber, BEMUER. Baillarger #. EHHHE
BB LT 3 R FROEREIERT S
EHER E T,

CBD % REBENDH D LEDREFHOK

BOEMIZIINEVERD Y, HRBFTH S
CE&AERECHLAEDN SHEIERED S WX
INVT 4 7 ARBEBEOREDORIETTIEE D
ZENIRWENRARY T ARFEELTWVE,

EX R

IR R E S IZCBD L I S T2 186 D ¥R
BofE R LERRZ Xt Lz, CBD
ERR W & - B Ci, BT 4
7 R G B R L ~ B TR B A IR L3 58
<. FREAREBE OBMOWEREREZ R L,

HAEEROZENE, EAEDZ LWEN. MiE
ERH OEME, REOBNEMER Lz T4
BLFIH Y | FEEREIZPSP & B & 5
BH NN, BEK, MBRAEENLT L
HPSPD L HIZRWVDIT Tl dro Tz, KX
BB REITRE CEBEZIOBMNEMEZIR
LT BB FE L, A EX VCBDTIHIRE
DD AR b T ARV EREME SR S .
I HICERRAEROERE, LA LETH D,
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2) Gibb WRG et al:Brain 112:1171-1192,1989

3)Feany MB et al:Am J Pathol;146:1388-
1396,1995
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BT RN MBI S (MR BRI 78 )
PR AR BT B D ARETREE ()P lRE &

(38884 ] Huntington's disease @ 'PI-MIBG DIV U F T 5T 14—
(3 8l K& BEgll—F
B ERLREE  EREERR g
(#EFRE] K4 BAEETF D, IS D, BUEBx2)
R D EIRRESE BERER HERRE
2) BN RkeHsE  ARARRRRE  miERE

HEES MR ELEBROLEN T Pakinson's disease (PD) 1ZH W TIXRHN S PI-MIBG LS F
53574 —ORYAHDBENSETTH EMESNTETCILNS. SEFKAKIL Huntington's disease
(HD)T PI-MIBG LY v F 55 74 —CRYRAMETAR SN DM ERE LIz, HD RIER 2 F~15
O HD BE 6 BT LT, EBEDELSICIPMBG DY VFJ 57 1 —%H4T Lz BEORKRE
11288 L Tl HD D#47E %<7 Unified Huntington's disease rating score (UHDRS)® motor scale [Z T 5Tl
L7-. F7-, HD OEHEE (15 OO DULVTIE tyrosine-hydroxylase (TH) DAL iR
HEFL, FMELE. FOER, I'°MIBG LYV FIS5 T4 —CORY AL early phase Tl 6
th 551, delayed phase Cl& 6 #lth 4 FITIET L TUV=. SEAEOD 14 U = HFEETRRYTHRET X w7 g
THolM, BHHMENE, UHDRSscore MEFT D&, TOMYRAHLETT HEENH o1 &
t=, delayed phase TOEY AAHETDHH early phase TOETIZEITT HERLH S Z LLRShie.

YA EEERIFTERE LTIESERIS D0, Ca EHi#l, ACE BERIG EOREE, Hint
ABlL TD—DF7UY, A4 VEENRMOA TS, 6 EFR 2 ERCERRRS DHZEEALTY
F-1=tb, HEOMBRICITEELETHH, SEERKMEETH, HD ERCIRORERMEHO TH 26
HOETARDLATEY, SEBEICRARVEFOIERD 74+ 0—7 v THABRELEZ M. Th
T HD 255 ARBBEEICOVTIRER SN S I &M 1A%, Huntingtin [F2EITHIRLT

WBIELEZHDOE, 5% DMYRAMBETORRRELED, BRENBRLEIA DN

[#E]

8] —meta-isobenzy lguanidine (MIBG) i £ & >
FETST4—lEEXBETO/ LT FLTU Y
HEEL, DEBREEIRIRTIBELLTH
BENTNEN, BBREMKEBETHL/—F
VYVERTHEERREETENMHALSHATEL
B#HceHH->TH "PI-MBEOHBIUFIS
T4 —THRYRAAETHELDHI EA, A
bhdES5hEo2k" NYFUPURE
Huntington’ s disease (HD) Cld:& &= F&E
WTHDhuntingtin N 2HITHRBELTWL
ot ohTng. k., WDIZEIT S
LEBBERICOVTIEHRF SATOL AL
-6, SEFHDIZETA20HEEOFREIC
DNT BI-MIBGLFvFIT 74—
EFALNTEELE.

[B#]

HD (214 B BB OB I DOULT ZI-MIBG i
BUFTST74—ERVWCEHET 5. £ D
(& & SRR D EREE L OBEFHALNMNETH T
EEEMNETS.

[HRE L VAHE]

RIS 2 FE~15 FEDHD K 6 fiT, Bl
BERESIR D L SBIETFRMIC & o 1= EEFRIEIRDE
FEREIZDLVTIE, Unified Huntington ‘s disease
rating score (UHDRS)® motor scale BRU
independence scale [CCERli L=, &f-, REBHIM
23 FETHRIZ & YT L= HD OFIRG (1 6D &IE
BREBES (146 ODEBREICOLT,
tyrosine-hydroxylase (TH)$t{& (monoclonal, mouse,
immunostar) % FLVT REEBLPRIREI Z1T o 1=

1B-MIBG DAY Y FIT I 74—k EE
[ZHELY, PI-MIBG : SAMIBG-123 51k (BE—5
SHTAY b—THERN 11188 GmCi) ZFHEL,
155% (B & IBEM® @) (CHowhrs
TiRELE D H) S#PE W ITROI 252 L
THOY L, HMEERDT-.

[#55R]

=1 12D EBIDERERGETRT. RICSRT L DI
BIODaEERE & LCld amantadine, amoxapine,
amytriptyline, clomiplamine, clonazepam,
haloperido!, levomepromazine, risperidon,
sulpiride, trihexyphenidyl, olanzapine AMERE
A TULV=. Independence score TIXIFEIFEIMN 62
TRIETHRATHT-.
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=1 EBIDRH

fER] | PR (P Independence
HEA score
1 2 Am(150), O (75), 080
(49/F) THP (6), amy (30),
CBZ (400)
2 3 Am (300) , CZP ) 060
33/M) Sul (800), GBZ (400)
3 7 A (300), Sul (600), 050
55/F) RIS@. HD(®M
CBZ (200)
4 8 An(150) ,RIS(), 050
(44/F) CLM(25)
THP (6) CBZ (20)
5 8 Am(300), GLM®E5) 060
(60/0) 0BZ (200)
6 15 Wn(150), LPZ(50) 010
(60/F) Sul (500), CBZ(200)

Am:amantadire, AVD: amxiapire, amy: amytriptyline,
(BZ: carbanazepine, OLM: clomiplamine, GZP: clonazepam,
HD: haloperidol, LPZ: levopepromazine, RIS: risperidon,
Sul: sulpiride, THP: trihexyphenidyl

22X -MIBG DY FIT T3 T4 —T
Z b= H/MEE & UHDRS  independent score %7RY.
RITRT &S 6 ERIFDT—OLERFRR T
BELBOEM o ICEEH ST IP-NIBGDES
F5'5 7 4 —THEYA#F early phase Tl 6 ]
o 541, delayed phase TlX 6 fish 4 TIET %
EEL Y e i WA AN AV it 0) 5 = ot 0 AN s (e N
BECH-oT=A, RAEHREIAE (, UHDRS score MIE
FIzgELy, '21-M1BG OEYAHHB TS HIERMN
Hoht-. &Iz, delayed phase TOELY AAE
FDFAH early phase TOETIZEITT SERILH
BTELREShI

3 2. KR4I UHDRS & 21-MIBG o F 557 4 —D
H/M B

53 &R ﬁ MIBG HM MIBGEHAD

HFEF soore early delay
1 2 K1) 19 1.7
2 3 b1 2.06 1.%
3 7 bl 1.8 1.62
4 8 67 2 1.67
5 8 63 23 204
6 15 102 1.8 1.3

RIS & AHETCIE HD ESITIEERE S
BB & LB U DB REAHEEIOD TH RBHEDETZ
B (F1) , REMEERRHOEEINRIES
f=. AR DO TIE—HIITBER VS,
SHEBEICREZFMZSFETHS.

1. DB A

IEEIE

HD (#%:& 23 )
A TH fHifk  SaEBaies)

&%

13| -mota-isobenzy lguanidine MIBG) IX/ W T E
27U (NE) OEBEH7FIOITHY, TREMHE
#ET NE LEHROER, TR, B Thh N
MAO (monoamine ox i dase) %> COMT (catecho!-0-methy!
transferase) TIIFALRBIEZITEL, WS
ERY. FOHYAAHEERIFTERE LT
SRRSO ahM >y GIRMERRIIETS
uptake HHEDIEE), LELEY, TVT5I0 M
RN SME~DEREERE), /LT FLFU Y,
0 PRI (HRRE D /NI~ DEREDIRE
THEE), #0ii Ca ¥, ACE FEEHIZ: & DIFEE,
FASAREL (F FUTRA OV EODGEEEERY
BEH), T—T7UY, ATTAVEENINET
[ZHESN TS,

E15% HD 6 SEBI CIE—AEMI ZBR E 2 1-M1BG 1L
SUFTS T4 —TCHMNENETERLE.
COBBEEMRITSLET, 6 EHD2EHT
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EBRNS OFIEFERAL TS0, EREEIc
[FMEEFET 5. LHL, RERGIEPRRIT—E
FIcHHEDO0, HD EF TR BRSO TH
SEMOETIEOLNTEY, XEHBTOHORYIA
FHETIZ D OBEMIKEEHETZRIET 550D &
EZohd EBRITER-LS(2, HEEPIRE
[ZDWTIEE HITEFIDBEHAEE L Boh, ik
BERE L HICEE, RETHITFETHD.

CHET W 2B 2 BERSRERICOLTIEE
BEndZELNDEM 1A STEREIIZIK 1970 4
K YHRShZ?, BEMEEEORERAIZDL
ThH, BRRATCERESEROHLHE DT, &
THITESA TV EEMERERLRXICL ST
BaTHHERY).

& 3. HD & BfRmHEEE

patients) omms | (WA function)
Sharma IR, .
ot al. 1999 22 1D HRV, SRs { hypofuction
Mdrich d, 20 D Hv, B ED: nomofunction
et al. 2002160 cot | SSRs, OT MHD:hypofunction
Carriers and EHD:
e g [B 10 gdmm' 7 | ger furotion
: MHD:hypofunction

EHD: early stage of D, MHD: mid stage of HD

W Valsalvamaneuver, DB: deep breathing, O -orthostatic test
SHAT: sustained hand grip test, HWV:heart rate variability,

SSRs: symoathetic skin response

Sharma 52 (& 22 4ic> HD BE(ZX L, heart rate
variability & U sypathetic skin response 2R YT
SREL, 3R BEIRHSSDEREAROLNG LT
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