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# # 5274826930 : MAJOR MEDICINE (NEUROLOGY)
KEYWORDS : HUNTINGTON'S DISEASE / APPLAUSE SIGN / FRONTAL ASSESSMENT BATTERY

SUTHIDA BOONYAWAIROJ: THE SPECIFICITY OF APPLAUSE SIGN FOR DIAGNOSIS
OF HUNTINGTON'S DISEASE. THESIS ADVISOR : ASSOC. PROF. ROONGRQJ
BHIDAYASIRI, M.D., THESIS CO-ADVISOR : ASST. PROF. THANIN
ASAWAVICHIENJINDA, M.D., 77 pp.

Introduction: Huntington's disease is the most commaon cause of hereditary charea
characterized by triad of movement disorders, mainly chorea, cognitive impairment, and
psychiatric features. It is caused by an abnormal Cytosine-Adenine-Guanine (CAG)_ repeat
expansion. The neuropathological features show progressive atrophy of the striatum and the
frontal cortex.

Objectives: To determine the specificity of the applause sign for diagnosing Huntington's
disease in choreiform patients at King Chulalongkorn Memorial Hospital.

Methods: Consecutive patients with the choreiform movements were studied.
Demographic data, location and severity of chorea, additional abnormal movements,
neurclogical signs, as well as the frontal assessment battery were collected. All patients were
tested with apptause sign by clapping three times as quickly as possible. Blood samplings were
coliected to analyze the CAG repeat lengths for Huntington's disease after permission.

Results: Thirty-three patients were screened. There were 11 cases in the genetically
confirmed Huntington's disease group and 22 cases in other choreiform disorders group. The
specificity and sensitivity of the applause sign, which is used to distinguish Huntington's disease
from other chorea disorders, were 81.8% and 9.1%, respectively. However, results of comparison
failed to discriminate between both groups (P = 0.49), similar as the knee jerk (P = 0.20), anti-
saccade tasks (P = 0.61), and frontal assessment battery (P = 0.65).

Conclusions: The applause sign has high specificity and low sensitivity for diagnosis
Huntington's disease in patients with choreic movements. These outcomes may result from small
sample size. Moreover, the knee jerks, anti-saccade tasks, and frontal assessment battery are not

tools good enough to separate Huntington's disease with other choreiform disorders as well.

Department : __Medigineg Student's Signature _____ % b‘gjﬂ‘"’g
Field of Study : __Medicine ... Agdvisor’s Signature f'é
Academic Year :__ 2010 Co-Advisor's Signature 7%
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1. Genetic causes
® Huntington’s disease (HD)
® Autosomal dominant HD-like syndrome
O HD-like 1, 2
O Spinocerebellar ataxia 1, 2, 3, 17
® Autosomal recessive HD-like syndrome
O HD-like 3
O Chorea-acanthocytosis
O Pantothenate-kinase associated neurodegeneration
O Wilson’s disease

® X-linked HD-like syndrome




O MclLeod syndrome

® Mitochondrial disorder

2. Non genetic causes
® Drug

® |nfectious: HIV, Toxoplasmosis, Progressive multifocal leukoencephalopathy

(PML), Japanese encephalitis virus
® |mmunologic: Sydenham chorea, Systemic lupus erythematosus
® Vascular
® Hormonal: Chorea gravidarum, Hyperthyroidism

® Metabolic-intoxication: Hypo/hyperglycemia, Hypo/hypernatremia,
Hypo/hypercalcemia, Hypomagnesemia, Carbon monoxide poisoning

® Miscellaneous: Brain anoxia, Posttrauma
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ANRAUNR Iasausluszazusnuedlsape nspdaulmmassmielng Tas
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RaUnAnaneNi g3 uelsAFURIAUEN AN AN duAaLARTNLAR &
_ . .
(caudate nucleus) wATWANNY (putamen) Gednaimeanlesllfianasdon
d' [ ' o ' [% s & o .
aunanedau A n1anda (thalamus) axnesdaulsinadiind (subcortical
area) LAYANAINALNIAUNA (frontal lobe) [3-4] dluiu Taenanisanas
a o [ | o o a a a 09//
naunseuiailudgqudAryresanisiatlnaniennadeynyn  ieeIn1mmng
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AnvisangAnssLarnn a1 unnTeeil 2134z UDINITRIATYNATN
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lsnduRaiuinanAsindnizesduauidniurenisBuaniiandle indide
111m@ (cytosine) @AY (adenine) Ha%U (guanine) ¥3aiTeNIN CAG repeat tnaifiapale-
1wﬁ§ﬂguu§u 1715 w0alasTulandl 4 msadnumiie 4p16.3 Wieflanuannuee CAG repeat
1NNUNRA azvinlinnsaseldsAuduRaRy (huntingtin) RaUnfly et s uRsRuTiny
T lunuedvnaunazag luaaAumiaaasianie ATNUNNTIANDIUATENUNE [26-27] U
lulaaiudslinuwihfnestlsfuiufduetuide el Suisbiuiiningasu
wlaspnianwaull (mutant huntingtin) AgnunsoinlifiAnlsadumeeuld Gonanuialng
41 “Toxic gain of function” AuUnAazilinuantes CAG repeat agjludas 6-34 gilm Ine
31u3U CAG repeat flunnndn 28 azifapwlliiafios awnsninlgnisiinduzessiuon

CAG repeat Tun1ennantinIf (73%) d9uiiuae aNuiuazanad [28-29] wazinanuluaed
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CAG repeat agfludae 35-39 giln Alennafiazfalsnldlunneme lnaazuameiniszeslsn
flengAaudinann #1d1uanaes CAG repeat nnnndn 40 gila azinliiAelsnduRaiiuag
wapsaInIsredlsannang  [30]  wanennsAnEdANTiuaenAfeaiudl  AuANTLE
NI CAG  repeat ﬁueﬂqﬁ?&mﬁmmmﬂmﬁgﬂwL‘ﬂuzﬁ"ﬂwmmnﬁuﬁu@ﬁmﬁ

@ o o

=2 dlsu 1 = o nll 72 ://
ULATIATY UHIEAINHON ”Lumﬂmﬂfmmmmumm CAG repeat ne1941N Qﬂflﬂi’]ﬁluu@$

1 1% 1
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Buuansanisraslsadausiangiias Tnaanizetnetiamainisinanantuial AR 1uNIg
fimn [31] anmuzduilBandn anticipation waznsAnEdaulviwudnanuauans CAG

repeat TRANANTUS A UAINIULINaRdlsAiTaNIIALHWIasTsA [32-34]
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gUN N7 2.1 wangANANRUSIE IR CAG repeat UATANENIENUAAIDINNG [35]

a v a o QI 2 a 49/ dl [ . .

NLBANINURALTATURIAU BN FUNATUNTadLsza mMILIANaNe  (medium-sized
spiny neurons) YAIIAR ANEIEIY caudate nucleus WAL putamen ﬁﬁﬂﬂ“]l,’?iﬂum@'m
Auanaauhlgfiuunaeaduniamisden (indirect pathway) Tuaasiugeauwnaings (basal
ganglia circuitry) Tafludauilifansiialsadusiaiu [3, 7] Iaaduntetiazldmenmany
ANe9dal  globus pallidus externa Was subthalamic nucleus dduanilianasdnu
thalamus linszfuanasiizions frontal lobe 1 INTW AUARAIRT NNFRANNA Uz uLLIIBINIS

Lﬂl 1 a o = I v a a a a s a

waenlannndnfidudnenieiaiy sanAuiaANRaLnAn19En ansunl noRnssy was
wnstlyyIaInNaTe9aNeddau frontal lobe anvisly basal ganglia circuitry €9AIENg
denleasie nanesdoudnin lalinianda pefifinddoudu  Auanesuazladundadon

fnel [3, 20]
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A NORMAL BRAIN | B HUNTINGTON'S
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gunn? 2.2 uamanaulazuuilaslu basal ganglia circuitry senansauilnsuazgiloslsnsu

R [20]

1% [ %

N19MI9A SR NADEl

Tufiilelsndumsduszazion enaazlinuanuialng  WeldFuniemman1eiaad
Fadpaeedned |y 1enTirdaaniames  (computerized tomography;CT) 38 w&niael
AALLNIMAN (magnetic resonance imaging;MRI) aunszyiaszezuadlsnniuieianand

o

AeWU9NRNIElBAI TR ANBIAIY striatum Y19 caudate nucleus Was putamen LUANEDLY
ARty FauAuENTINIUIATaY frontal horn 2184 lateral ventricle Y19aa3ding [36] ﬂ@f«;ﬁuﬁ
= o o % o & ; - & .
NNTANEAL A IUIAENARUNNNINENTU 1% N19mMT9a  functional MRI 438  positron
emission tomography (PET) scan 778 MRI Na111909m1 30 m9199 caudate nucleus 1§
peieaziBEm A9Lt N1TANEITRY Aylward LazAREWLIN N19Elaaed caudate nucleus WAz
putamen aziiatusIusAnauniisaazuansanisinlnannisadenlue dezunn 9-20

= | o v o o a

1 [37-38] Tnetfuimnsaedanisdaasduiudiu sresinanean1sniliulsalas AN UL
. - 4 : . .

aIANNLNNTRINIaNETayeyn  [39]  WadAnwnistlelusrezeng ansnistleandaes

striatum 8183z NAMN N8I LUAINIININTLUUUILAMULAZAINENIIBIANUIYN  CAG

repeat [40-42] UBNAMUANNNALINANINTIAINLT ATWL N19UNAILIANDS TUNALIAN]

YT IUFNRNTUARTIANG (cerebral cortex) d9Nf8 IALANITALULNTAY sensorimotor

o

131910 frontal lobe Nnaziaunsznuninfign [43] daulugjazifinluszaziinnaesisn
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gUnm? 2.3 uamanisldeaas caudate nucleus viaRsiNgnatlaelsafumas AN N3

;79?2 magnetic resonance imaging coronal view UBIAND

ANTUENNLTZAINNENTINE

Tuwddszamnensananveslsnd i AENUANEIULIDINIGERETDIUTAR
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dl = v $% s 1 a al & a :/ld al
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Tuniea9 astrocytes WAL microglias $ANAUNLNITUNANILAY cerebral cortex UAZIIAS
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TUsRulufiamaed (intranuclear inclusion bodies) Nasianlde azfindiuaaallsfui

Apn®A 1w mutant huntingtin Wiy [44]
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o

T9nduRIAuaINNINANAdEANAINNTUAZANNTUAAINIIAARN  IaafiannisdnAty
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o
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Aunutunflugwsmaslsadufiulull a.A. 1983 [45] uaznisAunuANRALNRTDS
CAG repeat NHAMNgNINNIUnFkay e s aun liinannsa519llsmunialng was

o 1

inlignisiinlsadusesiulull a.A. 1993 [46] TepanuiiaAtymanil wililgnisaimsziim
a a o A A & all o < A N 3
pNRAUNFlUaNIiUgNITHVFaREe  (DNA) Nadasnananaensnn luaennesuy]
wasnasanduuiauaugiaued CAG repeat
A9 A9ANANTBIN1IAIIA NNBRUGANAAST Usznaufiag
o [ aa o dl A o Il o v a o
1. Amfunfaduiietiudulsasadnlan Sumsduean

dll aaa v a o o dl o 1
2. wamnwveinguasisadumssiuluarauaialuanendsluiiannng

H - A PR by, Y
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1
=
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faNAUUsEIRATALATY ANUAK 1007 AL U9 ANANTL (sensitivity) 189n19MI9R CAG
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Lﬂqiﬂﬂutﬁﬂﬁuﬁlﬁmuﬂﬂqqiﬂ%LL@ZV‘W’JWN“]’]LWT&@]Q NN
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%

Tutfaqiiu e lddaalunisazaenisnntiulsndumasis  (neuroprotection) €9l
MﬁﬂgﬂﬂﬁﬂﬁﬂdW@ 11 coenzyme Q10, minocycline, unsaturated fatty acids, riluzole,
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v o/ A v o dJ a Vo e
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&I dl 1 a = QI aa [ % aa
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v 1
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‘fm@uﬁzgm Aa tetrabenazine [56-58] %Q@ﬂiuﬂ@jm dopamine depleter
I o A o - ;
agents duensneangnauensuing e4An1781MNuaTe WAL sz INA

anigeliing (FDA) uidelianguilluszmelng  endnnguuile 1w
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dopamine blocking agents ﬁﬂﬂ@;ll typical antipsychotics i

haloperidol, fluphenazine, pimozide LL@:ﬁﬂ@:N atypical antipsychotics

o

18un olanzapine fluanniinisiinnldves usindngiuzeswanisfnuida

v EZN
a0 o 3
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nNgu  atypical antipsychotics miaugNNg typical antipsychotics 1wgndl

uadingiAestiasndn  dwiuaanguauldiul  ngu NMDA  antagonists,

dopaminergic agents kas GABA agonists flaNAaNg1UINTARE

49 a

i P o =

2MNNTUATYT  ANAIAagIN1TRLAULAZNIINENNETIAE  Tae

u

1
o G

o - ] & \ o o a aa
@’W’%[ﬁl'ﬂ\iNﬂﬂ‘i’i’mm@ﬂu?twﬂ\?LLWVIEIV]@JLLZ\]Q‘L]QEIT]‘LIQWLLWV]EIKELH?’]EW]N
BINTTIULI %@HM@Wﬁiﬁﬂmmfa%ﬂ”ﬂiﬂﬁmmﬂuﬁwﬁu WE W9

%3 =3 v Yo o a % 1 v a v
HaN1?iN AN aNLAT 1 lae TanduRITU neUaWBIAR TR H AU
Fuwsn 80 Raunsaiaenldld A tricyclic antidepressant, serotonin
selective reuptake inhibitors (SSRI) [60-61] #1n13snmsnealuléna

A719ANA70U0 electroconvulsive therapy [62]

ANNEALINRYBINOANTIN 1T BIN131N9319 H1enNsAInaNin A
Teyniunisguagtlas fiansauinisinuwnsan 1ngsu antipsychotics 1

haloperidol [63] %32 olanzapine [64] ufiu visaninviiaaliaula

1
L%

= Y < o o o oo e~ Y

ANLLINADN smLﬂuﬂmmmﬂmwﬂwmmW?Mummgﬂqmc-mfrm nne
o d”ﬂ ¥ b4 A A 4 =2 v I
Fnenziinn i Aeudneenn a1aaz L@@ﬂiﬁﬂﬁﬁnusﬂmmﬁ"ﬁﬁﬂL'ﬁW’]ZﬂQN

SSRI [65]

P

cﬂl v o 1= o = tﬂl {
nazaneden  lulaqriudsliivang uieanenazagl1fdn  enlungu

1
b %

cholinesterase inhibitor - azlészlamiluilaa landumsuniloymsinu

a ! o :// a A 1 ngl 0 KR Ky
V\!Vlﬁ‘]jﬂalﬂn_,l']‘]_mW?’i’J\'i ANUUNITNITNTRUILABNEINQNU m@%mmmgﬂw

use
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2.2 LaNAITUATIIUINETILNETRY
ansuazansuansrasiloalonduiieiu  Aauseniialnfresniseaeulng

BININWAAKATNAFNITN azenismianvatloyayn  unantanauialnan1anens

AU MA NN TULARZANLUNTANANDY  ZUABIRNBININAANNRALNF NULANFS

o

7 v a o ] o ¥ aa A ! o ¥
ﬂquQﬂQﬂT?ﬁaumamuLLmaxﬂu @Zﬂqlﬂ@’]ﬂqﬁ‘LL@ﬂﬂﬂ’]ﬂﬂ@uﬂNﬂrﬂllLLG]ﬂB"]’Nﬂ‘Ll‘ﬂ@ﬂ%J@QEI

anivANULIIRATN1IRLTUIR IR il asaaIN1s89E e iy

TuTsafumediu ANaZIUNINAANNNRALNR BNAUNANA9EIY striatum Hn3manles

1
1%

nsneulilgdanasdonaunatasiuids  Aaflunsamdidnysienisuansainisuesisane
AT cortico-striato-thalamo-cortical @aUsenaufladneddas cerebral cortex laganiy
ANBINAUNTAUWIA basal ganglia waz thalamus unaliifiloalsndumisiataaziainis

Aad v o ) ) P
LL@@\W]Lﬂﬂqmﬂﬁﬂﬂﬁm'ﬂ\‘i@’]umq\?ﬂ AR

n1magal applause sign luiilaelspdumasiy

&

nissuie  (Applauding) Hlunganssunseclillsunsunisndenlu asnadesi
Aeiaannatlszauniy Tngangeaanisnazainisanuiels e ang 11 1hau [66-67] e

1 A.A. 1995 Dubois wazme WBANHIN1IATIATINNTETe “signe de I'applaudissement”

Hunmagal AN N lun1ALEe fﬁi@Lﬁmﬁmﬁifaﬁumm%mmﬁﬁﬁwmﬁg M37a AQEl

] 1
= =

s o wy a3 PR y
AN ganansonn e Tugilasantsniaanalngn caudate nucleus dsaanine

ANMAINANIAINYARALAAANEIAL [68] Wud1 HANRALNFAINN1IRIATeNIel anaas

[

{HunanIaINAINLNNIas 189 ANNAINNID TUNIANTRAaR NN dIATue 15 Tae

U

TR ANNRALNAT ABUENNRNNIZ AU NN B AN INUB99927 N2 TUTaa WNINAS UBIAND

(striatopallidal pathway) [5] wazsinnululsaifumudenniessuuilszdam fa laa

; A o = A =2 pRpm a
progressive supranuclear palsy (PSP) NNAUNINITANTININNE A gaflulsaninasann

ludaues basal ganglia AldeusafUaNa AN AUNsaTA 19 g

Dubois wazAz Wintsdnmlugiles PSP Aquon 42 aw tlag Parkinson’s
disease (PD) a1uau 17 A waz iilael frontotemporal dementia (FTD) Anuaw 24 A7
FnadelsnannennimAaTinAs AN InaTaasTsaviagny Wil A A, 2005 w91 AN
naUnFAreIN1ImMeaay applause sign Winanizlunguiilos PSP wintlu Amiflu 71.4% d

M FiTed1nnInagey applause sign @1aaz@nNsnteuanlsaszudnalsn PSP eanann
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< s

13A PD uaznansanwrednimedeuiinadesiuanesdiulfinefiind (subcortical area)
fuvdn anvianudnAuialnfeesn1snanges applause sign HANWUSALAMNIUNSS
AINNIINARBLNNARLTZAN (neuropsychological tests) A3l [69]
=3 = v
N13ANEUIZLAN case control 984 Laura WazAny 31e911lu A.A. 2008 Aaenig
NazAnmAANLazAIANAINIZTaY NINAAEL applause sign Tunguiilaannhiv
0T 1Aud PSP PD multiple system atrophy (MSA) corticobasal degeneration (CBD)
wazlfisoniiloalsn Huntington's disease (HD) AagiliasannfindnsasuneaunaLng
e | a o =® 1 7
2BN1INAFRY applause sign udradaNasdunaunseauia LanisAnwudn Tugtae
VUNA 96 AULATNANAILAN 21 AUWNNT MAAel applause sign HAANlaLAy
o dl 1 7N A o o dl = o
ANANNTgIngalung NEtaelsn CBD A 77.8% WaY 66.7% MINAIAL waziaLnauiy
NANATLANWLANNIIMAAGL  applause sign HAMAINAWIZIWINAL  100% lwnsuen
1 Yo alld a a . a 1 1 v o 09/, 1
sevdagUaeniAnunalnFres basal ganglia kazaudng daulunguiiaeiasunanudn
Tunquijilealsn CBD wannmaaay applause sign HAdINLANGNaInnguElag PD (P <
0.005) uaz HD (P < 0.005) 2 NTTAAAUNNATR LAZWLAN NINAAAL applause sign
feliamnsouennguijtas PSP aanannqulspmiiulaidawls nisdAnsiuiuies

nnaAnsaeanldnisnaaan applause sign ugtlog HD vinlinanudn Avmonslaaasnig

AIRTVINAL 20.0% WALANANNAINNG WINAL 58.5% [70]

AN 2.1 LAAIANAN T MINNANIE WA positive predictive value 284N19NARAL

. a ! 1 7 A ad‘ o a o
applause sign uraunguszudenguithalsanasnulatauuas lsn fumasy

Patients Sensitivity (%) Specificity (%) Positive predictive
value (%)
PD 12.5 49.0 10.3
CBD 77.8 66.7 241
MSA 53.9 64.5 24 1
PSP 52.6 66.1 34.5
HD 20.0 58.5 6.9
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= oA . o o A a

AINNN9ANEN lWaAAITAT1 N9 NA&aL applause sign AwzAulsandANIAan

neszuutlszam uidanaaugiloatl A.A. 2008 Tae David warAuy wudl nNg NAaeL
. a a a 49/ F7N dl v o 1 a’/j dtﬂl =

applause sign HaUnARAIRIUEeNNAaen1sduauTedur) Inalzeatinrsesuas

AasdnAdluldsedfenn pma MRl dNe9NLANNRALNAT right striatum, left frontal
. . . dl v aa o [~1 [~3 1 o” = a

WA bilateral white matter regions @sliinisauade ilulsauzidsantinvaastila large B

cell AMNNITATIANENBINEN VBIFDNTINNADY  LATUAIAINTUNNTFNEN g e ANLNTA KA

nseaal applause sign naugind TaaainisuassniivuanaAuEalnfvesanesdon

WeauianTuL WA Wi MRl aesiasntuiasidniion Inaiflusasugilaaiausning

pNRALNRAIRIN1TNRaeY applause sign lwfilaanldlidlulsaniinainannu@eunis

sruulsram  AuTedANRALUNRYTeaN1TNAdeL  applause sign  HlUKANIAINAN

HALUNF8999aT fronto-subcortical [71]

n1sneuauasradTmdndnainTugilalsndumcsi

Tl lsndumsin amnsnamanunmsawandlannnnding (hyper-reflexia) 1
= = = - Sa 9 o = .
Hasaninisidavesmaslszamningsdesiunisieaeulng  (pyramidal neuronal loss)

09; o 1A oo a (<3 o‘d‘o oY v a o Y :/I
wan ANt U fanudiansaizaadinandnanng sefjiaalsndunasiufon eeuaiaun
Toe Bing il a.A. 1932 asiunisnavauesaadsinandin lugilaelsadusieiu oy
Yo = 1 0 a = [ v = A ¥ < v =

wudgilagazmiaarnieguiunaieduii - enasnduiinaneiteassdinedls  Fan
o g , = o @ v o &
Anwurldn Hung-up knee jerk (HUJK) @9ilupauiannniananiaAeteandiuiie
quadriceps femoris [18 72]

Timothy Brannan Anwinisseuawastasaandnn luiiaalsndumasiuaiuam
31 aw Tl a.a. 2002 wudn §ilaa 11 awdd HUKJ Asdlu 35.5% Taaangaanaesties

'
1l

ag¥l 45 1 svezinanaasisaan 10 U filbavnauetluszazinaasslsn filaasuau 9 aw

a

~ A

HeonuEminfaes HUJK visaesding uazllduiusiuminguussaesainislaBe  @adn

(<1 XK o % dl’l . d’l [~ ] dJ = [ aid
2133 UHATEIANNANAY IUNA 1N quadriceps NNTU TagLTludaunisrasaiWandni

Fundinuiainanesdan subcortical ¥se basal ganglia [17]

n19A39aN13NaaNA11edE1Iae 19AFUR Y

pouRaLNRTasn1snaansanisany v lugilas Tandunsussussya s ing

G‘NLLZQﬂ\?@’]ﬂ’]ﬁ‘iﬂﬁl@@mﬁ‘tﬂt‘ﬂ@\ﬂ?ﬂ Iﬁﬂﬁﬂ‘}’]ﬁdﬂ@ﬁﬂﬂ ANEUANAINTUARAY 1T NITENNARN
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' |
a & ¥ o s

sl pnu@ensgbiu foadmandondn szudne Inenenunaananliues@eanseiuingion dna

q

1 a a

tﬂl9j 1 v % o ¢al % tﬂl 1 %
3anENINUNG mmmwmmzgﬂummm”l,ﬂmum‘wmnummzﬁlu n1e ‘I’]VLN@’]N’]?E‘I’WN
Ne9AINITAuAN1E Wusiu [20-21 73-74]
@ A o = ' = . ~
m’;‘n@’aﬂmfamqLmLW@mmwm'&uMMmn’aguu@@ﬂizmwrm 132IN91 Saccades d
dl v o ] a 1 Y & 1 % 1
AnuNandiasiudiuaasanasataiBinn wilfifle 2 dssinnlvn) 1Hun
1. Reflexive saccades Qﬂﬂi:fﬁju@’mzﬁmmmu posterior parietal cortex Wag
parietal eye fields HWIUEUNIAIY (direct pathway) 1 superior
colliculus Jfinuanes [75]
2. Volitional saccades gﬂﬂﬁ?zéjumﬂ@mmmu frontal cortex 1319t frontal eye
' = = , ,
fields Wwae dorsolateral prefrontal cortex wanlealli superior colliculus
Tufnuanadld 2 @un1eAe naRsaLazn1eBaNEnumne basal ganglia [76-
78] doulu basal ganglia @48 2 unnaduiuiazdallia superior
colliculus HuA
a. unamsa (Direct pathway) A8 ENAUAINANB9EQY  striatum 44
”mmﬁm1ﬂﬁ substantia nigra pars reticularis/ globus pallidus interna
o o B | , _ A asa o2y
nan liinAN13anNIEuEn superior colliculus WwaliinanTsEuAYL
naan lUgAanszfunsiasnig
b. Wunnedan (Indirect pathway) A BNHUAINANBIAI striatum 44
zﬁ”n&m&mmvlﬂﬁ substantia nigra pars reticularis/ globus pallidus interna
Imeii1U globus pallidus externa Az subthalamic nucleus AaY AN
= o 09/1 o dl . . dl °
um@iﬂﬂummimw’mw superior  colliculus ARNANTITNINTULRN
saccades
Hasannensan needlsnd UG MamNRaUnfiann indirect pathway i
dqure9 basal ganglia feu  daluAuereneian I niesLne aan1TLEAINIeNIT
dl dl [<] al | = o o % [ % o ua// 4 dl
wasulvaliiluwuiaFe ey naazinlfiandtynyiudugsan basal ganglia 17
superior colliculus A3t @1NTFUAAINNANAINUANKEALNR LWL e Awssz ez Tuusn Ag
ANNAINNIDNALAANIINNIULBY  saccades lﬁi‘ﬂaﬂng&ju (saccadic suppression) [20]
. 4 o o oa o - ~ ad , .
Wﬂmm@m’la‘m’nuummimmmu@\ﬂﬂ AuiAAMNRALUNEN direct pathway ﬁlumwnm

basal ganglia MNNN [79] wiNeuldue n1Tanseaeulmazanas waznaeil
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Lﬂl v = [~1 [~1 1 -dl Aﬂl 1 = a a Aal v
waauldvFaniauds doaunisiadeuluafing azwudn danuiisunfresnisGusiunaen
pllsnAanszdiu  (saccadic initiation) Tiflunaainnisnseuniniaidaliganasdou
pafiindanas uaziindtyoynudugsann basal ganglia 1% superior colliculus

N19911971%429951 {194 anti-saccade tasks aznszyinlAgnéies festlszneudioy 2
do o o e , =
nszuaunnsnvinemiulng Hun Anuainisaluniang reflexive saccades Tlg@ansesiu
Puaeiiu uazanaimnanlunig Alla  voliional saccades hgiAniamsdinniudq
4
n7eru [80]

AN3ANENYEY  Peltsch  wazmde  MENn1s@Aneneaiunisnaanadinun  (pro-

©

saccade tasks) WAzEENATN (anti-saccade tasks) Awnsziuludnsfunazdastingluios
TapdumaiuaIuIN 9 ﬂuﬁlﬁ%ﬁmmmamwm&ﬁuqmmm§ Lﬁﬂuﬁmuﬂﬂﬁﬁmmmuwm
pdnai Wl A.A. 2007 wudn nangUaalspdumssiuiaNRanaInaInninaanei il fiiu
ma%]mﬁu?émazﬁummﬂfjﬂma‘n@@ﬂrm11Jmu?ﬁlqmzr}jmﬁﬁqqﬁuu@:mqﬁm Tng m9vany
91 Haudnsiusiuauguussnesisaso o (P < 0.01) [20]

Blekher wazamz Ansluffiiltuaesindumeiuieiilidennns 27 au deans
\anties 16 AW uazlaInfsreslsadnlan 30 AW auiuALlNFAaIual 142 Au Tnedtiady
annemeR ayiuganfiilenn A1uanaes CAG repeat lufiudufisiu uanisinswadn

o ¥

Tunquinitulsndufaiuisn luaasainisuaziainisdnauudn azlinuiananaeg

q

o o

nMsnaanmiuaAnAaInALLnfAad WTR&A yn1eata (P < 0.0001) lazawiy anti-
saccade  tasks  UAZWUINANNANAIAATANNTUAINAIINTULINTBIBINITNWANT
waaulrasiilog [21]

NM3AN®1999 Becker wazansy lufiloalsndumisiannieaniuaiunm 29 Al wudn
N7U92a1UNURUIENINS ATz LaTAN (eye-head coordination) WAz anti-saccade T
= a Yo ' 1 a 1 A o o o
Hanudanaalunguiiogninndinguaulnies wldad Aty [22]

nsAnwlldinaniiiees  Dursun  wazAnuz Tugieelsndumssunlaiuen

i . AN M ve 3 | | = o a Vv
antipsychotics warngu l1ilaFuen Auou 8 awsengu WeuiuaulNg 24 aw wudl §ilae
TonfuRIiIIaRINqUAANNRANAIATEIN1IAIIR  anti-saccade tasks  HINNIINGNAL

Unfedwldsddnynwada (P < 0.01) Tegldnumnuuanselunguiiloanlafuaniu

mimmﬁﬂﬁ?vum antipsychotics [81]
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n1gasantgtszainamananlugilon lsnfusasu

v
o

pouEALNENSARuAr BTy i A TulsAd AL UeATIANTIAA AL

1
1 a

vezuanlna s lilennmfindnAaasnisieaaule  uazifludaudAy A liglaagoide

a a o

o

o o = ¥ v v [
uihnniseuseaieloyvnlunisgua gie linugaus
- , o BN o Ly @
wWnsTynrunwsasiduiusiulsnrasnia@ennvszunilszain ansnsaunisléiilu
2 nawvny Hun
1. Cortical dementia ({luarnunwiaslufinunimm At viseinwelunig
waarlua wuldlulsndalamas (Alzheimer's disease)
2. Subcortical dementia tHupnuunwsasluiuans A auaula nsGEuus
09// a A a d‘ dl 1 1
N199NUNY TURAUNIZLIUNNIAR ViFaNgANssuTAeuuLlaq i Tiau 1a
Awandaw sy [82-83] TaeliAeswuaneniza89AINNaNUTaN1HN
AnUnFideLan a0 130 EUNAMNUNNTBININATNIN executive dysfunction
ansinu 1A luilas landusesii PD uaz PSP
. A Lﬁl ! Aﬂl 4 o a a Y ndl cﬂl !
Executive dysfunction  @a37inaadedriuANNNALNFAT89 L UN TNz NI
= o j g P = = v prp
ANDINALNIAUNALAL striatum (frontostriatal pathway) HB4RINNNITANHINL AN Q‘ﬂqm/l:u
a1n9reanvsiloyayuasngAnssuunnIasadng  subcortical dementia HeeulsATianed
&7 prefrontal cortex [84] uazANRALNGD NaluglosTsnduRsduduiu (39 85-86]
2 v a o 1 % = o o 1 dld v dl dl v o
wsznensanInaeslsadusaiuas luduniamaany Aundsresaneand uiiningsdeeiy
wnatleyayn
Lange  wAzAy WinnnsdAneInig  mseanvlszamasanglugiloaiiacs
naUnFueaNesdau basal ganglia Mun §ilog PD PSP uay MSA Waauiuauilng ua
nsAnnudn lungugieerisanlsni Aziunaen1smeaay executive function AN
a 1 a o o o aa 7N dl dl
putnRetaRtadAyneata (P < 0.05) Tasaniziilos PSP fiaunsauanainlsa
wiae lBfaun1Imegay verbal fluency (P < 0.05) [87]
3 a a nzll a dl o o Y o
n19ANEINI9M AN LszamamIne M ssilunaaiuANanla n193UF ANa
LAZN1THWANA 299 Pilon uazAne Tugiaalandumssu 35 Au filos PD 164 Au ilae
PSP 45 au filelsndalawed 44 Au uazAulng 97 Auwudn giloalsaduffiuiinong
' a P a dl 1% R o Y dld a a
UnnFasTedNsFEuiLazan g lunsraraedlin deaduaaeiugilon PSP NRANEALNG

PB9ANDNEIU frontal-subcortical LA [88]



23

=2 a a 7 v a o ! 1 d‘ QII 1

nisAnEINIImIanalszamasanen lugiaelsndumesiy - doulugjinenavdaelu
NTUANANIULNIBIANNRALNR  LaTA NNt NATE ANNEALNRFLATE 1IN TR
bd‘dd o a o/ 1 o/ = o 1 o dl v a a Y @
fnieureslsndumioiu widh Audnguliuninnaglinimmmanialszamanina iy
deelamilunisuangilosieulsndunsiueanangnliieulsndumesiu

Lemiere uazaniy An it Wunan 25 T Tugieelsndusisdundainig
doran Wresuieuny ngu winzaedlsndufeeii i azAulng A wou 19 12 uar 11 Au
pna1Au TneldiATasilanngauni9lssamasing e anImaaen WU NNIMAaeY

o

doulury Tnalennziinesdesiuminaulauazuiinnaes  execution vesfjilealsndumsiu

L D

azflpzuuLAINgT  WeguiunivzaeslsadumsuuacAuln®  n1ageunTe  Symbol
Digit Modalities Test (SDMT) \flunismaaauninangudinadesiunisleses caudate
=8 d’j Y & 1 dgld o a
nucleus [89-90] lun1sAnuil waasliiiudnnimageuiimnnlalun1suannisandiva e
TsauazansonsanuAmNRaUnG AsusssazEusiu vefjilan landumesiund Toyminig
wnatleyeyn [91]
annsane ldinandih 10 Tues Solomon wazemuy luilandtulsndumiaei

AU 43 Aw wugn naniihanitulsadumsiuiaznl aouliluansennisludasiaianinig

Q

1
a o A

AARINFADLEEY (21 AL) ATHANIINITABNAIIBIUENANIIN1TLARDINILAZNINARNINNGT

TreANguumdalitnisidfeuuilasennis (22 aw) Tasanie Auditory Reaction Time

©2°¢

naa

(P < 0.01) Movement Time (P < 0.05) Button Tapping (P < 0.05) waz Digital Symbol
subtest of Wechsler Adult Intelligence Scale-Revised (WAIS-R) (P < 0.01) [92]

'
o

N9ANENU8d Foroud kazame Tuandanasins NlAudassalsndumaiia s
Tdenns 394 aw wudn guNEulsadumsiuiiazuunaednis Ammanielszainaningn
(WAIS-R) sinnanéi lddEuiiagng uazim i duiufidsnnduniissudnaazuun 1a9 WAIS-R
UANNENNUDY CAG repeat [93]

a a :zll v = 1 % 1 e

nMsman Lz mananann i lunnaAneeenan41emane 1@y Mini-Mental State

Examination (MMSE) 98 Dementia Rating Scale (DRS) Lﬂum@wm@uww%ﬁmm&mﬁ@@
o QI/ ] c & 6 dl v o o Aa o/ dld
nnsvinauaasanesia bl Tnaenizanesdounediing  WasangiosTsadumiuniag
nanmntenmailoyaynluanenle  executive  dysfunction  HluNARINAINLNNTBITD
frontostriatal pathway A9l n1aagey Mumsnzan unsaneiilos lspduferiuasay

o o

yadivlinnisszifiuniiiaesanesdou frontal lobe udATy
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Rothlind uaz Brandt Anwnitlaalsadumissi 18 awnauiuAulng 55 Au fion

ATRINaNAgaLNTad Frontal/Subcortical Assessment Battery (FSAB dafluntmegay

~

Re

o

a tﬂl dl U o Yo v %
sy uazniseasulanduden  ansailidawaslnandu dseneudien 3
N1INAZALIEIRE WLIN ﬁ”ﬂﬂf;ﬂimﬁuﬁaﬁﬂﬁmLLuwﬁﬁﬂdmuﬂﬂﬁ 2 ANIMARALEIDY RENIN
Hed1ATy (P < 0.05) ArANlALAZANAINNZI8S NINARALIAoe FSAB lunisuanues
TapniANRAUNFYa9aN89d9U subcortical AINAULNG axgIndnn1smeaaey MMSE [82]

n17UsviRuntinNUe9dNedd a1 frontal lobe luneaaninnnliAendnaen wazdau
lunjnnmagaufasldnaiuiy  Dubios WazAny  MHAUN@uanImadaunaunsnilsziiiy
a dl a 1 dl v 1 =
woAnssumenaeden szl wuude  Inefldssazoanlium Gannis
NpaaLiin Frontal Assessment Battery (FAB) Lﬁ@LL'&MLL@:ﬁ‘U@ﬂmmg‘uLL?W‘ﬂ\‘l executive
dysfunction Tnauiiaili 6 vdatas AzluLuAaziadadas WAL 3 AZLUL AZLLLAN 18
AT Usznaufiog

Similarities (Conceptualization) D1NANN IMHEUIBIAITBIABIVTRANNA

—

IF o A£I

2. Lexical fluency (Mental flexibility) I#uana@winaudusaaneyaus 1
o/ tzll A o v dl a
m‘wmmunu‘lumnmgmluizﬂ:Lq@f] 1 UM

X A v dl A o o = o =

3. Motor series (Programming) Tieaaulmianinais Aa NU-AU-AL T8
(Fan4n Luria’s sequence

4. Conflicting instructions (Sensitivity to interference)

5. Go-No Go (Inhibitory control)

6. Prehension behavior (Environmental autonomy)

AsEAdEiNNNsAnE lugias Nl aunaUnfuesanesdau frontal lobe fiun PD 24

Al MSA 6 AW CBD 21 AL PSP 47 AU WA FTD 23 AW WaUfUALLNG 42 Al wuqn

]
I o |

AZLUUTAINIINARDL  FAB luéﬂQEﬁﬂgiuﬂﬁiﬁﬂHWVﬁﬁﬂﬂqu ANIAuLnFiad 198
Had1ATYNNans (P < 0.05) Tnefiazuuu FAB flannuduiuiuatedaauiuazuuuaes
nMamAgall Mattis DRS WAz Wisconsin @elflunnstlssifiu executive function ifwriu
lugniziionyuazazuny Mini-Mental State Examination Lifuasenzuunaes FAB nns
nAael FAB LoAnuidene (Cronbach’s coefficient alpha = 0.78) WazANYNHaIE

(Kappa = 0.87) [94]
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FINTN9T 2.2 ANsturBeInguaaat AN lunnsAnemes Dubios wazAMy [94]

Population n Age, y MMSE Mattis DRS FAB

Controls 42 58.0 + 14.4* 28.9 + 0.8° 141 + 2.4 17.3 + 0.8

Patients 121 64.4 + 9.3° 25.5 + 4.8° 118.0 = 19.1° 10.3 + 4.7°
PD 24 59.4 + 12.9°¢ 28.0 + 1.9% 134.0 = 15.2¢% 15.9 + 3.8%%
MSA 6 65.0 + 10.5 25.7 = 3.9 127.0 + 16.2° 13.5 + 4.0°f
CBD 21 67.4 = 8.1b¢ 26.4 + 3.8 123.7 = 15.0"¢ 11.0 * 3.7bed
PSP 47 66.9 + 7.0" 262370 117.7 + 15.28*h 8.5 + 3.4%f¢
FTD 23 60.3 = 8.5"h 20.7 =680 101.5 = 20.0>h 7.7 + 4.2b¢4

Values are presented as mean + SD. Significantly different at p < 0.05 for: “controls and patients; "frontotemporal dementia (FTD) and
corticobasal degeneration (CBD) patients; ‘PD and CBD patients; ‘progressive supranuclear palsy (PSP) and CBD patients; “FTD and
multiple system atrophy (MSA) patients; ‘PSP and MSA patients; “PD and PSP patients; "FTD and PSP patients; ‘PD and FTD pa-
tients; 'PD and MSA patients.

MMSE = Mini-Mental State Examination; DRS = Dementia Rating Scale; FAB = Frontal Assessment Battery.

n1sAnwaes Paviour uazAne lufthemadanludn Usznaudas PD 12 Al MSA

11 AW WAz PSP 17 AW WUAT AzlUWIeIn1mmages FAB Tufjilaausaznguilmnuuwsansiig

Auatialdad Aty (P < 0.001) Taainguijtlaa PSP dnzuuuangaiaiauiungu filos

MSA (P < 0.02) uwaznguiilag PD (P < 0.001) daunguiilon MSA fiflazuuusindngu

2 1
(P

firlog PD fagl (P < 0.047) Tunn9finmll wanzuuuin Milludasin (cut-off) HAwiaiy 15

I o

patiudeldpzunuiiiaandt 15 dsuanliidaranuliuazanuainig ganga Wi 78%

q

Tnelunguiiilos PSP & 14 Au (82%) nauiilas MSA & 4 au (36%) uaznguijilaa PD &

e 1 AU (8%) ANNNIANLANMNUANGNaENHTEAATYszrdng Taavieannld (° = 16.12,

P < 0.001) [95]

FNINY 2.3 ARALTEINNINAARY FAB wardanuiuilon PSP MSA waz PD NiAzuuu

NINNILALINAL 15 AULAsNI1 15 [95]

Population PSP MSA PD
FAB 2 15 3 7 11
FAB < 15 14 (82%) 4 (36%) 1(8%)
Mean FAB (1SD) 11.7 (3.0)"## 14.7 (2.5)# 16.5 (1.4)

*P =0.02 vs. MSA; ##P < 0.001 vs. PD; #P = 0.047 vs. PD
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utlaquiy nsdnefilinismsma FAB lufithe lsndufemufifaenisinuifiones
Rodrigues  WazADUY mmw%gmﬁﬂw‘lmﬁuﬁqﬁuﬁ%%ﬁﬂmﬂﬂﬁimiq@@%ﬁuqmmm§
fausil A A 2003-2008 TnelfvinnnsAnwasnunwiesniewmslynnaes nguiiloslsn
FUREY 41 AuWEUAUNgNAUING 53 AW AREN1IATIA FAB WG AZUUUIBNNIT RSN
FAB lunguiitlhesndiauung (P < 0.001) uazwuAY cut-off Ainfige Wiy 10/11 Faee
ANl 75.6% ANANINANINIE 79.2% AZUUUTBNNIIAIIN FAB HANNANAUSITIEURSS
AUAZLWLLRY Functional Capacity Scale (P < 0.001) nnaRnEn T EnaaeLANLEede s
189N9NARAL FAB WL41 A1 Cronbach’s coefficient of alpha 351914 6 siadiadiagaasnng

;394 FAB Winfiu 0.83 fanansdn luiasesdien dannuimenag

FNSNN 2.4 TayANUTIULAZAZUUUNTATIA FAB uaz MMSE ednquitlaslsndumssiu

waTNaNAULNA [96]

Population Patients Controls P
Number 41 53

Sex M/F 15/26 15/38 0.39
Age at test 48.8 £ 13.6 48.25 £ 13.8 0.81
Schooling 6.7+4.5 75+45 0.49
FAB 6.5+5.0 (IS5 CERENE P < 0.001
MMSE 16.9+8.3 258+ 3.0 P < 0.001

fefiansniidedenaeanis nana FAB WL AzuuuLed lexical fluency rﬁ’ﬁﬁzgmiu
naugtlaslandumasiu (AaAe = 0.615 + 0.14) WAZAZILLIAY prehension behavior 4N
‘ﬁlzgm (Auade = 2.3 + 0.19) dquﬁq%@ﬂﬂﬂﬁﬁﬂiziﬂmﬁﬁqmlunwuaﬂﬁjﬂfmﬂ@ﬂmnﬂuﬂﬂﬁ
A Luria’s sequence TABANANNT N 88.6% WATANAINNAWNLWINAL 76.9% [96]

nsdnomadunnBuudeuilieaduReuiuaulnd  andunisin
189 Dirr uazAniz gt p.a. 1991-1994 AnwErlaefifiniandenlw Andnfuuniade
uazasdelandufissunudn Wernimeseuiieaiuau-s Anuan LL@xww%ﬂtymwmﬂ

vy A A a a = A o o o a o aa o
ﬂ@qllHﬂrJﬂVILﬂ@@uiﬂqmﬁﬂﬂmLLUUIﬂ LTE LL@:ﬂuﬂumLﬂuTmaum\‘i mumnmmu@fﬂﬂmm?
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FIIAN NN ANERT Ay AAzunuaasnisaaauaInd nguitlasiieaaulmaialnfuuy

TaFeuay Il BT ulsnsumResu [97]
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A8ALNUNI59_E

3.1 sduuun153]8 (Research design)

NN9IRE NI (Descriptive study)

3.2 szillauigaes (Research Methodology)

3.2.1 Usz11ns (Population)

o iszgnadlmnie Ae frlhaniniswdeuliaUnauuuiais

=

o 1 A Fre 0 A:ll -dl a a = QII Y o
® sz nemlatg AD E‘]J'JEI‘VINﬂ’]? Lm@@uimmmﬂﬂmmuimaﬂmmﬁ?um?
o Qﬁ// v 7 Lo 1 !
ﬁ‘ﬂ'i:f’W]\‘ILL‘]_I‘]_IE;!‘l.]")ilu@ﬂLL@$QUQE|$LU°H@QINWEIW‘LI’]@"ﬂW’]@\?ﬂﬁ‘m DWNITUIN

AAUNUIAN W.A. 2553 119 AINUIAN W.A. 2553

NN luMSARAANIINNIANET (Inclusion criteria)

1.

A L

¥

' dld o a ngzl a
N‘]JQEW]NZQELI?J’WWVLV]HVNﬂJ’]EILL@Z‘ME}J\?

=3

aeiang > 18 1

a

tagndnsedaulmialnfLuLlAGE N

2320  p3Te

v o a

d‘d o =
AUNHIZALNITIANAIA

-

nsigsiasladinunisAnsnazastalulusugandndunismas

©2°¢  p3Pe

NN LUNISAREANAINNISANET (Exclusion criteria)

1.
2.

frloelsanainndunlisuanaialagy
1lneRN198a UL IRLIUT9 N0 TIR
1lneARnIstiasann Il duanizan

aa ya 1 1
"JEI‘V]Nﬂ’W?VL@EIMUﬂW?‘NﬂEI’N?:uLLN

e3P e5T¢

>34
-

lneldanrndinlapdailuacineg

230
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6. Hiaedldlfiausaudalunisngma

7. frlasdwenidindannisdnm

3.2.2 AUeNNENLU)1RNNS (Operational definition)

Huntington’s disease AHAAAINAINITUAZAINIIUAA Taefinaaaaulyniinung
BINIINNEAARATNOANTINNALNG  WiseaInsunnsasntemaloyoyn sandu  nas
FIINANNATYNUGANART Wil A2INENIT8Y CAG repeat NINNGIMTAWINGL 36 a9

fiaeila allele 1298 /775 uulpsTulaui 4

v 1
o a o IS 1%

; & ] Yy = | |
Applause sign {luntsnaswnialeelifianuie 3 AiaRnseiuseItesan
< dl 1 ‘d‘ o % o Ly 4 (<] s 1 a
pNEINgaWNNaINIsn 1 vasanunnduandliiadusnedng  waresunaaw
frladinladluadneg WWinedinsimesauaiauwsnifunsvasiien Taaazdudanig
A A Il ¥ [ a al o dﬁl % 09; =
AUNBAANI9@INBABITINNITNUAUAMTARLNAITY H1AUATL 3 ATINeR wilana
d11nB frmuninnda 3 AR wilanadiiaing
. =2 all 1 ¥ a = o dl A c
Hung-up knee jerk ¥X18109 NMINAINIZANA WUIUUAERUIIUAIANT EgLnen
= < ¢ dl I :/J k4 2 % 1 = d’l a =
paasandinnzasliidvisaesding fmnzudannszaniieadetduni wilana
drunf BmaaudominatnatiasdgladnauiinszanAeuu wlanadnialn
Anti-saccade tasks (Hunnamageuliigiaanaanen lfunsadinuiuensybuiun
WHanaswingenseiiu  frllannsoneslifiunssdinnls uwilanadiinlng  Tnadiy

nisnsyinAfansnaesiiosilunaresnismnea

1
=

Frontal assessment battery (FAB) H1n19m39an19Us2@namine 1 Auananiing

Te9aNBINALNTRUIA atumanelng Tnavinnisudasinfuativnimdangwan

Wuntmlng Tae we. wn. quiasny Gl uaz a. woy. Tadins wsdeydlsan

dsznauding 6 vindedes udasindelaziuulfin 3 AZLUW MINAZLUL AN 18
AzLUL IAWA

o A o o > A = o A A
O uvanANAususiee “a” Winannaalu 1 win lnsaniuTesuriseTaianis
(Lexical fluency) 8731700497 9 A1 18 3 Azwuw 6-9 A1 18 2 AZLUL 3-5 AN

15 1 AzLUL Hagnd 3 A1 16 0 Azl
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= a = 3 % o v & ~ a
vananumilentesdsiallny  du-ndon e 1 AnFes-nmaiu-uza
(Similarities) fingnyisviue 18 3 Azuuu gn 2 48 15 2 Axuww gn 1 48 14 1
pzuvy lignias 16 0 Azuuy

Wiilhaeng 1 Ak Weunndiany 1 a3 uazlifiownns Wounndiang 2

v o

AFI (Go-No Go) BMINTanNA 16 3 ATLLY BRA 1-2 A5a 1H 2 ATIUL 81

a
v
o

HANINNGT 2 A

' o

7
16 1 AZLLY BNt atinatias 4 ASaRasanwy 16 0

ALY

Tifiloaany 2 AR Waunndiany 1 afuaziAne 1 AN Waunwndiany 2

4
[

A3 (Conflicting instructions) Amingnyianug 16 3 Azuuu fie 1-2 A% 15

2 AZUUU ATRANINNGY 2 P59 1F 1 AZWLW BANuwndatingtias 4 A

a ] o

Aasanu 16 0 ALLUY

Wiamuunmel 3 sau “Nu-du-nu” uulfiznsna uaIRINTUILedEn 3 oL

o a { o

(Motor series) fnvingnAnsieariu 6 4a 16 3 Azwww Gwingnansieiuatng

U
tine 3 g0 16 2 azuuu dmiesllls usiamugnéies 16 1 avuuwu f1ldgn
e 16 0 AzuLY
Tunndupzuudadenagey 2 419 afvusnlifiesuenezls afshassuen

[ e

dnlsifiearinlevesunme (Prehension behavior) Hnguaelsinndewy 16 3

Y

Y o 09/ ¥ ¥y o A [ 14 ¥
AZLLUL DIANLALASNTN VL@ 2 AT mmmimiumm 1@ 1 AZLUU 0N

o A L2 Y @ %
ANaudiddsauiafiniu 16 0 AZLLIIL

® Thai Mental Status Examination (TMSE) Fluliumedaugn nanasaadne 1nan

ANt TRTaIua L dnTuaTLLLNAgaUAWluTl W A, 2536 d@elEluntsAnnag

Aazanaadan Tneutiaflu 6 Wadaudn AzuuwAN 30 Az

O

O O O O

nN1935U3 (Orientation) 6 AT
n19aman (Registration) 3 ALY
Anldla (Attention) 5 AZWLL
N17ANUINL (Calculation) 3 AL
AN (Language) 10 AZLL

n199AN M (Recall) 3 ATLLL
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® Abnormal Involuntary Movement Scale (AIMS) lunuunageauiilidlunisinass
dl a aa | a . . . A a

nseaeulualndninnuLesangm1eamng (tardive dyskinesia) wazlfilseifiu
ﬂ’)’mﬁ:uLL?\‘m‘ﬂﬁﬂ’]?Lﬂaﬂuiﬁ’)LLUUIQGH Lﬁﬂaﬂﬂqw‘ﬂ’m’]ﬂ‘ﬂu??&ﬂgﬂ H1MNNTH
mmwm:mm?m&mmﬁ (Department of Health and Human Services; Public
Health Service; Alcohol, Drug Abuse, and Mental Health Administration) a1y
U5uiles Lﬁ@quﬁamﬂu A.A. 1985 X 12 48 1agl 9 FauINATAIAZLUUIBINIINIIA
) A PR = P a = a a
?WQﬂWHWﬁ;ULL?QVIQ@@WﬂﬂW?@QLﬂm ngan 0 ﬂ$LLMULN@1NNﬂW?Lﬂ@ﬂu1ﬂQNﬂﬂﬂﬁ‘l 1

< v

dl a [~ A a dl a dll =
pziulilalaladniaaunnaulng 2 azuuwialpFaanias 3 Aziuuialalse

v
o Y o a

runans 4 azuuiilalaBagunss wiafluwiddadan A
1. NANNIUAUBINITLAASADNTN TN

2. n@auesatssilnwaziBnEUEln

3. UIUAN
4. donvedau

Rnnuszenaivouun 1Eun uay feile fle Taile llsuennisdu
6. 1Rnszenafviauans [ud a1 1 Sauin Tt

7. e sausiae Tna uazasinn
8. ANIULINTAITN m«m5QﬁzLLuu?{@ﬁ%mmmﬁq%ﬁ@ LI 1-7
9. nsBAuanunTaiiasanninedeuivauay e
10. ns3u3anislaGa vasiilae
a. 0 Azuuy lmszwin
b. 1 AZLUU ATZMIN e lsunau
C. 2 AZWIU AITUNN LaZILNIUANTIaY
d. 3 AZLUL ATTVEN LATILNAULIUNANS
e. 4 AZWUL ATTUWEN LAZIUNIUNIN

7

11. taatiuihefifywiRaeiuiuvietulaeuvield
a. 0 uN"ane Tl
b. 1 uN1EAe |

12. filopaoniutlaailudlszanisal

a. 0 uN"eDa lud
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=

b. 1uuNeDe
Angulanadn AIMS Wunauan e 1§ 3 Avtwuaull A uiuastinstiasuileda viza 2

1 v b4 o Y =
ALY atstlaadasdia Tuiade 1 D97

3.2.3 NMFANUIAUIAANIDENG

Tneldgmsananisd@nsimanssoiun

n = Zo(SP(1-SP)
d” (1-P)
Za = Z, o (one-tailed) ﬁmqmﬁ@ﬁu 95%
= 1.28
S ANANTNAIANIITBIANINAUNIZTYBNNT NAGEL  applause
sign
= 0.95
d = Acceptable error
= 0.05
P = Augnesitaelsadumsmilulsmeuiaqginasnsal Tne

Thdeyannangiudeyalundtinlsaniiiudunas TsunsuAumsialsn  (1CD-10) 289
Tasnenunaqinaansnill w.A. 2551 wiadu 0.20 (7/34) wesjtlhaniniaenenle iadng

o
IS NGNS

Waunuelugas azld n (1.28)° (0.95)(0.05) / (0.05)°(0.80)

38.91

4
o o

39 ANUIUAIBE NN NABNUINIAN Y PR 39 AL

3.3 A6N19ALUUNIAE
J .

[ awv a . . ] o [ aal dll a a
lunnsddedanssnunn  (descriptive study) @uufitlaeininisieaeulumindni

u

= QII 1 ¥ aa T o 1 d‘ a a :/J
LL‘].I‘].IIV’]L?ﬂnﬂ?WHV]ﬂﬂﬂuﬂquﬂ@N@ﬂﬂ\? ﬂﬂuﬂiﬁﬂW’]ﬁﬂu@uLL@Zﬂ@‘NIﬁﬂLﬂ@@u‘lﬁ’)ﬁi@ﬂﬂlﬂlﬂﬂ bbB1

u

T A, 2549 sauviaftloguindinnniunisine uuuélos uisefiauanaedlsameuig

a
[

qNaININIATUARUN UIAN W.A. 2553 DaReuAN W.A. 2553 Taadanniadinléin inousilu

1=l o

o 3 g . . o 3 o . L .= o a |
nnsAm@an@inAnm (inclusion criteria) wazliddiainn (exclusion criteria) mqmqwmﬂu
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naunPdadalsanineunii fauiufileaianutiueenidinmunisddy weenna aeunaly
lugiugandinfunisIae
TURBUNIIINITIAE

o

1. dndszdffeatiy A 278 BIgUUENENLAAIAINIG  UAZIEALINIAN AW

=S

Uszanilit 1 IaufansfinuiigefigalneAndludauandfidnm
2. mmaianIenNszuLlszam  InalewizszAunisdanso vinee ussreendnanile
DB WATNITNNIUANAUE T UIENINUAUTY
3. m3vadniegilag InaunndinnaLe
3.1. Applause sign
3.2. Knee jerk
3.3. Anti-saccade tasks
3.4. Frontal assessment battery
3.5. Thai Mental State Examination

3.6. Abnormal Involuntary Movement Scale

dl a Qtﬂl A a
7. manaeulmAnlnfau weanwiiaann aanisiaize

w

o o , v 1 N al dl o %
4. AMUTUNIINAKAL applause sign Qﬂfmm\‘mmxgﬂmmm‘ﬂmmmmmimm%

o

doaspi  oae s A, 4 a = .
e liiEsonnndds anutlevinudailuuwndddmmeszuulszamauaz azuuulunie
o ] 7 09/ = 09; v 0 A o 1 Y o

wad daufjilhauneazgnasmadi anaialnefuraadn  deananlndni

5. dniszdRmisnsn Naaiulsalszasuaznisinenléiua luausininiidy

6. azienaadiiosinins 6-10 @@ lnedsisaanniae ldlunaan EDTA adqly
RINANNOYRUGANARTAUTL Budiunnsitiadalsndufieiu  NAnulaniugAans A
WANEANARTATITNENLNG NudvendeNiing  Iasannsninls 2 35ae Hilaamunisll

2 = = % = & A - <

1ANZIARANTIATNENLNARTINTAEAWEY  YFBIRIZIAeANT NI inaINsal a1ntiu
A ] P o P2 A a2 ] [ o
wanazgnaslinsennvlufesensamenaaslsanenunadsstldaesiagiunszunn bl
naltlswaldniglu 24 d9lug frllaunsnfiazdaae ald luini Wesstetinatiuazgnudes)
Tuanunnguu)Ranen

7. wasan fnanisasaniepiugAansduiunng duade Teadumesis arnnsnu

1
=

filoe aaniilu 2 ngwn 1hun nqun 1 Ae nquijtlaelsadumsii ngun 2 A ngutaeinlals

Wulepdumnasiu
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8. fayananumazgnnsanadlillunuuseasgiloalasenisise

P2 ] ' Yo =2 = ] ' o
QJJ‘]J"JEIELMLLD&]@Zﬂ@‘N@?Jllﬂﬁ“]_lﬂ’]i‘ﬁmﬂqL‘]_E‘F;I‘LIL‘VI‘F;I‘]_I HAaNMITATINTNNL AN LASUINT

WATIZINAD A

LASANNAN L LUN15IRE

1.

=KX v o

v a o v o ] d! %
wuuseeugthalaseniide 1 luntstunindesyasiauissing o) Falfann

n3EnUsedRuarnIadinie WiaNALNAN1IRAN e fiFnIg

2.

1
A o [ ¥

iAsaiaduiLN1InIIan et jimnng iensitiade lsndumasi Tneds

v

PCR amplification Rdunausasalilil

2.1.

2.2.

2.3.

2.4.

2.5.
2.6.

2.7.
2.8.

2.9.

Paansnatnelunaan EDTA 11114 lWALEN AT NAEN128N
] dl A v v :// o ; v dl v
RNAIUNIUABNIANF A7 Ae ANt T e ATad waawen
ansazansaansneliilng
= & = 2 n A
Fnansaaaidaidanuaas il ludouivaauazinigumnidesuny 10
=
U
TULAZLENAIUNLTALADALASAAE AN NITUTUAN DN 1-2 ATY 9z lAg17
A 1 < A
waeetAe WARBAT1Y
analiaaanannliuaziiulunasn NAOMNR -20 1ise -70 a9ATATIA
UNEULEIAARATINNNINANZNTAT AN aAsLenTdsPu  aen  waznn i
deoxyribonucleic acid (DNA) ANAZNE ANUUNINILAL DNA
117 DNA NlFuasuazarans lutinnau
MTIADLANTINTEY DNA fnena electrophoresis 283 MegaBACE 1000
sequencing system
AAredauIniiiuaes CAG trinucleotides laell genomic DNA uway

HD-F/HD-R Primers A34ANLMAL exon 1 m@u IT15

2.10. 778N UNAI AU CAG repeat 12994 2 alleles &1 allele laHanuan

CAG repeat ¥1nN91 35 uana31 Batlng (aglu expansion range) az i

199198891 11111sA1FaAL
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Expanded allele *L

Normal allele -

gUn 1 3.1 uanIna89 DNA electrophoresis Tugtaalandumasii

A 1 dldd a a v a o A dl [<1
PNNELAT 1 AR ﬂ@}lﬂ']i_lﬂ‘lmNﬂuNﬂﬂﬂﬁﬂlﬂx‘IIﬁ'ﬂﬂuﬁNﬂu NUNELNTY 2 AD ﬂ@NﬂQU@NV}Lﬂu

a

y
a 4 9 Ao o ] Ay A a
ALUNG MNELaT 3 A aﬂ’]ﬂ'ﬂ‘wqﬂﬁlﬁ“lqﬂ’&@ll UYL 4 AR ﬂ@NﬂQU@N‘VﬂNNHHN@ﬂﬂMN

{9 URIF

Expanded allele 1

Normal allele 4

gUn i 3.2 usnnaas DNA electrophoresis Tugjtlaei laiiflulsndupasinu
A 1 dldd a a v a o A 1 dl [<1
WNIEAY 1 Ae nquAtLANTNEWEnlnAreslsAfuReiu e 2 A nguAduANily

a A 2 dl o A ' = ada a a
AULNA UN1LAT 3 AD Qﬂ')ﬂﬂﬂﬁﬂ’]ﬁ‘%ﬂ@@‘u NNELAT 4 AR ﬂquﬂunuwiumﬂummﬂﬂmm@q

{3 AEURIF
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gﬁmwﬁ 3.3 hamNNaURd DNA electrophoresis duns W wazaneauaiuy CAG repeat

v a o

Tuusiay allele Tugiloslsnfumasuy

a}dd a ' aQ o

A ' a v a o { A 12 dl <1
naiuu Ae ngNALANTREWNAUNRYealsAURY Nne a1 Aa filiavasnisiduiniy

T3 URIFU

3.4 MaAusIUTINTaYA

1. Lﬁu?*ﬁ@agl@ﬁhgmmmQﬂfmﬁmg@ﬂmﬁmﬂﬂﬁ wunlaBefisunssnenly
Tssnenunaqiasnanianngsziauiaznisinilsyds sl

1.1, LA

1.2. B8]

1
a

4 L
1.3. 2 BNLanIeINslAEY
1.4. sxsunisAne I AnfluanuaudlnAnen Gudawslszantn 1 audenis@ne
~
14940
1.5. ananawiall Taeld TMSE
1.6. szAuAMNIULNTasaInstaEe Taald AIMS
dl a le A a
1.7. nneaauliialnfaun wanwitiaannlaize

1.8. T3milszansia
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o =

1.9. nesnElAFUE NINNTI4e

o

Taegnnadefugnsendeyassluuuuseanuiiostasanisiay

2. HAduaenanisneiadenie aedgsemnatenadedjusng Assta i

2.1. Applause sign NUB4EASELAZEFINTININE

2.2. Knee jerk

2.3. Anti-saccade tasks

2.4. Frontal assessment battery

3. fAdtananisnganetiestfusnig  1Hun  molecular genetic testing
duiunisitadelsndumesiy  danantsmsanudniiulen aziudeys Hudnuiu  CAG

o S 4

repeat a4 lukLL e 8 TATIN13ITE At

% 09; < [ o o KX 9 dl % a 8%

PayaianunargninusausNiusvia waziiunndeyain lfasnaniomaisioe

113N 38 Microsoft Excel, SPSS

3.5 NM5IAsIEUTayS
Ansnzideyasaelilsunsy SPSS waddu 11.5

1. nsagldayauaznisinanaiiaya

a

4 v ! .
TRHALTNATLNTN 1®LLﬂ WA, NATBNNITRATIA AIMS, NAaN1TNAKAL applause sign,

q

HANNIABLANRRTINANETEN, HAN19MI9A anti-saccade tasks wazawILiialsndus

(<1

s agiilufaciay (percentage) uariauaianataelifnang (table) Wrauuugi (graph)

4 a 1% 1 a a = o =
‘IJ'BQ;IJ@LT\?LE‘NWOA IAun 218, 'ﬂ’]ﬂ%LTNLL@@Q'ﬂ’mWiTﬂL?H, TCAUNTTANTN, ALY

9

TMSE LazHaAzIuWIedn1Insa FAB agilifluaaan (mean) sauiuAdonideiuy

N1F3§ U (standard deviation) uaztinausdeyalaeligalnuwnsy (histogram)

[

o [ 7 [~ | A | Yo dlaa [ o a o 1
uaeanuiegthiu 2 nguae ngu  Jrlhaiitadednlulsadunesiu uarngu
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AZLLU TMSE (AZLLL) LR ) 22.10 (5.4) 0.90°
AIMS Tiuasan (%) 9(81.8) 14 (63.6) 0.26°

a = Chi-square test, b = independent f test
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Ataxia 1(3.0)
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mqﬁﬁ"wmmmmi 58.2 (10.3) 42.83 (10.3) 0.04" 49.82 (12.6)
()

seAUNITANE (1) 7.6 (7.1) 15.33 (1.6) 0.03" 11.82 (6.1)
AZLLUU TMSE (AZLLLL) 22.33(2.9) 22.33 (4.4) 1.00° 22.33 (3.7)
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a = Chi-square test, b = independent ¢ test
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HANINAABL LB LINABRTIE] nauEtlag 790
Tepdusesu | lulsndupasii

naUn# 1 4 5

n# 10 18 28

U 11 22 33

FN997 4.6 LAAIAIAYINTY ANATINNY ATANGNERY AT positive predictive value A

negative predictive value WazA likelihood ratio IRININARALILALWA AT TUN19Tq8

UaaelgaduRamu

N1INARDL LALNADATIEIL \lafiemus
Sensitivity 9.1
Specificity 81.8
Accuracy 57.6
Positive predictive value 20.0
Negative predictive value 64.3
Likelihood ratio if test positive 50.0
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wuunmdau Abnormal Involuntary Movement Scale
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MOVEMENT RATINGS: Rate highest severity observed. Rate movements that occur upon

activation one less than those observed spontaneously. Circle movement as well as code
number that applies.

Scale

Facial and

Oral
Movements

1. Muscles of Facial Expression

e.g. movements of forehead, eyebrows, periorbital area,
cheeks, including frowning, blinking, smiling, grimacing

01234

2. Lips and Perioral Area
e.g., puckering, pouting, smacking

01234

3. Jaw e.qg. biting, clenching, chewing, mouth opening,
lateral movement

01234

4. Tongue Rate only increases in movement both in and out
of mouth. NOT inability to sustain movement. Darting in
and out of mouth.

01234

Extremity
Movements

5. Upper (arms, wrists,, hands, fingers)
Include choreic movements (i.e., rapid, objectively purposeless,
irregular, spontaneous) athetoid movements (i.e., slow, irregular,
complex, serpentine). DO NOT INCLUDE TREMOR
(i.e., repetitive, regular, rhythmic)

01234

6. Lower (legs, knees, ankles, toes)
e.g., lateral knee movement, foot tapping, heel dropping, foot
squirming, inversion and eversion of foot.

01234

Trunk
Movements

7. Neck, shoulders, hips e.g., rocking, twisting, squirming, pelvic
gyrations

01234

Global
Judgments

8. Severity of abnormal movements overall

01234

9. Incapacitation due to abnormal movements

01234

10. Patient’s awareness of abnormal movements
No awareness 0
Aware, no distress 1
Aware, mild distress 2
Aware, moderate distress 3
Aware, severe distress 4

01234

Dental Status

11. Current problems with teeth and/or dentures?

No Yes

12. Are dentures usually worn?

No Yes

N1adAZLLUL ;. 0=None

1=Minimal, may be extreme normal
2=Mild
3=Moderate

4=Severe
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hypertrophic pachymeningitis: a case report and review of the literature: J Med
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