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7) 0000 (sleep drunkenness)

0 10%0 0000 0000, 000 0obO0 30060
Ugbooooooooobobobboooob ooo.

3. 00 OO
1) 00000 oo

(1) 000000 (adrenergic system)

00000 000 000 00 00 0o0oopoo oo
O 00000 000000 000 00000 ooooo
0O 000 0000 0D0000 o0 0 oo.o0o0 od
00 OO0 locus ceruleusd O0O0OO0 OO0OO OO 0O
Ogoood o0 boboo O0o oub oo ooo
000 00 D000 OO0 0000 00000 ooog o
00 00000 00 0000 00O 000 oo oo o
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(2) 0000 (dopaminergic system)

ooO0O0O 00 oooo 0d tegmentumd sub-
stantia nigra 000 O0O0O0O0 OO0 000 0000 O
000 0O 00000 0000 00000 oooo oo
0O 0O0000 OO0 OO0. Mesolimbic system
nigrostriatal areall 000000 O0O0O0O OOO O
oo obd bob DobUoo obob Dobo oo,
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O 00000 0000 000 000 ooo ooooog.
00 preoptic hypothalamusD 0000 OO basal
forebrainO O cholinergic hypersensitivityd 00
00 0000 0O 000 o000 ooooo ooo oo
0O OO0U00. 000 000 o0o0o0bo0 00D ooo o
OO0 0000000 OO0 ooooo oo oo.

2) 000 OO, HLA typing

0000 human leukocyte antigen (HLA) DR20
000 000 OO0 19830 0000 OOOO Oogo
0.000 000000000 OD0D00 000D DO
OO0 000 90—100%0 0 HLADR2 OO0 OOO O
OO0 OO0 OD00OD0O0.DRUOOOO DR2O OOOO
0000 00O DR1SO DR16, 000 ODOOO OOOO
O.DR2 000 0OO0OO0O0O ODOOO OO DR1s5OO.
DR150 OO0 DNA sequencingd oligotypingd O
000 DRB1 OOO0O O OOO0OOO.DNADOOODO O
000 DR15 000 DRB1*15010 0 DRB1*15060 O
00000 000 000 00000 00 DRB1*1501
0O,00000 0000000 DRB1*15030 OO OO
00 (Fig- 1).

DRB10 OO0 85kb 00O OO0 DQO O OO
HLA O0O0OCO 000000 00 0000 DR1O OO
0O 000 0O0O0O0. bQUOO encodingd 0 DQA1O
DOB10 OO0OO0O 000000 0000 bUOO O
0000 0000 DQALD DQB1 OOO typingdO
00 0D00O0. D10 DQER5O DQeD 0000o oo
0000 bel OO0 OO0OO. bed OO OO0
DQB1 0000 DQEB1*06010 0 DQB1*06120 0 OO
000 0000 0000 000 DEB1*06020 0 .2

0000000 DrR2O OO0 OO DEB1*06020 O
0000 00 000 0000 0000 0o oo oo
DOB1*060200 OO0 O0O. OO0 OOOO OOO
DR-DQ haplotyped 000000 DQA1*01020
DQB1*06020 OO OOOO heterodimerd OO OO
O 0000000 0000000 o000 oooo o
O OO0 00O ODODO0O0 000 OoOo. 00 DeB1L*

Figurel. HLADRO HLADQDOOOO@COOOODODO).
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Table 1. Essential features and diagnostic criteriafor narcolepsy »

Essential Features
Narcolepsy is a disorder of unknown etiology that is
characterized by excessive sleepiness that typically is
associated with cataplexy and other REM sleep
phenomena such as sleep paralysis and hypnagogic
hallucinations.
Diagnostic Criteria
A. The patient has a complaint if excessive sleepiness or
sudden muscle weskness
B. Recurrent daytime naps or lapses into sleep occur
amost daily for at least 3 months
C. Sudden bilateral loss of postural muscle tone occurs in
association with intense emotion (cataplexy)
D. Associated features include:
1. Sleep paraysis
2. Hypnagogic hallucinations
3. Automatic behavior
4. Disrupted major sleep episode
E. Polysomnography demonstrates one or more of the
following
1. Sleep latency less than 10 minutes
2. REM dleep latency less than 20 minutes and
3. A MSLT that demonstrates a mean sleep latency of
less than 5 minutes
4. Two or more sleep-onset REM periods
F. HLA typing demonstrates DQB1*0602 or DR2
positively
G. No medical or mental disorder account for the
symptoms
H. Other sleep disorders (e.g., periodic limb movement
disorder or central sleep apnea syndrome) may be
present but are not the primary cause of the symptoms.
Minimal Criteria: B plusC, or A plusD plusE plus G

A: reproduced from ICSD-R(1997)2

06020 0000 OO0 DQA1*010200 OO0OO ODOOd
O, DQA1*0102 OO OO0 OOOO OOOO OO
DOB1*0602 U0 OO0 OOOO0OO ODOODOO OO
O 00000 oooo ooo.

0000 HLA typingd O0O0O0O O0O0OO OO OO
0oo0o0oo, 000 00 000 OoO0 O 0o oo.o0
HLAOD 0000 OO0 OO0 oO0OO0Do 0o odo o
00000 90% 0000 00 00 oOoodo ooo
00000 DO00O00O 40—-60%00 OO0OO0O OO0
00 OO0 oOooD. oo, 00 00 oOooO0 HeA-
DOB1*0602 000 OO0OO OO0 O OO0 OOOOO
goob 0oboob 0obo boobo obob oobo
000 OO0 OUOO00. 000 ooooo gogo HeA
typingDd 00 00000 000 OO0 O00O0O OO
OO0 000 o000 oo 0ooo ooo o o goog,
O0OO HLA DR50O DQ6 OO OO0OUOOO HLA DQ
high resolution typingd O OO0 DQB1*0602
homozygotel 0 OO0 OO O0O0O0O.
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oooOo, 00 000000 0 HLAOOO oo o
000 000 0O 00 00 00000 ooo oo oo
OO0 o000 ooo.

19300 0 Danielsl 0000 OOOO 40 0O0O0O
000 000 Ooooo, o000, 0000 O oOoo
O oooOoog, 0ooo ooooooo oo so oo
OO0 00000 U0.000 OO0 Ooo 0o oo
0O 000 10025%0 0000 O 00 0000 oo
00 0000 oooo. 0o oooo oopoooo oo
00000 00000 D000 0000 oooo oo.
19970 OO0 ICSD(international classification of
sleep disorders) 000 O0OOO OOOO0O Table
10 ooooog B

1) 000000 (polysomnography, PSG)

PSGO OO OO ODOODO 0ODOO OO OO0 0 OO
200 0000 4050 0O0OO0O OOOOOOOO
(multiple sleep latency test, MSLT)O0 O0OO0O. O
00 pSsG OO0 OO 100 OO0 OO O0ODOO, O
O OO 0O 200 OOO REMOOO 0OOOO
SOREM(sleep onset REM period), 0000 O0O0OO0
oo oogoo, 0100 000 oo, ooooo oo o
O 0OO00.MSLTOOO 00000 OO 50 000 O
0000 O 20 OO0 SOREMO OO0 OODO.

000 000 000 oooOoo ooodo oo.odg
OO0 SOREMU OO0 OO0 ODoOoooo,ooo oo
o000, 000 0000 OO0, 00000 000 O
OO0 000 O 00.MSLT OOO O0O0OO0 oooo
000000 ODO000O0 OO0 0O 000 oooo oo
0 oo obob bo.b0b Dobuobo oo o
OO0 OO0OOoOoOoOoO0 Ooooo MsSLTO 20 OOO
SOREMO 00000 OO0O0OO ODOO0OO bog, O
0O 000000 MSLTO SOREMO OO O0OO0O OO
O MSLT OO0 OO0 OO SOREMO UO0OO OOO O
0000 O0O0OO00 OO0 0OOobo ooog MsLTo
00000 ooooo oo e

2)HLADOOODO O 00D OO

gooboo bboo oood HLAODOO oo oo o
good HLA DR20O DQ1O OO0 DR150O DQed
oobO bbb ooo oo 0o 000 oo ooboo.
ooboO00 DbR2O DOQwl1d 100% OOO0O0O0O0O, 000
00 00 33.5%0 68.7%0 O0O0O0O0O. 000 OO
O 00000 HLA DR20O DQw1ld 0O0O0O0 000 O
0 000 oobo.0o0 obbb ooobo 0o oooo
0 000 HLA DQwld DQB1*0602 OO0 OOOO
90% 0000 OO0 000, ObOooboO0o 10035%0 O
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OO0 OOO0. 000 HLA DR2(0 DR15) O DQB1*
0602 OO0 O0OOOO OO0 00O o000 ooooo
oob.0bb 0ob 000 oooo ooobbbo ooo
0 ooobo 00 0000 oob 0o oooo.ooo
HLAOOO 000 0000 00 0 000 0ob ggd
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5 0000
1) OO0 000 (symptomatic narcolepsies)

goobO oobo oooo oooob boo, 0og o
ggo, booooo oo, bbooo oo, oooo booo,
gooo, bboo oobb ogo.

2)0o0oDooo

ub oboboboodoo o0 oobboooob oooo
oo b0 oo.gooooobb ooo, oo b obboo,
goobo ooob 0boo ooo oooo, obooo ogd
0O 000 0000 oobo bgoob psGO OO0 O O
0. 000 bbooooob bboo ooob bbb bOo
0O 00.0d0bb0d ooo ooo bbog psG O
ub oodo oo b ob oo oobboooo oo
U oo0ooooboboboboobog.

3) 000 00000 (Idiopathic hypersomnia, IH)

000000 000 OO0 000 oOo ooo od
0,000000 000000000000 000C0CO
O 0000 OO0 0OO0. 000 0000od((idiopathic
hypersomnia, IH)O 00000 0000 OO O0O0O
00000 OO0 000 (narcolepsy without cata-
plexy)D 0000O000C0C OO0 O0OOOOO PSG O
0000 OOD00OO0 O0. PsGO sleep latencyd 00O
0 REM latencyll O0O0O0O MSLTO sleep latencyd
100 00O SOREM 20 0000 OO0 oOoOoooono
o000 O00.0000 000 obooooo oooo o
00000 00000 0000 ooo ooo o oo o
000000000 REMODO ODOO O,0,0000,
000000 000 ooOg (Aldrich, 1996).°

4) 000

oo 0o obobo oooboobb obobbo ooo
0U.00 0oobobbo0o ooo ooobb oo bboooo
goobh bboooo oo 0 oo.bo bbb oboo o
oo bbb oooob ob 0o Ooo.ob0ooooo o
o0 oboo o0 bbbbo oo o0 boo ooo o
0O 000 bOoobOo oob0o ooob. obo pscgOO
ub o000 000 REMOOOO0OO0OO0 OO0 0O 0O
O,0000000 200 000 OO0 000 odg oo
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5) 0O

oo oooooo, oooo, obb boobo,
Kleine-Levin 000, 00000 OO0 OOOO O0OO
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6. O U

gooo 00 000 ooo bbooo oooboo o
oo obbooo oo 0o bbb 0oodg ooob. oo
0 oooo obob ooob 000 oo bbb 000 o
oodo boob oo oo oo, booo oo o
ub ooobo0 ooo oob oooo ooboo od
gooo.

1) 0000000 0o oo

U0 o0 00d0 oo obboooobooboo. oo o
oo obbo ooo boo.

(1) Pemolin

Oxazolidine 00000 Amphetamined
MethylphenidateO 0 OOO0OO0 OO0O. 0000 24
OO0 000 OO 000 000 oooo 0o oog o
O 0000 00 0OoU0o 0 ooooo oo gooo
000 00 00oooo 37.5—~75 mgd 0.

(2) Methylphenidate

OO0 Pemolin 0000 0OOOO DOO, ODODO
3—40000 000 OO0 00000 ooooo oo
0 0000 OO0 0O0.0 REMUOOOO OODOO
MWT (maintenance of wakefulness test)d 000
000 00 0O 0oUo0o opoo goo. oo gogo
0 10—60 mgd O .

(3) Amphetamine

000 00000 00000 00000 00D o0o.
0 0000 8—-120000 OOO0O 0O 2—4000 OO
000 0000 000 U000 000 ooooo oo o
00 0000 OO0 000 OO0 ODO. 000 Oooo
0,00,00 000000000000 O0O0OO0G0ODaO
0 000 000 00000 000 OD00bo oo oo
0000 0ooo oo 0obo 5-60 mg OO OOODO.

(4) Modafinil

00000 00 0000 0opoo og-000o0g o
00 000 0000 OO0 000 000 83%, 000
000 71%00 OO0 OO0 00000 OO0 O0.
0 000 2-[(diphenylmethyl) sulfinyl] acetamide
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00 000 000000 dopaminergic brain system
00 OO0 OO0 Amphetamined 0 0O0O0O O0OO.
00 oobobod 000 oo oobo oo oood
TCAUOD 00000 0OOOO. ODOoOoOoOo boo
200—400 mgU OO OO OO0O0O OO0 ODOOO
Ud 00 00 0 U0b bDobUo Oobob Uoobo
ao.

(5) Mazindol

Imidazoline 00000 dopamined OO0 O0O0O
00 3—-6mgl 000 0000 OO0 0000 OO0
00000 000 0O 000 oooooo ooooo. o
0 00oo0ooo 0o oo oboooo oo, 0oooo, O
0o,0b000,00bo0bob oo O oo.

00 Propranololl 000 80—240 mgd O OOO
000 50%00 00 000 000 0000 00 oo
0000 000 000 0o0ooOo ooo TCAD Oodo
o000 00000 OOooo. 5-HT OoOOO
Methylsergide 0 Benserazide L-TryptophanO
000 0 O0oU0O ooo oooo oo ooo oo
OO0 000 0000 MethylsergideD 0OO0O0O0OO O
00 0000 000 Ooo0o.

200 oo@ooo, booo, ooog o)o
oo oo

Norepinephrine OO0 0000 OO O O0OOO O
00 000 000 000 0000 oooo ogoo o
0 0. Clomipramine, Protriptyline, Imipramine,
Desipramine, Ciloxazine, Fluoxetinel Phenelzine
O MAOI, 0,-0000 Clonidine, 0,-0000
Yohimbine 00O 00O OOO0O.

3) 00 bO00O0O0O 00 od

O000O0O0O0O0O BenzodiazepineO OO vy -
hydroxybutyrate(GHB)O 00O 00O 0O 00000 O
OO0 GHBO GABAD 000000 OOOOO OO 10O
O 000 0o0oogd, 3000 400 OO0 OoOoOo o
0000 00 000 00 0000 00O 0000 ooo
O 000oOoooog.

4) 00000 00

U0 000 o0 oo oo ooo oooobb o
0 30 15—200 OO0 00 OO0 ooobb bo o
U o0oobbbo0 oo bobuo oo ooobog
uddo ooo oooob ooo 0 0 Oooo gooo
90—1200 000 OO0 000 bOOoO Oob 0o O
goo oo.
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(REM sleep behavior disorder, RBD)

1. 0 O

00000 00-00 000 00, REMOO, NREM
000 0000 000 o0 0 00.00 000 oog
00 00 0 000 00 0000 ReMOODODOO OO
0000 000 000 0000 NREMOOOOO OO
000 000 000 00 0000. 0 300 000 O
0000 0000 D00 00 000 0D0oog ogo
000Oooooools

0O 0O 000 OO0OO0OO(REM sleep bahavior
disorder, RBD)J REMUOO OO 0O0OO0O ODOOOO
0000 00 00 00 000 00000 oooo oo
0 000 0O0%(nternational Classification of
Sleep Disorders, 1990)00 O0OOO OO OO OO
00000 00000 00 0000 oo.oo0o0 od
0000 00, 00000 D00 D000 oooo oo
0 00000 OD0.0000 OO 000 ooooo o
000 D000O0 OD00 0000 ooodo goood
00 REMOO 0D0O0O0O0O OO0 000 0O0DOO0O oDOOoo
0 0002 000 1996000 2000000 O0O00O0O
0000 0O0D0O0 RBDO OO0 800 OO0 OO O
000000 0000 000 000 0ooooo og.

2.0 O

ob ooobOb 000 obbb ooobo bo bogo
oo 0o obb ooooobo. o000 bob ooo
gooo oob 0bbo00 000 ooo obb.bbooo
oo ooobo oo, bbb oooob ooo oo bo
ub ooobO 000 oobb oo oooobbb ooo
goo0o ooooobo o0 o0 ooo bbb oooo
0O 00.00 00000 000 000 oooOg Table
200 000 ooboo.

3. 00 00

REM 00000 muscle atoniall locus ceruleus O
0 pontine centerd motor activityd active
inhibitionD OO 0000 OO0 O0O. 00000 O O
00 00000 lateral tegmentoreticular tractd] 00O
0 medullad nucleus reticularis magnocellularisd
0000 OO0 wventral reticulospinal tractD 000
spinal motoneuron postsynaptic membranell 00O
000000 muscle toned OO00OO0O.

000 ODOO0DO OO0 pontine tegmental lesiond O
OO0 REM OO OO0 OO0 0O0OO QOO OoO o
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Table 2. Clinical findings of RBD patients.

o000 000o0oooo

No. Age/sex Symptoms Dur. Freq. Neurological exams MRI Ass. Ds.
1 62/M Frequent waking 1/2yr ) Bradykinesia, rigidity Normal IPD
2 50/F Dream-enacting lyr 2-3/night Gait disturbance, vertica Multiple PSP, NIDDM
Behavior gaze palsy, orthostatic lacunes
hypotension
3 8UF Heavy snoring 1lyr ) Gait disturbance, Diffuse MSA
dimentia, urinary brain atrophy
incontinence, dysarthria,
dysphagia
4 63/M Punching, kicking 7 mon 2-3/wk Normal ) )
5 70/M Dream-enacting 20yr 1/mon Normal Normal )
Behavior
6 60/F Frequent waking 9 mon ) Normal Normal )
7 66/M Bad dreaming, 1 mon 1-2/night Normal Normal )
complex & vigorous
behavior
8 72/M Bad dreaming, 3yr 1/wk Normal ) CHD
complex & vigorous
behavior

No.; numbers of patients, Dur.; duration, Freg.; frequency, Ass. Ds.; Associated diseases, yr; years, mon; months, 1PD; idiopathic
Parkinson’s disease, PSP; progressive supranuclear palsy, NIDDM; non-insulin dependent diabetes mellitus, MSA; multiple system

atrophy, CHD; coronary heart disease.

O0.000 locus cereleus 000 OO0 OO OO OO
0, 00 00 medulla, hypothalamus OO OO0 O
O 000000000000 00.00000 RBDO
000 00 000 oo oopo, 000 00 oo-00
0O 0000 00 00,000 000 oo oo oooo
000 0000 O0D00. 00-000 0000 oooo
0000 OO0 OO0 OO0 TCA, MAOI, fluoxetined
000 0000 000 0 00.00RBDO ODOOO O
000 ooooo ooo, 00, 00-000, 000, O
oo, 00,000 00 00O000,00 000000
0 Parkinson’s disease, diffuse Lewy body
disease, progressive supranuclear palsy,
olivopontocerebellar atrophy, Shy-Drager syn-
dromel] 0000 O0O. 0000 RBDO O0OO OO0
o00 000 00, 00000 o000 Oooo ooo
000 000000 0oo0, 00 Doooo ooo oo
0000 00000000000 0O00 RBDO OO
00000 oDoooooooooe

4. [0 g

RBDO OO 0O0O0OO0 OOOOO OO0 000 0O OO0
O 0000 og.se

(1) 0O00DLO00O0O OO0 OO0 Ooob ogoo oo
ob 00 0bb ooob oo ooobb ob oo o
o0 0000 0oooo oob obobg pscO0O OO
o0 0 O0ooooobo o

(2) 0000 OO OO0 OO0 pscO0O OOO
U o0oboobob bobo booob oboaob o
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oo oo
1H)pPSGO OO0 0O OO0 OODOODO O

(1) 000 EMGO muscle tond OO0O0 0000
o000 OooOo ooo oEFig. 2-A)

(2 0000 muscle tone OO O00O00 OO0ODOO O
OO0 0000 eMGO OO0 OOO oOOOO ooOd
O (Fig- 2-B)

2) 000 o000 ooooo oo 0o godg
ooo g

()00 000000000000
(2 000 000 0000 000
(3000 00 000000
00000 0000 00 000 000 00000 O
00. 00000 RBDO OOOO 0OOOO0O 00O O
0 0000 000 0000.
0000000000000 000 00-0000
0000 000 0oO00.
0 00000 0000 OO0
0 0000 PSGD 0OOO0 OO0 0000 0000
0000 00
0 0000 000 00000 00000 000 00
0 PSGOO OO OO0 MSLTO 0O0O0.

5.00 00

RBDUO OO OO0 0000 000 OO0 0O 0O Ooo
OO0 00000 0000 Table3D OO0 OO0 OO.
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Figure 2. Polysomnographic findings of RBD patients: (A) idiopathic Parkinson’s disease (patient 1) and (B) neurologically normal
patient (patient 7). Note the excessive augmentation of chin EMG tone (A) and excessive leg phasic EMG twitching, irrespective of

chin EMG activity (B).

Table 3. Differential diagnosis of REM deep behavior disorder.

Disorders of arousal
Primary

Confusional arousals
Somnambulism
Sleep terrors

Overlap parasomnia syndromes

Nocturnal seizures

Rhythmic movement disorder

Post-traumatic stress disorder

Nocturnal panic disorder

Psychogenic dissociative disorder/conversion hysteria

Malingering

Secondary
Obstructive sleep apnea
Periodic movements of sleep
Gastroesophageal reflux

6.0 O
1) 0000

(1) Clonazepam

Clonazepam RBDO 000 OO OOOOO OO
90%0 00O 000 O0.000 000 oO0o oooo
0 000 00 000 0000 00 000 ooo oo
OO0 OO0 0DO0.000 o.5mg 00 OO OOOO
OO0 OD00O0 U00O00 1mgdO OO OOODOOO
O00.00000 0000 000 00000 000 oo
o0 oo.

(2) Desipramine

ClonazepamU 00O OO0 OO0OCOO OO0OOO OO
OO0 000 00 000 000 00 0000 oo o
U oboooooo.

00 L-tryptophan, carbidopa/L-dopa, clonidine
00000 0000 000 000 ooooo.

2) 000 Ooodo og
o0 ooob bbboo ob 000 ooo ooob o
o0 oo.00 000 oob oo oo ooo bo
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