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ZEREEEH L A2,

BRI A58

BETH A

R FHREH S vz BB 20 TR, 41 Blic A% &, %
fELE, NI 1I~13 586,42, 7!&)&)3% B, b 3 HHIRL AR
fil 28, 35, 58k, FILEMEARRI- A2 &, LHEs
TGS, AR A IHH Eift ChIRHD <& 2 5%,
e DIIEFMMEFFOZRDH 5

RIEEZEA A b =7 M EEES A b = 7 B K s
B, W E BRI, % U 6 R, — M I o 5 [
K AT A =P, fwy,x b= 7 CHE, 10 BB E T

EHhH K& WHINRRRSE 7 ) =y 2 BER

766

LIl R

WAL, 10~15 DM IR D 5 . WO FLE 1
20 FEACHIN] & CIME, ), 'ﬁ'iﬁéj’j@(@éf R, %
HEBRHPERD %3‘L7 A3, EFTIE 20 BRI K DREfR & % 0, 30
RO EERAE & e B Rk 10 »&L}ff“ ;éﬂu, k%
IZREIR DS *) , 30 ’ﬁ&ft ISR 2 S &ERET 5. F
?Ik@ HNZE) id\‘”ﬁﬁ?éiﬁiﬁ%“@% P, GEfE E b,

CITIERDET BRI 2 L L L ICEE 2 b, SEIR
L_Ifuiiii BEAERDLNA D, BfEr A b= 7RI, 8
LA, SETHAEE, oculogyric crises 7t & “/“/\ b= 7 ),
Bfe X b = 738, BN RISE, $72, AR
FT 5. JoOWENIE, RAERIC TR, B, R
R & B EFRECIRE T 205 2. s DA
FEREOBECITHNEZ L% <, HopaETizRo sn
e,

10 BUBIFAERIZ L, P AP PRREE L b IC BB
Ostis, BENNIMEE RO BRI E 20055 2
EH RO O DS L BAR M DR I 2o s e,

LA O MEEZ R/ L, HEAL ORI Lk 8 1 33,
IR i, BB A S =7 AT 1018, BIFC A+ =7
B 7015 &, BB A b7 HIT & DB, FIEER
A&, NREISEREGICIE 6 1 32 TH o 7208, BAFHIER X
bR CHRBERO3BZMA S 51 &, BELERL

~

ERIRARIEZHVIREATR
BT AL =7 DI BIEER TR e o, IR
8~10 Hz DL ERIET, HHERM IR & 2w, /J\ I 5
TEDI MR T, S 7 m— 2 2% 589, striatal toe sign

ZRTWlG H B 0Y, Babinski @ BEEE, #4713 rigid-
akinetic pattern % & 378, PGz HE~Nn 2
L7eddo 0, BT8R R 2 R348, $1¢ vz}fb
S, AR &R A
R, F O %mfjﬂf’ ISR FL2E 5 (SCM) & PR T &

marche a petits pas 1 5
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B, BEORA L =7 TEAM, IR E RAFEREG O 45
PEABIEA I R, SRS A b = 7 ORI VY R AT R
MERETH 5. IEROEAEIEFEZEL THRO o N
5.

R, AR, BITEEEHO s,

ERD SR

AP A P 7R EEES A b = PO TR O
&, SDREARE, LA R O FEAE A ARE D BRI R O
LRI D i B,

e 2 b = 7RI EBE O 13, BIOEES 2 L =
7, dystonic cramp, VT RMEBERL BT AENG H
. ZOIRIID BRI AR DRAFHEINC i, SEIEEHSY R
P TUEFEBIL v,

LA BHIFRER 2 0 b = > (5 HT) SR T % PE%,
FLRBMIIC A BEORAR T, RRC BB O BRKET oo
T—a Y, M- HIBEROERE, IR H B ERE,
NP BB 12 BB AE (camptocormia), TRIEAMESE (OCD)
TEY L. BN LI, BED ) oA E, SHT
{K T OBde 2 R 3HHH 5%

BRE TR

NIRRT A 05 1-Dopa A 20 mg/kg/H, H 5 0k
BB A & O 4 Fl 4~5 me/kg/H THAEMRT 3.
RAFEREGI T AR 2 238 L T 2D 0, FRIC K

DN E THAE R RE S H 5. 1-Dopa (3 TER IR I
IR B R L, ZO%BBIEMZ T 3.

BERMGIR, 22 E, &2V KB#REIC L 55

FARGHEY O FIRY, SEEIE AR R T 2R THY A
=T OBE, By A b = PEITCE -Dopa 1% 5 BHIAR
PR F =P RREE O BIEDI AR S LAY, B EREE,
DHEEOWHET 2 2 L kD HIfEA R BanEon s,
LoL, BfES R b =7 B ORER T 1-Dopa @51
FRYTRELMNS B, Fi, BRI 7HIC
HUTHRPI RN H 25, 20X 2z D7
TZA OB ERNRZ L B,

HEOMUPOERNOEN T 2 €& R 1, EENLEC -
Dopa 3¢5 Z MLt UL TRl ¢ 5

ooy AL FDopa BHFEMETICEA SN, YA T

Clinical Neuroscience

WCRHERIZ R L, IR EESY Th o 7. -Dopa
BRI LB D, oculogyric crises & BEFE L 72 5E0, |-
Dopa FFEAESEINER) 2 7 L 28BS il a ) > #lo fEF
DBEHTH o7 & DREDH 5,

tetrahydrobiopterin (BH) I HAITEA R I 4 w8, -
Dopa &R TIRBIRZHTWEY, ARERBEAKORE
Bl ix BHaD OF 0%, &7z, FLShRMIZIESIC 3 B0
BHA% 423038 T &b 59,

REFR

1. H{3aeE

i# homovanillic acid (KA, S0 L THBICED
VARLMET 459 $iREr 75 ) vB 02475
VAREUHET, JERIEARRE T EE 0K T (EE D
30~50%) IRV, A MEEEER GCH-1 Bk, Fomd
HIEF D 20% LT, JEFEREGRINA X158 O 30~40% & 7
%Y,

2. EEFR

B DREARIBHE G MRD B L N a v ¥ 2 — ¥ EinE
CTiciEREE Ry, [BFldopa F¥ bnrrivya
v Wi EHEE (PET), [YClraclopride PET, [MC]N-spipe-
rone PET IZIZEE 23720 DA transporter O 554 % it
T [PIB-CIT 7 4 b VW@ IR (SPECT) I b B
v L L, SR GCH-1 KB D & FLIH
ENTLERED~T n#EAEE RO ARE T [1B1F]
#le [*I)-N-w-fluoropropyl-2 f-carbomethoxy-3 B~ (4-
iodophenyl) nortropane (‘*¥[-FP-CIT) O &N {E T 1%
D, DIZE%AE presynaptic reuptake D4, B FRLHIIE
DETTEB DB RB I N T B9,

3. HREIESFRE

MEHEIRE Y 75 7 (PSG) Tld, BE7 S~ RMieRic
W S N B HEIC BG4, —BRICRE, B 0.5 BT
DFEEHE (twitch movements : TMs) & 2 # DL 5653 %
L PEFE) (gross movements @ GMs) D%,  HEHEE b7 H
B, T7b b BEMREE(NS) DA Za—a v oifiEs
KT 2 SSRICBE D50 &9 ER/NR T REM
W TMs DV <, I E & by, — IR
TR DMEIRY A 7 VIS EBINT 223, % ORI
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EEBIWMAT A, KO REM I TMs i 1IEH EOR
20% DL LT, COMFE L ORAEEE IR L 28, &
W LY, ZOHENDT B Lo 759,

-Dopa &, %8 A b = 7ECEIERERGE L L $
12, TMs 8% L0 GMs FEBL Ry — v b IEFL L 7228, B
Y A b = 7RGl GMs 13 DA DoZRE O BECE M 2 51
TRy —vaRL, EHRERUGER S 2 088 — 23R
L7,

Er IR BROE D C 1 SRS A B R AR BR8] (visually
guided saccade : VGS) & 51 55 & I 17 B 14 ﬂﬁiﬁ Y g
(memory guided saccade : MGS) Dii#lc BHaH Y, Kk
RS AR AR R T I & RS O T 9B IS B S L T
B EDIREBENDY, UL, BMATES CIE MGS
P EDRD NS,

#E T &”’iﬁ’%‘fzﬁ%k BRERED oL
W, REEHEE TSN CIE, FDopa BRI %ﬁ!‘t
FediE iz 4 in‘%%ﬁ‘é@ﬁ!ﬁﬁi HENRO S L) ﬂi
HB0Y, ERTFEEIEIHE hui § B & AELEATIC GCH-

L RIEDSEE & 1Bl B9 Blicid, —X *ﬂ!ﬁ D
GABAa A= 2 — 0 v DR E LD 5 ?’173: )
PR N XY B (SEP) 12 & % gating process O
YO A b =7 B RBIEE, BfES A b= 7l

=

ik "nﬁﬁ SAELE, I GCH-1 M in T RE el s
19 BRACKERIE, BRI 12 B (SNe) £ 5 = v fa
R ONBMEBEAL DA O &Y, FHEMLRICIE PD Ik L
TRETH 575, FEk DA 28 PD & R, B
TR, oI RRER DT, RIEIE
HPD & 0 RIS, KRS striosome THEUD % 50
7o, SNc DA S RRIEME Fo s, TH EHBRERERT
KT, SNc TIRIEWEFCH - 7Y, HEEi—Fr v =
AL(P) & L“Cﬁ;ﬁ’r;{féw‘lf* WEY 2 R = 7o 1 ¥Tliz

SNc DA Za—w i A5 ovm#ie s L, Mgk
ZIRL 7Dy, FE RS DA QPR HER O TH
D, SNe DA WIEHHIPHTH > 7Y, Furukawa 5'910%, 2
il ctoi e A 77 ) v (4% ), A4 751D v (62%)
DFEYPRIA %, & 510, IFFRIEMRINFE O HIR TR Y

L DA% DWW bT PRI L% .@,m%ﬁMﬁ
AR THED L RADBEE S 2 2 L 2RE L AW,
. DFEDERRR
maifum Pl 2 2R GCH-1 M- 22 — PR
BUCRUH ST w3, 2RO EBFRRICI VALY, 52
WCRR- & ST oY, BT, &5 52, RGO
WS ThvHAN3ER, HA, A, a[ki@%l%f’e,
BLUOAARLEFVOF I ERICZNFNR- DR B

1 -

[ A

Lo L, B¥mldis & GCH-1 REDNH & plicdh
PREPI DR 40% 12 2 — PO LR B HO s T » i
W 24T intron genomic deletion, large deletion,
GCH-1 @ intragenic duplication ® % 2 inversion, &
WIRSRZEIRIE SN T A IR R A BT 2 regulatory
gene DEFAPHESNTWEY, £/, A—EBH42HT2
MABIRD 2 WRRIEIANT B 4 TOMBINMEE I T
()

AT R OB R FE, EEEE L a2 L
DEEFF 2 dominant negative effect PREENT 2°

ERBETA v 2y S v — U R {(mRNA) D E#
mRNA ISR 2 R, FEE# Tl 28 %, é‘lff}’fé?ﬁf?%“ﬁi
8.3% EZNDH, TORIBREMGIc L BELY,
W, We-ZRT O HEREM I lftiw‘zd)é‘fﬂa?’aa‘ % %‘iyﬁ?ﬁbc@
BT, FKARM, KRADIERO ZRRIES & OE
EORICENDL EEZ oD,

BH1t tryptophan hydzo&y ase (TPH) DWEELTH b
D, SHT 4 H S W< TH 2828
R I B wﬁ&;"ﬁﬁ)% 73, BHuCA T % km iz
WH”%pIH%%<meM%%m & % W T I

TH A% & 0 #RmIc g

5}
ENDHETHMTESRY, Lal,
BB ARIE 2 DOBREHT 520, £, M
FEREBITld GCH-1 3R & DA A R & 2 & 39 &
1, TH & & HIC TPH &, 5HT RIEOME:E R
T2
McGeer &' BN T NS DA =2 —w > THiRME®
REFRIRZE (L2 R, SNe Tl Rl iR 2 foR

AT T DFEWHLREA (2% ) i L, TH E1(52%) ZARTHY, FERE TH SRR EM AR L, Hh s
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