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[. [FUSHIC AN

Px A - FL——EBERE, 19604, =2—3—2 0D
a0 Y BT RFRARENFZEZ Dr. Milton Shy &, & a—
A by DOXRA T —RERMENE O Dr. Glenn Drager (2
o Tiilksnrz 2RI 30 %A, 40 w0 BMT,

FEFEEISH T, JHREE, SRR MR, R,

WD S—F v VIEFEREE R L7z BRI
MRETH 6, AR 2EFIORHERIMTE X, Bz &O72EN
PR HRREICL2bDLEZ LN ZO%k, v
4 - RU—H—dEmERE, 1961 4, RA by D/N—/N=F
K% (Adams, van Bogaerrt, van Dereeken) 7 5 #tf &
NSRRI EZTE, 1900 4, 73 OHF L~ M) TV
F& (Dejerine, Thomas) 755 X7z V) — 71/ NS
ME &, JWEAICH— OB TH 5 Z E2%H Y, 1997 4
NS, £RMEMIE (multiple system atrophy : MSA) &
MAEN D & 5127572, MSA W, HEAIREIR & E B
ROWMFEZRTRETH Y, HEMERERO A TIHAE L T
b, BAFERICUTEEERAHIT A, MSA &, EE)E
ROBG (83— v VIERERE (parkinsonism : P), /MK
JEIK (cerebellar ataxia : C)) 12L& ), MSA-P, MSA-C IZ
SFENTWAS, EBICE, 7S—F 0V VER EDNRRER
BREFFIZA LN 720, BTHRE - 74— TONE

FHHET, N=F TV UREERDE XY EEIIALONS.

—75, 1980 4EACH 5, HARER D A T 10 4 DL %
WY 5, MR EPEMEALRE (pure autonomic failure :
PAF, L4 /MARIGRANED 1 R 295 MbNn2 X )1
% o7z, MSA & PAF % B#EIZX BT % 725, 1997 45 DL
Me, x4 - FL—F—EREBOHEIHEbONLE %> T
&7

Ao (WFME) FRDREREO R T, 20% N8
MSA Th%. MSA O HEEREE I, WIREF, TEB
WAL, THALENE, H AR - IPRERNREE L, AR RE
WA —=N=5 9 FTLEETHLDT, AEEE LAY,
FhEEFEEE W L, BEOWHE - 7 TIN5 LB D 5.
MSA IFHRE 2 L WEER TH 555, ZNENOHRERITH
LCHEE) WG9 - r T35 5.

0. ZRMEMRE (MSA) D
TRIE C IR AR TR

MSA-C TA LN L/MRFERIZOWT AL &, ETHED
FEIRDZ <1, MW OB R NRAMETH 5. £ DM
PEZ 8= 2y v (—#RATT 1,000 AIZ 1 44 @ 1/10
RELEZZOLNTWVE. 2095 70% FEIMIER T H
D, MSA ZIFEBID 70% FEEEZ H6D 5.

MSA TId/PIR, KINAEERKR, WEE - FH2Mm
Ao, TNLINMEEIR, 7¥—F > v VR, B
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FERICHIET 5. 2D b/AKARTIE, MO TLVF
fifaL, ZoROLETHL/MNAE, FH/NEH, +9—7
INERRAE, ABECERIC & B ARG 22 &AM, BT
5. BEEMRTIE, N—FrV Uit Ry, BEBERE
ORI VEAMBOMRE ST, FOZIFFMTH S5k
OHML D BN, BET S, S0k, N=—F vy iHLR
0, R8I UEIFERES AR E I v, HEERRR
O, BIHERIEICOWTIE, mOBTH 5 (W)
HRAMIAZ D 2 v KLY 2 REHERRE (7eFran)
VERME) LHEERPRCTH LR T 3T IV EAME
MM, BT 5. FRIR - R, SEERICOWTE, &
DHETH L (BANBERS) AV, Rk R
MO T F N3y v EAMBAPEN BETL. HER
2 R RO MREEELIC oW TIE, it X 7
KR 2S5 E, BiES 5. BEIREEMEIEL 72 & o Wk B 5,
ZERRIIZDOWTIE, BED 2 VT FLF ) v EHEH
- ko b= SRR, BERENEN, BET 5.
MSA OAMZEN~—h—L LT, a ¥ X7 LA Utk
OMFRBRAN (7)) 7 M) NE AL (glial cytoplasmic
inclusions : GCI) 25& 5N 5. GCLIIMSERBRME (1)
TFEy Rz T) oMiEICED b NS, GCLE, kit

OMRaZEYE, BERA 2 &M - FRICIAHICED 5N 5.

7 TR MBI OZENICL, —a X7 LA U
WO AEEASND, N—F Y VIFEDO L 4 IMENIC
bavX 7 LA YHRERLTEY, JHHEMI, NS—F v

VURE MSAZEDLETYX I LA I RXF LIRS,

av X7 LA UL, BB XN PET (positron emission
tomography) THilR2ZENTEX5%.
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1) WM<, PEMERIC, REET o HEmmEREE (i
SEVEARIME,  F L BRAEKAE CREBAAST & v R EE -
FRIR, WRAURE OWETE IS - BEARFFIEITIL) A3A S5,

2) MZ/BgT, BIRETEOSATRE CNRIEIR, 78—
F UV UEIR) BALND.

3) BT, Ry RInE G2k 20 mmHg BA
o W W T R, PERR RS (PR 5 i B &
100 mL DA EDOFRIR), WEARFFHENFL 72 EA3AR H 5.

4) W MRI T/ /G20 - R ERM R &R 6N 5.

1. EHORA b

1) KA O MR R MR (FEREE), Jmh, FEER
PRIEGe, WEIRFFHENTILAS, HAiTREEL EHICALND
Yity, ABEBEREES.

2) FESEVERMEMENG R, S—F vy VIERBEEE) 2 &
ML, FRO12E LTARBEYSS 5.

3) M MRI T/ /A& 254 - LB ZEMAH ), MIBG L

BRESE | BAT 14— R TEKHRS

Wy F I 74 —BIEEORS, NEBEZEES.

4) REEPEDNS, HRAREMECT VT —
avyAIENLET L.

2. MSA Dz d 245 (red flags)

(2008 4E55 2 A B HIC X 2 B WAL HE D & Poky)

B Y A =7 (O3—=F 2V U THi)

- BEE O FEEBHE  (disproportionate antecollis) (78— F

Y VI CHE)

- JERHAYY  (camptocormia)

- FE RO OS—F 2V Y THi)

WSR2 B (R AR AR B )

- WEOFRFEE (—F 2V VIR E AR E

5)

CHEOTAH—R) T OS=F v R, NEEIRDS

B 5-)

WO OFHIEE F 73R (I R R )

- FROWE (HAARRE)

CRIYEVD B VIR X (RTEBEREE 2 &)

C I F U= X AR/ T v — 7 BRORENEEBRRE (03

—F 2V VHETH)

3. &R

1) =%y V9 BAEER AT 560 (L7 4 MERIEE
HVE) T HARRRE S & 2 5. ikilt, MSA ©
RAREIK T2 MO TB Y, HEEET L. #17H
PR T, I BB A o R R A
Thb.

2) MR HARMRASE (pure autonomic failure : PAF)
R—F UV UHOREBINT, EEREEL R, B
REREED AR Z R T, EARINE & R T, PERBEE
ML, KRADES, A L7 A% EOMEMAHTD.
EiR1), 2) Tid, MSA &RV, RRERARRE
ERETMIBC U Y v F 757 1 — 8w (R
90%] %, LHEHEMITOIMEE ) VT ¥R T Y VK
fili [<100 pg/mL] 25& 5N 5.

3) BRIV = 2 — a8 F— - LU & AR .

4) 730 Fza—unF— MseEBT, LiL3) &
BN AT 5.

5) FHRUNMNEMIE - FR/MNIFRIE 3 (spinocerebellar
ataxia : SCA3) THIREFEI S, BEREEE, cross sign
VHRONDEEVDH Y, BIZTRAEZIT-> TEHNT 5.

6) TII— VKR TV — b OFIRE % R
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(2008 4E4 2 & BRI & 28 W3kt h o Hoky)
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- JESEHIMELT R (L7 1 AMATERAE TS \»)

S T5 UL E DR (L 4 AIMERIZEAE TS )

CSEBEFD L3N —F vV VEBOFERE (i
BB NNEERE/ 7S —F 2V VIR &)

CRRAE (L 4 AMERRIERAGE TS )

- SRV LE 2 RE T 5 HEWE (S5 LE % &)

1 MSA O/ - #5243 (hot cross bun sign)
MRI TO/\%ZE#E, B2 (hot cross bun sign sign) # KEI TR Y.
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5. BBEFREZDFEMD T
1) i MRI

AN B2 B 2R - NI SRS 5 - G2 (hot cross
bun sign) « JEEAEZENE (slit sign) ZEAASLNDE (F1).
2) HHAR A
(1) &7

BEIRy FLETI0 5O E & 5. 0%, 60
JEBHFB 28 B AV & 10 45 AT 9. 60 B2 BH 2% 1AL T 20
mmHg LL_ O WHE LT F FEASA S L7z kg, 7 PRI
postural hypotension, orthostatic hypotension & ¥ %E 3 %
(R2). Zoftiid, —m%E B KmE ok L Sh,
possible MSA Z# & L CHRAIN TS, AWM 35K T
TIZ—%E iz L %2 A%\, probable MSA #:3E T,
30 mmHg DL b o YU E T F F 7213 15 mmHg DL E o
PEERIIME TR ST b, ZEIIY 60 BEUEEE% E
i (BETXy F& RF5) 1%, seBhwvAcas (B9
TAD) LIFIFHEL L, MBICRRREM L2 EY 578, FHH
PEASE . SEATIREIME PRI, AREMERIR 2 £ 9 25, =R
VAT B &, REMEEIRASE V.2 % LR 5.
(RAEDIEE )

— 2, PUEIITE AT 70 mmHg DL FI2 7% % & et As A
bNB. ZOWE, BRhICEEIN Y N2 0 FEICRET
LT, B hET 5. B, AR
M [ ARt bSREhn.

G STVHRIILE & D% H))
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(ERAREE) S N

—100
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HIE M
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O | | | | | | | | | | | | | | | 0

30° 0°

2 iR
AGITIE, BAMLTOUFEERMES 120 mmHg T& > 2. 60 ESEENZE LAIRMA 2 2%, INHEEAMmE»
50 mmHg ITF CBIEARFRRE 4 V), KPP A LNz, SUWTEBNY N2 30 EBEFFELMNETRL LS
%, BEREB(ERRRE) &4, IUEHMED» 60mmHg TH -7 T4 b5, 60 mmHg LIEDIEIL MR

mEN»H5h 7.
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MREIRET e (LSS R 5, BMEORREL %
AHNTWA, EIVHERINE & T, FEFIZE V. ik
fE - WK EDFHERE 5. IVHEIME & 2y, Ak
PRSI Db LT ALNS. R MRIILE & 52
D, RRRERRE AN, EVERERICB VT, TR
B2 PR . B AR R T S ATk ST AR L AT BR 5 % 55
AR, HEERETH HF BN E 3
(SCA3), VT FLF YV Ty AR=F =@ TR
TOLHENADND.

DEPEIANZ, TRIRYE - BIRMEASEENR R O e e 7 &
DRYTAREIZLD DT, LHIEDLLTALNS.

EHIELRANE, BIEA— B oBER, Pi) DF - Jiii
JERSETGIHEE (o SIEAREERTIE) RETALNS.

(2) PRREEREMAE (RUEE)EIAL urodynamics)
OiEdE [=a—] RKNE © PERERE DR, PR E %
DFRIREIZIEHE <30 mL. 30~100 mL X EFE (2R % A
%, 100 mL YL ETIXEBENAZEET S, MSA T, BIE
2EADPSIREEATL00mL 282 5 2 L%\, FEA
WO BRMIRERG e 272, BIRE2TF v o35, %
EORIRPLIZLIEALNS.

OBEMWNERE : PR F#EIES (detrusor overactivity :
DO, Bt FE ) © FIRERED T & L TRIBEEICA
L, EIEEEENE (OAB : BUR - JREYE - JRLEE) 2%
9. MSA O DO DA LIELIEASNS. PD TH
— I ASNDS.

HE PR 5 R 1% By (detrusor underactivity/impaired con-
traction : BEMEDOIHEAA) © FERFERED R E T 2 b HIRIR
w100 mL #2528 E LT, BHEEICALNS.

it 2 H oM A A DX, DHIC (detrusor overactivity
with impaired contraction) & W\, MSA B X O FF il &
THAIZASRDE (K3).

PERR i iR Wt A 4> (DSD : detrusor-sphincter dys-
synergia) : IEH Tl, PERFFICEEBEAGE L, IRERGF T
AR T B, L 2 ADY, PERRFICHERI T 25HiE L 2w b o
V) GEICPHFELTLE ) ®HDH ). MSA TO—
T, AL DHIC EMERICA LN, FRIREDHZ L% & &
5.

OFMERI T I © MSA CTHME R 0 38 B HLAL B AL O Pk
M &2AT9) &, FktRE OBV EEE LA S h,
B # FR 12 X B P BL & 25 (CCF 35 %7 e e B 1 OE %
<10 ms). FERIH OMEREEZALIZ, MSA OfligamZ (+
F 7)) DOIREE T 5.

Chstee PR o e o> 5 1))

A VIR INEE - JREAOEH & LT, 8, 1) D3,

WIGEYBEDEEREE Z A%,
B ZBRIERIE L, 50 i LIBED B TA LN S, = a—Hi
SERRARRE ORI 20 mL K T, 30 mL PL R CHER%E

BRESE | BAT 14— R THEKFRE

HLLTw., BIROAL ST, OAB b KT,

JEMERE (BRSO AL~V = 7)), R M AR e s
E, LIFLIEERIRE KT

PEEMEIR GBS, 50 LD (RpEl) ZETALNA.
(3) HALERERE A
O LI R A « BCIFAGABRcoO HHRLRE (Ho
W) . EE1X 4550 TH Y, MSA - PD Tld 60-90 5
CERL, Hbh - SEAROFERE 2%, BN
& Fid, levodopa ®WEIPGELE & HRIT 5.

HEMIL, 1F% Tl 3 cycle/min OFEE 7 B AIGE A
b, BRICTUHET L. BERENARE (HRX—2AX—%
—If A E ) ISWENRALNS PD &7 ), MSA T
BREMORFIIHZ 2.

OT b b tsreindt (QL-GAT : quantitative lower-gas-
trointestinal autonomic test) :

~ = —{FEIC X B KB (colonic transit time).
fitw N ERIE 39 g TdH 525, MSA, PD Tl 70 KEfE
DEIIERELTWS (K4).

BILFIE 7% < /7 A ;1) — (rectoanal videomanometry)
TORFEL LT, HMONMOMBEIMOKT (+F7
IR % RIR) , B O 15 AT DU O T 2k, PEAE
DN EA PR T - BBIEART & AMLPTHRER 5 O A7 5L
f6 (paradoxical sphincter contraction on defecation :
PSD, H&HEE A (5 BERZ) - Kolliker-Fuse B D4 % &
RAEE) BALN, INHICXBEMIE, EFTIE15mL
KiiTH5HA, MSA - PD TIZ 150 mL FEEA SN S.
CHbRe R P P 5 & oD )

AR - A LY ZADKRE LT, »EE, Hi) 2%k,
BIGENEI G ED3d 5.

PRI TR AR R L, LI LIS k.

(4) WBEAY 7T 7 4 -tk

e AR PR AN 2 TR - 497 2 HIWTAT ).

OREARY) 757 4 =BT, MRIRFETROLHE, 2

B, BBZRRD ZENTE S, MITRACTIRZIES (Ap-

nea-Hypopnea Index : AHI) #%20~40 ML L&, B

APETH 5. EIREFIEIEIICE, PART:, PIZEN:, R’

G H Y, MSA T, HEHREIFEAZ - (B5). M

FEMEFROEE LT CH L, FamsMEih (RlRygEse

1) FRMLZ, WEBHSE CHERRT 5.

6. WRIERBRDRA > b

1) =%y U9 BAEEZ AT 58 (L7 4 MERIGE
AE) THAMERE SR L 2 5. i, MSA ®
AR TN TBY, FEEET L. ETEZ%
SRR, TG EYEEBE DAY o B AR R 1A T
H5.

2) iR HAYEASIE (pure autonomic failure : PAF) :
N=F Y VIRORHAIT, MEEEY K E, HAMR
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Deturosor hyperactivity with

impaired contraction, DHIC

storage

normal
cystometrogram

DHIC

(partial spinal
cord diseases,
MSA etc.)

might originate from:
a single spinal cord lesion or

voiding

Urgency/frequency - «
(detrusor ovemchw‘ry) (deTursor' under'achw'ry)

DSD might accompany

multiple lesions at suppressing & facilitating area of micturition
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H : - :

3 [R7iENREIRTE (urodynamics) & SHIIPIERIER BFE X (sphincter EMG)
A BEBEREBRIE T D E FREIDBER 55875 & (detrusor overactivity : DO) &, HERREAD HERFH1EKEED
(impaired contraction) D# A& (&, DHIC (detrusor overactivity with impaired contraction) & L L,
MSA THARICA SN D. DHIC I EBERETCHASNS.

B : SMEHEFEFER

CEBBMBEROKNANT, FREERORVHRERER(EY 450, BEHEICEL

/XA ERY (FIOHFREREIZIEE<10ms). ENHFOMRRMEZ(EE, MSA OLBERTZ (7 71%)

DREERMT 3 (K 6C).

BEED MR % 3. RITHAUME & T, PR E R
{, RKAOES
2TIE, MSAERLD, KBRS L LT
MIBG -Dfli ¥ ¥ F 75 7 4 — 8% [ 90%] R, %
FFEAAL COMAE 2 V¥ A 7 ) VIREEAE [<100 pg/
mL] A LN 5.

3) BRI 2 — a8 F— o LU & R .

4) 7I04 Foa—uXF— HRHEET, Lid3 L
MNEZd 5.

5) TR/ @ FH/NMEJCHAE 3 (spinocerebellar
ataxia : SCA3) THUEEIRET IS, PEREESE, cross sign
VA LNDEGE

6) TNI—=NVEIE. T IV — )V OIFIE & BEIL
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AV AR EORAHD. LR,

Y, BIEFHAZIT- THEINT 5.

V. ‘aRETR

Bl - PRI, BIEEITETH D, 50% OEED,
ETHBIAT, SAECH M, 74 CEURIREICE
A3, WEI ez Xy, l«lﬁﬁkﬂ:""(é’&ﬁﬂ%ﬁfﬁﬁ@ﬁbf
Wb EWwz 5, EVERILEZEZED, RN—F Y Vi
T T RRE G 2%, IR X ZRIRIED TR & %2 5.

WEEFEEICH L CUNEY) T— a Y EIT, YR
& U T/MIRIER ISR L T seredist, 78— >~ Y ERITH
L T levodopa ##%5-3 4. Iy MARIMTE I L CTHG&
fif & B (BRI E COMMER by ¥ 7)), 3

# & L T fludrocortisone, amezinium, midodrine % % #%¢
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SMHHEEE #%E(ﬂ?l IJVH v b QL-GAT (quantitative lower-gastrointestinal autonomic test))

ﬁiﬁk@k%ﬁ:@ﬂwl’ﬁ (colonic transit time) (A) & BEREAIFIE 7% ~ / X k1) — (rectoanal videomanometry) (B) 7~ 7.
Prect : BBBAE, Pabd : [EE, P*rect: BEIBSFE, Pana: FIPIEHAFEBE, sphincter EMG : FEHISEHEX
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THORACIC
RESE.

ABDOMINAL 2 i

RESP.
NASAL l
THERMISTER T %

REH—-I29—-

EEG

5 [EREERFRIGE
A3 AR B IR OR (RRRSREBN &, SBEY — 3

IET3HM)
W3,
XA C AR DIRTE) DAL S

THBD,

KHHNB.

RERER : AT 9—AVT7EHERHARS

25— OFEE B
MSA T (4 FAZEA TR (BRR 3R E B 13 450 T
BRI — I 25— HELET 3 H0) 5 L VRSN (th

592, PERBEECH LT, 100 mL DL EOFRIE & Bk E
EWEDSEBE L T A A, HROMKERE F A4 v
— Y OMAEDLEEIREL, FIFICREIENH 2 541X

fesoterodine, solifenacin 7 & O HRBIT DL VwHia Y
v 3% mirabegron % & ORI B 3 2 AN FL3E % B 5-
T 5. MEIRIFEIER IS LT, ZMBEFE CPAP (con-
tinuous positive airway pressure) % Bi4a L, WREARGIE 2%
HEOYS, [REVRZT).

VI. &b

MSA @ B RERE L, WK R, IRBR A NFL
frEE, SRR - IPIERNERE L IR R A
Z v 7T HHEBTHLDOT, AEEL X MY, &g
L, BEOWEHE - 7r TIN5 L8058 5. MSA &
BB L VEIRTH 5%, T ZNOFERITH L C#EY)
RIGHE - T T 0B HDT, MBI RHRNADPEINSG.
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