HEERREVOEE
FF X 3 — Thright echoic, FFCT THEH Dhigh intensity

I WRERE /LD~ XAFHT X b ]

l 1

| nebEBET |

| meslEERsL |

| menmts |

WERIEOHEN

IFRERTIG>T, WIISRDIEE

TRH) EREL
HEER L

4

| 13 & AU BIEEEOBE | MR I, VI, PKS

K2 MEERBOERE

At

f=E0s

% phosphorylase b kinase

EEROBIMLERRCHYFERITZ
{, FicixZ) a7 oFEI~t+49TdH 5
7eOFLIRLBHICHEE TE S IRIMEI AL U
TP REES. MFOAERT T = VEIL
L, Fhrva—2EHHEA R VEDIE
B THY 200 BMELEILBEORED B B
BT ORAEE) ZLATES, 7 b HEKME
FEDRPIIZBEOSKEPHFELTVWL LR
bils,

A

FFEIRE R R O T EAERIZEFET

B Ay ()
BlDH B 0 Bl COHER, B vy

Y PR bR WITEERE BILEMEQ
£), BIgMmAE, AFBET I — T bright echo, T
f# CT T id high intensity (7272 L& IE D&
ETHBICOEOREIRAFE S HD)N
HACTHE. BWOTNITY) A2 %2 IRT
25, LRNCHE T2 L FEROBEIIRA LT
Wa, ZLORFESERRIG IR, mE, vini
Th ) mEkEAV-ERlE BEFHRER
DRBETEELALZHPTERTHEDILTH
5. 7iNVFrTFAOBWRBIERATHL D

DD, LGB PPREGH ), EEHLEFH
2DE) BFETHRELED T VDS,

ERIZ2D, BEFETHLINE, VIDIE,
VIEBOFRIZEFT, EHLELLIIHEST
FRREERIZER UF#EIHEL TS, Ly
L METCKBELZEAH# L TVEH4E a
BOWREYNH Y, FROCHNIETH 5
DFEEZRI LT DO TEEILETH .
TRV ICEED B4 L, L, &1L+ s
CEBBHBEIL, FRBERE~OBITIZONT
LEBEVLETHS.

1)Smit G, et al.: The glycogen storage diseases and re-
lated disorders. In:Fernanses J, ez al.(eds), Inborn
metabolic diseases. 4th ed, Springer, Heidelberg,
2006, 101-157

2)Shin YS :Glycogen storage diseasesclinical, bio-
chemical, and molecular heterogeneity. Semin Pediatr
Neurol 2006 ; 13 : 115-120

3)Van Adel B, et al.:Metabolic myopathies :update
2009. J Clin Neuromusc Dis 2009 ; 10 1 97-121

BIRERAF/NRREHRE ISk
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FTVOO—R R - =7 50— AfERE

opsoclonus-myoclonus syndrome

[ICD-10]) G25.3

E2l LITO==# *

(1) FT7VIO—=XR : KFEEE, BEFEREEDSHDOBHFEADEDL
TR LERIOESE). dancing eye EHEENB.

(2) IFVE—RA I IFUO—XAEEE, BHLETHRIN, By B
"‘&c‘:TébCJEMT% Z’fk%ﬁb#’t/’é’) FO0—XA i;fz% L—%HHJW/\
FEEEH T, HEDPEFOLEDICRBEFTRAREERL, IR

| EEICTHEEC 6B TOEEDS mini-polymyocionia’ t%f\ziﬁéﬂ
BEEHIET %E@Tﬁ%.
(B) /NEMMESETE S
B SEIEReEs LT, B &Ezrm4b(X%»7vb vy, 7L k=
D/%ACWL%EQD?U/%ﬂ,/0D$Z7/\°;UV$/77@&ﬁﬁ%é
ATV, BIE BOFFY XKUY KEEZ (high dose dexamethasone pulse
therapy) HREEN, BEDIRES SOCEPHRICENTLS c‘:éﬂ’(C\%v;'<;' o
ERSE:E - BEE  Kinsbourne EER, ‘opsoclonus-myoclonus-ataxia Syndrome
myoolomo encephalopathy, “dancing eye syndrome
EfS 19624, Klnsboume753%’!‘&F itk u%ﬁfbi’f%ﬁﬁm\?ﬁiﬂ“f%oﬁ
U‘%%Eﬁﬁfiﬁj}%ﬁ:ﬁ 6{§JCD/J\E%°: %ﬁbb\f%t LT RO 2“01:1__——1‘_%5 GE”
EFEE “(myoclonic enoephalopathy of
~infants) &L THELL. U%Eg&’
SFOA RS jJ%’éT'é'c.c‘:%ﬁﬁ“ﬁEﬁ:b

ARG 1@%&%&3@@:{%&5@
}-%ﬁ@%mi@%»lﬁwuﬁ%bT%T
TBHIEDB, 5D DRIERIS N,
| %A@hiémﬁﬁgﬁt%iBﬂTm
B BERILEIVESEGE B
GIURS2 HE DB A HFBE SN TS,
SEIEIRICLDREPERTHED, &
EQF % E LTI B H DR
SHWMEETE MNREDEN, EFRER
L) BHbhB. (4IH%)

[SZ@A] 1) Ertle F, et al: Treatment of neuroblastoma-related opsoclonus-myoclonus-ataxia syndrome with high-
dose dexamethasone pulses. Pediatr Blood Cancer 2008; 50: 683-687.

2) Hayward K, et al: Long-term neurobehavioral outcomes in children with neuroblastoma and opsoclo-

nus-myoclonus-ataxia syndrome: relationship to MRI findings and anti-neuronal antibodies. ]
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Ay P TIMRANEETHY, FoE
RERE XIS (BEF %R, ATPAR) 2L 5
FEHWIANVF—DEETHS. HicdEIH®S
TCAEIBEICBET 2RH, X704 FARK, 7
RISV R LB uBENH L. ZOIbay
FYT7ORERE (BIEN), BROBEREII
PV RYTHRELRS, BETEERBRZEDA
YR) v 7Ty RFu—A, & EL BRENEE
BRI ParyFY TREOEREIHE S,
I PaAVFYTRERENS COERTER SN
TWa, BETXRTOMBIFETSIMIVF
) 7 ORBERE I, ZRENRERERICES$
DU REMEIZ S B2, B, BRE, Loz
VE-EEOBEVERIIPEERERTI MY
FU 7REBRER, T3 VF—EE D 5 PR
DERFICREETIHEDOI IV FYTHETD
. ZIZTRI VIV FY TREGEE LTEICE
TSERFEICLAI PV FY 7HICOWTHEE T
5.

MRS I oy Y 7THEICSO0EAKE
LCHET . BESEEREORRE L bTi3EEeHE
PERTAH T2y VORE, BARBHETF
DEE, ELIIMaYFYTHTOEAEHRD
BE, I baVFYT7TEEOHR - BE - BEIC
Bb2EAOEREICLVERETIER SN, =
AINF-RRL L2 IBBIERIBENE. Zhb
NDEHIZI I ¥ FY 7 DNA (mtDNA) 23—
FENZHDEHBEFICI-FENLTVELD
Bdhs (R, —RNCHBRBICREIET 26T
BEEETFREICIZDONEL, LhEEOS
EBLVS, BATOLHBETFOREIC X HEH
PEERE SN TS, FICmDNARETHE
PICRIEL, BEERAOELEL, EREEBETE
RHTFLOMELEZY. I by FYTEEIR
FORBEITHRIVEDLH, HLx OEFOERIZ
B—Tl e { ALEETFEETH-> THERIIZ
EVHRONDL. TOERIFTmDNAEE O “Hi%
BEM THA. I b FY TII—HERICE

61

EDMDEE ]
| a) Tarnopolsky MA : The mitochondrial cocktail :
tionale for combined nutraceutical rherapy in mi
chondrial cytopathies. Adv Drug Deliv Rev 6
| 15611567, 2008 -
b) Komaki H ey al : Pyruvate therapy for Leigh syn-
k drome due to cytochrome C oxidase deficiencj.
Biochim Biophys Acta 1800 : 313-315, 2010 ’
OFE BEA: I DIV FYTRBECST 5KE
AR OHS OWAREHE (S3E%). MR 27 85
1]: 74, 2010

TO/D, WEEIEFVARTEHEIATOH
| RO, IZ—0&EEE VN DPBNT S
Tarnopolsky® (&2 5 ILia%E & L T creating
monohydrate, CoQ10, o UREE%EFERL
| S FIYRUTREERZOLBRBEOET, B
| (LA R LADETZREL TS, BATE
| Tanaka 5 #$CCO R ®D Leigh EBREERIC
| EIVEVEBF MUY LEER LB ORE
| BPHAONEEREL, KED (FEERENG %
iﬁﬁwmim%ﬁ%b,ﬁﬁ?—&wﬂﬁ%ﬁ
| EL TV, SBICEDLRREDS S BIICR
| SN2 E2/FTS.

2 OHETFIC—FEL, BETIHEY mtDN
LEEmDNARREL TV S, ZOHEIHIL
B HEBECRELY, RE¥ mtDNAOEE K
B 2B BHRCEENREEL, ERZETS
EEINTVE. ZOMBEREIERORY—%
Wz, SHOEESOERICDZ-oTwbEE
ZAbNb. REICHEEST2EA, BEZTEROR
FIZEATVSD, BENREREORRBICIE:
Eo T, HRSEOFEROMER, EHBER
EOWHNC X 2WBOETHRIDSERTH 228,
W ODDOF 7 R IEFRBE ARG SN TB ) R
5. ' -
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FAEKRI-VHITazy b

LHON, MELAS, LS, NARP % &

ARNA
rRNA
mitDNA k%

PEO, MELAS, MERRF # &
i3]
PEO, KSS, Pearson syndrome

#£&1k (subunit, assembly)
CoQ10 XRIBfE (CABC1 %

LS, GRACILE%R &
&) myopathy, encephalomyopathy

POLG PEO, MERRF, MDS, SANDO
SLC25A4, PEO1, twinkle PEO “
TK2, SUCLA2, DGUOK MDS

TYMP MNGIE

OPA1 PEO, #R##RER, &5 U5
MFN2 CcMmT2

TIMMBA
HSPD1

i, SX b7
EEEENNRE aECA b7 —

DARS2, RARS2

BERE

TAZ

Barth syndrome

LHON : Leber's hereditary optic neuropathy, MELAS : mitochondrial encephalomyopathy, lactic acidosis and stroke-like
episodes, LS : Leigh syndrome, NARP : neuropathy, ataxia amd retinitis pigmentosa, PEO : progressive external
ophthalmoplegia, KSS : Kerrns-Sayre syndrome, MERRF : myoclonic epilepsy with ragged red fibers, GRACILE : growth
retardation, amino aciduria, cholestasis, ion overload, lactic acidosis and early death,- MDS : mitochondrial depletion
syndrome, SANDO : sensory ataxic neuropathy dysarthria ans ophtalmoplegia, MNGIE : mxtochondnal neurogastrointestinal

encephalomyopathy, CMT2 : Charcot-Marie-Tooth type2

BHLRE B

£
BRMLEREIEL, 2RTHD, TTIRED
CLBNEETHS. B—REOERDOADIL D
5%, WOERTHIATE ZVERESRICE 2
LERVDHEERIVIVFITHRERE )&
DT R 5. IVFY)THTHALNEZED
ZWEHEER & UCQZSHBRSME, SHHET, Sk
%, BRI RRE, O EERE, HER £
MRAER & L3R, BX - B, AmEE
RamEE, EE, KR, REHHRE SEeRE
#, %$¢%§W KIEHREELR L H L. £
holcmz, BEE, BRE FEEES #Hb
PR, NMMBBO R EBALND I L H 5.
BERCIREN, FEEEELR CIEFREN S
BEMRZETAILDID A, BREORVI L
CHBW. BT I VIERE) BIAEBRME, $FIC
B/ VY VBB EOBE, T b

&1 (3-OHB/acetoacetate) 23 PL LD & & HIE
REEREFRRENS.

FHRERASA SN B EE T ERIIBIICERT
5. HmE T2 Gomori trichrome ZHEHe 12
IVEEIMIVFYT7HYM E N5 rragged-
red fiber (RRF), a7 BEBiKFEEEHR (SDH) i
HYefe ©F SDH G I 4 (strongly SDH reactive
vessels : SSV) OFFE, F b7 u—&4 cBALEEE
CMOﬁﬁ%@kl%ﬁﬁkﬁ%&tﬁ%&W
Thsb.

BIEFREIBEDNOEREIFE S huIBiiic
U E, mtDNADORKRE, BAOEEOEWE
ZERIIBBREATEI RV, RERE CZETEE
%bDHH%. mDNA OLFEN, HBBIETFO
BITIFRZEL NV TH Y, BHL 2 H%EETF
FZ L, TRTERERT 2 03BN TIRE#ET
b5, T, BEBRRFBOLNLY, BERSED
B\ IIEERHESE IR % B 7 PR S B SR T 1
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342 1 EsR&H (EEE

2 ¢ = MOV RUPRARE

CoQ10 (/1% /)

NRE3~5mg/kg/BH, BA160~400mg/H’

E4 2 > Bs : thiamine
E4 2 > Bz riboflavin
E % 3 > Be - pyridoxine
L-Biv=F>

a-V R

E43>C

E43ICE

E23>2K

E% 3> H: biotin
ZKEE(EY RS

IR 10 mg/kg/ B
MNR30~100me/ B
MR 50~100mg/RB
/N 30~60mg/ke/ B, M.A1,000mg/B
/N 10~50mg/ke/ A :
250 ~4,000mg/H

MNE10mg/keg/ B

BRE

SO OOEE (EEETRE )

25mg/kg/ B, FEMEREORIEH

TJLTF

B 0.08~0.35g/kg/H, BA4.5~10g/l

£ 5~30mg/B

aANVEE 3~6g/H

L-Ail=F> /IR 30~60mg/kg/H, BA1,000mg/B

L-FrE=> BZERiEZ{ERS 0.5 g/kg B8iE
PIBRBN ZE RS E T B

prednisolone
methylprednisolone

1~2mg/ke/B, BZEPIFFEER
20~30mg/ke/H, BiIZErPIRIEIER

edaravone

BiZE AR SRS

ERRCOWCREEIC L VEND Y, REERRELEL OZEFLE

EIZEENZENICER T 5. BERERETH
HEH & NMITBERHEETREICD O ) .
INHOMmMBEKE, HE BEFERORER
BENLLNANIZHICE 2L, BEISAE
SN THHEERTE W ‘

B |Amo—mgst

B RTIIRE, SHERESERE 2 5.
YL 3L & LT valproate sodium i¥ 3 ba v F
) 7 OB Y EBME R RIS AL Eh, TER
BEEBLEWIE) BFRVWE ERTWS. R
barbital; ~tetracycline, chloramphenicol,
aminoglycoside d # i} 72139 RV E EhTw
5. 2PavRYTHRE LTHBEELOD 5 ER
WS, R2DX ) REEEIFH L. HRED
RERHER, TRYEOHT, BHEBEOIH
BEZBEEOERBE TS, ThsI3ELD
EFICESMUSHRE SND D, RIF—EET,

-
+
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ANEEOIY FO— VA Y F 4 BT ER TV
P, HPERBILERTU RV OMFLA LT
B%. Ll 3 bavy kY 7EEFEDLLE
CREBY S I VR RBRORARRATRRE
ZZbhb. CoQIORIBHEIBIT S CoQl)DF
75, MELASHBEEMRREIEICB I ZL-7 V¥
YEREZEOMRIEREN TV, HEOH
722 L LT MNGIE 251} 2 RESRMIEE
PdH% MNGIERFIVVFRAKYI—ER
- FLABBETFORETHY, FIVVEE
BROBEETHY, Ihz CEEEEEREC-DIC
M/MREE R ED T bz, FRF—BHT
Holz. BHRBHEIVNIETDH 2 PHITENE
MUIRHERENTETVBY, T2, wEEHR
LRV TH %%, PPAR/PGC-1 o FEOEHAL
EOFHEIHE SN TS, PGC-1 ¢ BEET
HERFTI PV FY 7EARZIRAET SR
PHEDEN, vU AR BEHRIN CRREEED
ERPERRHEOBEIRE STV EY,

=~
=~
~
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330-337, 2011

N b B
C |EEEE é 2) Wentz T et al : Activation of the PPAR/PGC-1a
o - ‘ pathway prevents a biogenetic deficit and effectively
,&Hﬁ%ﬂ“ TLHHHRETHY, SF/HLERD improves a mitochondrial myopathy phenotype. Cell
VEERL, HIERDOD L BETHHERFEH L Metab 8 : 249-256, 2008
Hh%E HECAENTHLLEEIND. 3) Srivastava S et al : PGC-1 a/B induced expression

partially compensate for respiratory chain defects in
cells from patients with mitochondrial disorders.
Y B Hum Mol Genet 18 : 1805-1812, 2009

1) Halter ] et al : Allogeneic hematopoietic SCT as
treatment option for patients with mitochondrial
neurogastrointestinal encephalomyopathy (MN-
GIE) : a consensus conference proposal for a stan-
dardized approach. Bone Marrow Transplant 46 :
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7. NN—F 2V RN - B

|, dbdEp SNEF PEES
Kenji Wada, Michio Kitayama, Keiko Imamura, Kenji Nakashima

BA. N—%20V  REMEDOTES

ZHET, A (Psychosis) &) FIFRICH L CHEROR L > BRI E X SN TELD,
EMICZ T AN T W AERIZ R Y, DSM-IVICEB U 2oL tuERE L LTk TEHE,
ETEE) KRESN, PPETRESRIRNAREL &L, HICLAROBERE LT T E
DORGEFTEPOEL F LY ORfTE (BREETTIZRE) ) 280 LI NT05E, S—F
¥y v (PD) KB 2HMW (PD HAE) BRLEEOEOIEESHERO—2TH B3,
U CRIBI R WA 2 { DSM-IVOhTid T IS EIC & 2 FmtEE, © WE
HIEE RS, L L Tibh ek, %72, PDICIRAEAY LI OMc, REEOSHIH
B xt T 2 illusion (85%8), misperception (B2ER) & &V ¥ 2 “minor” phenomenon 23% Y,
I H V- DSM-IVOEIEIC BB L L LIESEH 25, £ L) &, NINDS & NIMH {E# 7
w~7KiDPD%Wﬁ®%M§$ﬁﬁ%$hﬁ(ﬁﬂ DEWEEIC LD L, FELEVE

AT 5 B RERE I hallucinations (K1H) LEEIN, SoWIHEORE TALNG, FE
Eﬁ%@iﬁﬁ%ﬁkﬂ T 5 BEEAE ilusions (B§R) L 2RI N, BERENHEDIS WE I3, Delu-

A, BEEER D. Himi
KDHL, il Eb—D) RIS 1 H B
- $EH E, fhoERE% BRIt
- ERRAYEGNYE L & —/MERIZEAE
Y1 A S FRE
B. FEKROZE RaREE
UK 7V A w7 Ik TAE
C. KRR F. BHERER
iR PD FEhEfRIC HEEOH -
BHHEEOF - &
PD RHEDE -
(GCGPY) 498-12882 7. R—F Y UM - B 113 e———
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P £ BEEH RN ﬁg? BRI
Sanchez-Ramos JR¥ 1996 7V =v ¥ 214 26 EEELL
Graham JM" 1997 ZvU=vZr 129 25  BE/R%E
Inzelberg R 1998 7V =v7 121 37 BE/iB%
Fénelon G¥ 2000 ZV=v27 216 40 HENMBE

i Holroyd S” 2000 2Y=v2o 98 29 1384
Paleacu D¥ 2005 7Y=w7r 276 32 Bife/lk
Pacchetti C% 2006 ZJ=vwZ 289 30 6 AF
Williams DR™ 2007 ZYU=w2Z 115 75 A HMH
Wada-Isoe KV 2008 2V =w¥ 41 34 1 AHM
Papapetropoulos'® 2008 ZYU=v7/ 70 44  EOERAEL
Aarsland D™ 1999 HiR 235 16 15 [Ff
Schrag A 2002 bl 124 23 HE/EEk

&t 1928 32

sions (E4H) FRZOFEZFHRCEBL, Bo THESNLBEORRLERI NS, B,
KB IIFE L B fihoio Lo ) BEOHBIMTE L b O (sense of presence) REIEDIHD
HADMELDEMRE L7 (passage hallucinations) b&EN %, PLECARLAIERZEHL T
Psychosis (F5#INR) &FPs1? PD BEOBMNE UK 7L A v/3sy ZBIEICHES L LT 528,
PD & RFAER OIFEIIES & L C PD FIE IR MRAERAS IR T 2 & & IR MES 5
Wik 1A ARRT 54 COMLRIBIC OV T L RHOLZEE L LTHT 6N, ZOIciER
e, BIEEEREO N TS,

HB. /5% iRiEmROERE

HETRE SN RENL PDRSIVEOHELR 2 ICE O WK - EAELEDE
WISk ) ZOBEICEIES D EMNBH DD, 7Yy 7 &L LAHE T PD BAED 26~40%
BIfR I, HUSREETR I X 2 TSR T 16~3% Bl RO o s, 7Yy 7281
FREDEENPRE . INSORREYE T 2 & PD BHE&EO 2% ICEEYE 280, B
HME BT PD BEOB X 7 1/3 KBIROR 6 NE - Lok s, $7, RERUENN
ST PD BEO—H£IC BT B AIERBOBE L 50% L& XN THBY,

BC. /N\—% 2V U iREMROIER

1. JJEORBEL ZOEE

PD BEILEBIZLUEEHSOABANEBMICK L TR S, T8, L8 O, O8, F&
GIBE I EHURE XN T W BP0 1 40 PD BFHICK T AR O L Z0EE D BTR
L. SR TROEIRLBEIENE L, LTED 70~90%% 50 5. K\ TLREDS 20~40% &

———2 114 7. S—F 2V SFEMRE - BE GCORY] 498-12882
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100
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SIR7ZE %
ot | A :
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a8
O 8 I T o i i - i 1
18 b3+ ). %] HRELOE Minor
[ Inzelberg R (1998) [ Fenelon G (2000) Chou KL (2005)

[l Papapetropoulos S (2008) Wada-isoe K (2008)
TR N-F VU CRBECREDSNALROBEE F0TS

<, AP ROHEERORCORE DL, ZhoZ2e B0 H0HELH L. HELIEIE
EAEEROREEIE T, PHRTHLHPD BETRADONG, YEEHT 3 PD BED 1/2~
/3 W EEHEBOATMHFELTE D, ML OLEEKBRIHARLE > T2, OlicboT s
UF 4 —DOBEEZEHT 2 2 Ea% 2,

2. AIROAR

a. %148
SR OHEOEGLIETH 5, PD BFOLIEICIEIE FREZTHAS . b ML A
REE), TRANZEDB LA B EBRAIOEHELH B, dicid TRAISGA OBabd Y,

FFEEASR O THlEA TV B ) 72 £ kinetic scenes & WL HAILITED ABHNT) T s D L.
EMIMPRAE EFDO B CEBIEbONBYP NS R RBDPREENS . HBUTER 5 5
SRR L, A7 —H30EEBTHY, KE2EHE/D (niniature) DT b H 2. JEFELT
5, LEFDL, WME%T5, MAIET3EHITS. ORBERIICZWE Wb s, EEICIE
COTHRI Y, FHIEE L LRI CEEEI R, BLHOI bIFLEICH L TEFED
THHWPHTHERIBMO L, UROARPEMLBEAB L2855, Fic, LEHNHE
ET 5 EERL, BIZFIEOIICH L TRBEFE B A PBREOFIICE e b0 T,
b. £J4E

KB LGS TN S T L% 0hs, LIHEORFIZFBHCH - - TV 3 4048 & 12 4ERIR o
BHEL, OEHOE PR EEB> TR Z D%, IR AA—F4 —2BoERER ) v /5
HBVIEBREOT T F 7y 7D &) BEENS D, HEETHEROEEN L OHMOBRE
HB,

[ICOPY] 498-12882 7. S—F vy UREEAE - BF 15—
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Hi¥H
Capgras fi- BEH¥ Aol TR0 E] KTV BAGNTLE L LHIET

z | BEM,
| Fregoli fEfH EROAYS 2 HEDAYDEETH 5 LR T 551,

B 1 2L T OGP AYBEEFEFETET 3 LiEET 5218
HEL A BrE BT AL MBI VI ANEL > T 5 EERT M, SEICHR
L—TTH 5 T L%\,

c. ZDMOLIH

KIFNEEED iR S A7z, DB LML 72 ERBRERE LTAR SN BTSN, JURIEFHR
BEWCEREMSE L E Shs, KERONE TBERh L) RBE, TBhbrElhk
RS 7% EOWIERICRIE L - RERIE 2 R8T 5.
d. $8% (illusion)

HREEHEOMTHRICN T 2 EBARE TS D ERID . BIRIVICIR, B0 IE LR
KRZED, A—TFUBRIEPNTHEDZE FDE)ni UKD, Nlo Lol F2/hX kR
ERDEZ S, SRR ETAEEICX (R S5NS, Fénelon 5 OME T, “minor” phenome-
non & LT DBEENE G EREIN T B,
e. N—F VU RBETEhEGLIE

PD #0415 Cld, mind altering drug & & D BN B LR D & I PP, §E > BRSO
DB NE EER L, THERAD LS ICAZ S, 74 EO synesthesia X R SN,

3. =M
PD BEZED o2 ERIYE S EE, BESEM A8 R TonE=zR BhxEi

REDH Y, MEOEEIMNRET 2. ERIARPR4 ARERICESD, BEPEMFICE -
T%%&ﬁ%&&étbﬁ%&E@%%K%U%%ﬁ@ﬁgﬁk%%?%bw;ﬁ%u%&%
OHEELIFEY S, B ZEER (delusional misidentification syndromes) (& 3) 1%, WL
FETH L E—/DMERZMEE (DLB) 7 AV, v —JF (AD) TARLNLEMUREETHS,
B 2 NS TR DOEA T, I DBASNTL >4k LMET 3 Capgras IEEHRD, %
{ DAL H 2 OMEDEHE CTH % LHER T 5 Fregoli FEEREDMIc, AMPLHFMBEELF
TE7 % reduplicative paramnesia (E#EIEE) PAZ BBEVIKANEDb o TV 3 LREET X
A8 intermetamorphosis (FHEZEIEREE) 234 £ %, Pagonabarraga & DWETix, HWENEE A
5 PD (PDD) #3040 54 (17%) CEEMHEAEENIRO SN LEESNATOEY,
Cotard JEMERF L 1, LOBFELLVEW) THHEORE) EEE WV, 30 M THAEL % 51
B - i TES G URBOLEEI v LS FFERESED 51k PD O 1 fI5s8E
ENTw3?,

————e 116 7. N—F VY VIEEE - B (FECBY} 495-12882
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+ B URPLINL

- IEHRe e « FRHIME D FJRITE

il  fRERE - % v = X 4
« PD HUIERE . 1) -TACE SR St VN
+ R Sl = feegd a4

PD REANRIC I3 4 10 % & D7 & 3 RO BRETHEE SN TV 3,

1. /S —F 2V ViR ESREREEYE OBhEN

PD IR LT LA P82 3R i D8R 2 T8I O s HR T 2Rl H b, #
BWELITE E EbTE . Sweet LR FoSigiEo 6 EROBIRZIC & b FEMEERDEIRETIX
10% Tdb o 7 DRI ICIX 60% ICBIN L 7z L& L 2P, 7, LA F SAROfc b Py
(DA) 7A=RA 9P a ) VvERE 7= vy OB EOEA L SEOBEE 2 L 2 BE8H
% HIEGIORKRFEFIRANICE »Th L L XU ¥, £2MR DA 7 I =R b L L OB E
MEhCez®, =7, VR FAREANKRICET S PD BEOOROMEL L K P Bk &
DARRFRSNLVETEHEOLE, FRIOMEL2TE T 2@E7d D, HIPD EKL UK
KROBIEEIE 2V & T3EBOREBIIWE X h T 338902072 @iy, PD BEICH
SNALNREWBOEREZTFRICHRT 2 LHBINS L)k, SFEANZRMORETIE R
CKIBOBREF O 12 LTHEINS X H Ik h, THERELE, &2 wix TERFEAEELD
By rWIHERRTBMAICS S, PD BEICEBYAODEICYWTIE, W< 55 MREnE
DHE A& 0 PD BEFEORIEE BT 3 BEORINIIBEN TS,
a. Simple dopamine intoxication {&5

Cocaine % amphetamine 2 £ M DA 7 T =X b BKE2FERT 2 LMo, FRIVER
RO & h SRR T 2EIHMNH B, X 5K PD BEICHT 3 LA FARBAORERH
B33 U ERI O & 3 HIRS MR IR O YRR I S BLC R RIS T & BRG] % BRI HIC B3 2. Tk
DV S URERAOBIENHEIIC L b FAS v FBERED kindling 25358 & 1S HIE
ROMET 2RFDP P AAEBIEBEIC L 2B+ 72D P8 VR EOBREE (F3
CRERBEE) P IS AT 0B, |
b. AV ROES

Foo ) VI X D ORMETRENY, a5icHia) vEodIRc X h OEMNRET A L&
PFRAGICEREEL, 5L 2V CROBEEINER SN T WS, £/, DLB % AD R CoBRNC
BT, 8L 2Y YREOHBLEEESRE ST TN, 7eF 1) Vgl
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DT TN/ AR LEERT ZEERDY, 7L F 03y VEBSRBEETHIUTEZERL VLT
TaL A SN SHEE SAED LNANRERE LTRSS SO L LTHEES ¢ 2 REAME
XT3,
c. ¥tOFZCEROESE

o b 2 rREDEOBEEICDWTIE, 1, Mo BB oRGKEoBEEStn =
v KiEHs REM OBUENH] & LIC IR A FER T2 Z edME TV 3, 208, tut=rd
RISEIE CH B L-F U7 F 7 7 GG PD BEQUEZERT 2 2 L &3 h, PD BEK
BU2LIBEE8LTH L0 F =y ROBRSSEHEIhLY., FAS v RIH0BEERNO Lo
PRV LAV ERETEELIRERESI YL IRIAVRBENY, BB LVEAFREHEECEIY L
BhovREPRID, B F 7200 b o v REROBEEIFEX N oD b2
5&ben b v EEFRASESODARICHRNE T30 b o Vv ZARBRHSRES AW
23 ku b oV BEEAOBEIBEIC OV, SRV AR I B n b VARSI BT
LIEAMMIICEE INAARE R NS v aTFiew b o IR OREER 1 b oo TR b
M LHEL, Bfatr = REFIBMEBR T 2RIV H B, £/, 7uFEroild, R
Hliye Foos v RGEREZ (DNR) 2L, tu b= LV LR E 5-HT2a B8
FOBEEMPFEE SN, GABA WHEEZN T2 707 3 vIBmHELSHIH X 15 72 O IE S
(VTA) @ FoR & A8 2 0 72 & LiOBRBR ORE & TEERE O MHIAOE % 3581 5 RS
FRIGLTCVEY, ko b= RERBESIT 5-TH2a TARBREAEROH 2 7 0FEVE &
U 5-HT3 RAMETFADH % ondansetron PSEIHRICEIEMNTH 2 FRIC L h XX h 539490
d. JIa3 BEOES

NMDA #HifEHZ2E T2 7 v ¥ ic X Y LIENTEHR X, NMDA SEBEIEEIN S
& DB\ memantine - & BLIEATE L 7 DLB BERBEV INTEY, QEEINVY SV
FREOMEEDEZIONTLS

2. ERAtEEE B LUBBAE & O

PD $500A & BB R L CRTE L OEREIREIN TS, #5KRLAXIKCPDD &
ETRBAGED 2w PD BE L D BHRERESEVI LBHREINT LRS- 80
FERS UL RANEFER & BELHEEIR NS, PDD BEOLUBIIBANED 72\ PD BED
PRI Z LR, HESIUCEENIDEEMLL TV R I EMNRINTHL Y, Hir, I8
205 PD EFETRORD L PD BELVEL ORMBEREZET 2 LG ah, &
TTERAES ™, SFEHAEY, SHEMER L UIEEHERESSSY, S HEREME D, BBk
O™, BAIHBEAE Y DR 2 S EIIC b B EEARAER 2 P ATERICET LT v

% (R6)., RFicimiE-wlefgs L T, JR2ET% PD BEH KB THEEBRLEC
BT 2 HE0z o0 SLE AUMILIRE SPECT®? %), PETS, MR ™5, MRI® 7% & DMK FIECHE
(F+7) ShTEH, PD BECEY 2408, BEBEAMERICE T Bottom-up EHEHIET
L BIHEEED> 5 @ Top-down BEEAUTEL TL R L LI RBETR/RL Tw3
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Fenelon G% 2000 4hE-HESE 44 DSM-IV 70
(10)
Aarsland D¥ 2001 ABiiE 48  DSM-IR 50
MMS, MDRS (8)
Kitayama M* 2007  ABgH# 67  DSM-IV 87
CDR21 (15)

() EZEO 2w PD BEIC BT 24

R e W
BRATHE Verbal fluency test Grossi D (2005)*
Verbal fluency test Ramirez-Ruiz B (2005)*
Verbal fluency test, Stroop test Imamura K (2008)*"
B Boston Naming Test, Token Test Ramirez-Ruiz B (2005)*"

£1 ﬁ’n“ﬂ’n t‘gﬁ

Rey—Auditory Verbal Learning Test

Grossi D (2005)*

iz, ﬁ%ﬁﬁ%ﬁ&iﬁ?@ﬁ&yﬁ) SEGELLIE, B, TAZEAEHS continuum hypothesis % HIE
B TEW 28 & TR L v ) R G
AT L AR & R L oBIMtE 25 B & 4, RERBH IS THEBORE R

L7=% L L, Goetz
LTw3™

& 13 LTI AR

XT3, KEEET2 PD B IIERAEEAUE <,

7-62),
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| Rey-Auditory Verbal Learning Test ~ Ramirez-Ruiz B (2005)¢
Logical memory test Sinforiani E (2006)*
B RIE Source memory task Barnes J (2004)"
JEEEEVERRBNAE ST Raven’s Progressive Matrices Sinforiani E (2006)%
FERtHiE R Test of Attentional Performance Meppelink AM (2008)”
HAEERELE Visual Object and Space Perception ~ Barnes J (2004)*?
Benton Facial Recognition Test Ramirez-Ruiz B (2005)*
Visual Form Discrimination Test
R 2R AR Vistech Contrast Sensitivity Chart, Davidsdottir S (2005)"
Self-report questionnaire _
Block Tapping Test Sinforiani E (2006)*¥
3. EREL ms&@ﬁ
PD BEICE T HL1H L2 - MEIR & OBIERIC DV THEE C D ST ST v 3. Moskovitz

L AREIRDSA LT w3 2 ST
IR EHET S PD BBECEBWCHPR L ARENFA SN TED REM overflow
dream phenomenon RFHIRE S T 3%, Nomura 5B A2ET 2 PD BELILE VT

¥V IR -
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e 120 7. AN—F V¥V VIEHEE - B

EF (HEFE ;. y Ak LIEEAE T2 PD BEOE(
EE (BET) 418 (/0 Al JREHETA A
| Okada K (1999)% 12/21 HMPAO-SPECT FERIEIE O M T
Oishi N (2005) 24/41 IMP-SPECT R E o MR E T
4 b - R{EETE o AR 0
Matsui H (2006)% 31/39 IMP-SPECT AN ETARE, FEITEE]L,  BEZATES,
BHEEOMMRET
Nagano-Saito A (2004)% 8/11 FDG-PET 1 L AT E ) (R L
Boecker H (2007)59 8/11 FDG-PET TR % b < SR - - BT O
T
Stebbins GT (2004)%” 7/7 MRI - Vs/MT, BIHEE, AHREIOIEHEET

Stroboscopic stim. T A O iFHE Tk
Kinematic stim.

Holroyd S (2006)5® 3/3 fMRI Bl HS B O R
Kinematic stim. —REEEOEYET
Ramirez-Ruiz B (2008)5” 10/10 fMRI AR E O TREET
Face cognition task. V
Ramirez—Ruiz B (2007)% 18/20 MRI EREIDKAE LY 2 — LET,

FHEEORY 2—LKT

REM without atonia EEIC LR LTWA 2 & 2M&E L, Pacchetti 5 3B ICE O TL 4
HARERRATEI R (RBD) BAERIEV A2 #HARTZELTED, IR L L AERRE OE
HENREINT L3,

4. TOMOIER L OREM
a. DD I DIREE

O ORHE L DEDRRENY, KI¥2HE T % PD B¥% Tt Geriatric Depression A7 — /L35
EICEMED, K OROFE L UPDRS-BEORHENBHEAD %2 EOBMEIC LD PD BMHLE )
OfF - IR L DREEENRRIN T3,
b. fREHREE

PD BETRMBEAMD F 83 VHlEORZICED 2 Y b5 A MREPLHERMNESETFLT
BHEAMETHORICEET 2 K@ H 2, L1H%RD 3 PD BHIELIED % PD BEICEA
BWHET2E LT, O LENEE L OMMESRE IR TR ik, REBIRINE
RROFUERT LT HMELH 59,
c. IN—F 2V UIRHER

BEEE (NH)363%)  pD EAEEESST12) PD O RBREEIRPESOS) & PD fE & OREE %
BT 2EENH 2, eI s DOET L OBEEZ B u/Ae ko B RESH T
5 8= % VX LORBE LTI S—% v Y 2 X L% BT 2 BEPDEMENASA—-F Y =
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R LN PD HHRI % & T AEDH B
d. HEREYERERE

@M%@Mﬁ%%@?@%@?%%MBGW?&&@T&PD%%K%U%%M&@%@%
DR LT 2%

BhHIC

PD FFAYE IS0 W CRREARIE R 242 & KNI PD MR OB T 2 A F 1o oW TS L 7. PD B His
HWHEEORVIEEEFRTH Y, BEORLZLTHY ON#EED QOL ##n Sk cH 2.
BECNEOFRRIC L % PD BEOEMLOT, PD FR ORISR & fic s HmERED
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