EEFEHEFHREFNE HEMRERREARSEH)
BEIRIEICET SRR

SHEHARKEE

WrZRiRE

BIEEEANAT—(ALD) 2B TS EEE M MRBEDORREICET SR

SEFRE M B HEXRZEFHREBRDRFER-#E
MEHAE KB LTE REXFEFMEBZRFR-FM

MEEE BIBRECAMNI I/ —ICB 12 EBEMBMBBEAEZZHIITSIEMNT. BEIMLE L
GVHD FBhE DR EE{To71-, BIERTAE (X TAI 12 Gy (6 HF|. 2H— /LK) . L-PAM 70 mg/m? x3 H.
ARMAES 0T (ATG) 1.25 mg/kg x 4 HTITLY, GVHD F5IL HL —EEI RSB ME TIXEE MTX &
CyA O AH AU E CyA BEIRTITLY, alternative donor M5 DFEAETIXEEEA MTX & FK506 DHFAEELT=,
8 b 1 BIMEEIFET- LIS, SR =T EE 7 f5lch 6 TR F—EMOEFMN LN, IEHESh- 1 HIZED
THAEFERTHS, SEERIHREARICIVEBTRESZZRIL UKL ELIH S,

A BIEER
BIERERMNO T —(ALD)ITRIFEE SR HE

BMTDEGESN . REIBIEICL > TERKRERD

WEMNREIN TS, LMLGAS ALD [FiEl
BECREENEETHLIIEND. EBEFTL DM
ENE BHEOAHMORELRELLESTVS,
BRALGERINHEZFZET HLOICFXTRILIFY
BuERAWRILENEM THSHA . Bu IFEE&RHE
ANBIFE=HIC ALD OEFICEWNTAaHEE
DhRHREEEFRECTENMENA TS D
hbh P RHREEZSOEHERN LS BALE
BEHNHIE AZEF 9 % melphalan (L-PAM)Z =10 (2,

12 Gy O 7% 5% 8 i9 iE &1 B8 57 (thoracoabdominal
irradiation; TAD, B8 KU HWIRMEE I O Ty
(antithymocyte globulin; ATG)Z A& HE 1=
ET8HIDALD [T LTRIETHBEERITL
DTHET 5,

B. HIZRAZ
1. RIFREHF

SARISEEHD 5135 (FRIE10H) D8HIT.
EHICEVWTHMEBREEHEROSEIZLY.
ALD EBHRENT=. ALD DORIEFEM S MR H
WRTICEZEHIN-0A 2 . RIEM AR chiK
RERBIRZCZHINZON 6l THoTz, KT
—IFXHLA —EUE R A3, REAS 2 il (HLATIRR
R—EH 1. GVHD Am—HTERAR 3 HE
A—EH 1 ) T HLA2 BEFR—HEA 1 4,
HLA —BREM#EM 2 BITH > = MFFF—D 55
REEL 2 F.BESE 3 F. FEN 1 flTH-
T=o
2. BEAE

BEMEIEHLAR—BOBHEEHT. IRCT
BIEDOERETHo-. BERTLEIL TAI 12 Gy
(6 778, AL —ILR) % 6 7B T day -8 Hi> day
~-6. L-PAM 70 mg/m? x 3 % day—4 M5 day-2. &
UHMRMRS T 071> (ATG) 1.25 mg/kg x 4 %
day-4 M5 day-1 [Z¥ELT=, GVHD FR5lE HLA
—HFEIRA R HE TIXEE MTX & CyA OHEHD
LME CyA BIRETITLY, alternative donor IS DFE
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HETIEIEH MTX & FK506 O#FRAELT. MTX (&
day+1 [Z 15 mg/m?, day 3. 6. 11210 mg/m’ % &%
L. CyA [TEMBINEHEDEBEE LS 3 me/ke
% 2 78I T 2R O R ERE &L 1=, FK506 (£ 0.03
mg/kg/day % 24 B DFRERE TR S L, B
BHOLEFRERIIBER 258, 458, 8 BIXE5E.
ZHLBIERE DA ZHARIZKLSD short-tandem
repeat (STR)CITo7=,

C. HIRMHER
1. 4%

BESN-BHAZMMEEIET 081573 x
10%/kg (FRHR{E 3.32 x 10%/kg) T, $EEHEH 3 FE
F—BORFERF—EL- 1 FIN, BHER—B
HOEBERDEIOD 2 HATESRICERSH
T=o 3PIH N THIER 4B TR F—21TH100%
ETpot=M D 3BIE 95.9-99.2% T, FHEHERA
O 2L DIED -1 HlE81.7%IZEEEST=,
BHET O 1HZERRUTZ6 BT, Daded 1 |IER
F—RALTH100%IZ7E>THY HLA — B EI R
HED 1 ] THEHETR 100 BLRISESFASHHIR
L.#HER 15 FET394%ETET L=, ALK
F—MoRILELZL TREMEBMMBELITL.
B 2 |IZIERF—214TH 100%I(2E /LT,
HLA-ABER—E DR KYTREBHEL = 1 fIA3+100 BIZ
85.8%F CRF—RATWFD LM, TRTST%
FiEL7z&CA 100% R F—2/TIZERLIZ. 3
EfRRag A -t D iah ol cE B AER 100 A
LLBE (X 100% R F—2 A T THIB LIz, FhEkH
500/-1 LAk, f/pRAN 2 /-1 Bl E LR F-DIE %
NENRRETH16 B (EHE 1119 B) B LU H
R{ETH21 H(FH 14-40 B) THo7=.

2. HIMERSEEE

Bearman MEEE[Z LD regimen—related toxicity
[& maximum T grade 2 THY. ORNE., THITH-
fzo ARRB LV THGE DIRER (XXX LA
[CROEDB. WThEHFRHEETH . HTILE
FIaE AL TR 2B FE TITEELE O hiR wiE
EEXZELGIEROE,M o1,

3. GVHD

ZM%E GVHD (& HLA —EFIfaEBEED 3 flick
LT, grade 0 A% 2 {5, grade 1 A% 1 {9, HLAT1 EER
—HDORXMNEDBHEN grade 0, HLA2 BER—EE
MoDBIEN grade | | JEMBR F—m S DFHED
W N grade | THT=. 1B GVHD (& HLA —
HEEHEBEDO1HT. CEEOEHERD -
BEXTATDEREELT PBSCT #1707 1 BT
[LEEI D8 GVHD 281,

4. REESE

CMV antigenemia [$ 2 BITHELLY, EnEh
E—oT 10 FH#iash=Y 1 #Ha. 10 MBS
572, ATG BREZEITH>TLVSTHIZ CMV disease
DNAYRYEEZTHLHAE L 10 mg/kg/day
DEEETV. 2 BICHEEROEFEBER L,
EBV real-time PCR [ 7 5 CIEE &A= (15
12979 copy/ml) . 10000 copy/ml LL_EI& 3 I
T. 50000 copy/ml A=t 7<, ERKREIZ
EBV-LPD DFEHILFEHLEM o=, HLA —H[H
fOEBET. 3ELYRBETHo-1HIANBERD
HIET T /DA AERNLBEREITEY, N
EV G SRJAELEES MERBET
A+76 BICHETL -, 1HITEREMEZED. 3
AT7oXRTLKRTFIL VDR ETHEET .
RYyary—iLoEsETcHELE,

5. &£FE

BIEREOHmMETT/IMILABRTRTLE
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1 BIZERRNT. 7 BIABIER 1256 # A (hR{E
3THA)ERTERELTEY., £FFE(L88% (95%F
$EXfH;65100%) THoT=, BHILEEITEH D
WIETEZO PR HZEROBLERDEHL
2fzh . ABRFOEAREFICK>THITFREEIZE
2T=DH 4 FIT, 56 1 FlIFBRRERETICEEL.
b 1 FIAEERELz, LOALEHOBRTIL 2
BILLBEUIBEL. RIEMBED 2 HIERUV=3 4
DEAERESE. 2 BINEWT EFITH->TWD, RIE
HIFEHED 2 Bl ISR TN TN 31, 53 s A &R
L.8m& 18RRI M EREIFHELT
LMY,

D. &E
AANGPIREEEREZHEDLT ICEMER F—°
HLA R—HMEFF—h o DBHEEEL 8 i 6
FIZRELIZEBENBLNTNSH, HLA —EFE
FARBHED 1 HITHEADESTATERD . BK
BICHBERDOE/ICDEMN o=, Ff- HLATE
F—HORMLDBEIETHIER 100 BIZEE®D
BEXATERO . RERIMFF O IET 100% 7
— AT/ H0E  RELIFT—HEDE
MmZEH#EFT 5021 GVHD F 5D HEmH F|
DFEICHLIANBETHD. SERITKRFILEIC
SHICREGREMFH LT ERIMFEZMAS
CEEBRETHELBIT. REFASADRBELT
STR IZkBMELFAY X LEEFTIZEDREZD
FIFIDASEERT NELEZ LN,

E. #53W
BIEaEYANOD—ICH TS EE S MM

BEHEEHEITHEMNT, BEMLELGVHD

FREDRFZET o1z BHERILEL TAI 12 Gy

(6 7Bl 2R —)LF) L-PAM 70 mg/m? x 3H,
HiIR#AaS 07> (ATG) 1.25 mg/kg x 4 AT
7L\, GVHD F A X HLA — B RIRE A # 4E TIX5E A

MTX & CyA DHFRHALE CyA BERMTITL.

alternative donor ML DBHETIXEE MTX &
FK506 D#FA&ELT=, 8 filsh 1 HIANRETELI=AN
S eI AE 7 itk 6 BICRF—EMDEBNZLN.,
EpEn- 1 IEED T HNEEPTHD. 5
SHSERMRICLYEBRES EEREILTY

HELNHD,

F. BARER
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EEFBHFMREMRDE GAERERRIRSES

SEMRHEE

L RIMEMEICH 1T HZEENR/IMA

SIERE  BERER

RERRIRALT ArRiEaRt

Wi hE  RESA. JIEAL, HERE. F FH

MRES

FREIMAIT, BIRMEERIREZER T HREDLEZRETHY . SRMENIE (MSA) TITIFIRAE
HPHIRE L ZOBEEEN LN TS, H R (E, TNICTKYSEEIRIMAD REREZRI X E D K57
EEEZETOOMNEHREAU - BN SFo M- ZEERIME 7 BIK(MSA4 5l FREBXER 3 FDEALY,
lobule Z&12, ZDHICEFTNSETOMEBZOEIE. RE. AEZEEGERVIMRANTERL £
DFER REIRHILEL , —&BD MSA IZELT 1) HOTEEAKREL, MOEDEEMETL., 2)
NEFEAITEOIOEE =M1 AEL, THEF AR O EL >IN RO LN T, 3) &
NoDZELIE MSA DRBFRHEE g LHAEBELEN o120 BLERY, —HBD MSA (28 1+ S TEENR/ IMA

—G‘i\

SEFRBERERON. TNoDEAFREEBICEREREL: primary BEETHDIDA.

hypoxia 22 E 125193 secondary 2L THAD M LIREESE CILELTIETH S,

A BIRER

o ld, TEEEIIR/ MR . 2 RHRENEAE (MSA) (28
[15 vulnerable lesion M—DThHY ., TDIEEILZEA
FEASHEIR RO Z LSGE [CEET 5 1 &L S RER
T EEEN LT DREERAL=. AFEED H
Bl B2 DAL L TOD morphometric study &
o2&k Y . FEIIMAD EEDBEEZALM I
TBHIETHD,

B. BiRA%

WERIE. BFE MSA 4 i S UEREXHR 3 f(FR)
ThHd, RILTV U EERDOHEERERY HL, =
(ATEMER T I ZZREAR/ IMAZ UIRR L=, BES 51 DN
ST FEERL(LANILEEZ T, A5 52017
F).H&E 2B&#1T--056, BERFL., BiE%E
TIFF X TN—R T4 RADIZ&RFFELT=, ZEEIR/IMA
(F. KINSEEELKRESDE (lobule) MoEREN
Bl=. 7A L AYFYTNTRYAATFERET,
£ INHD lobule DEFEREHT L IRRUERNT
HZY B OEEFREL:Z, DFIZ, & lobule D
FIZEEND—DUVEDOMERKO BAEE . B
[ZATLYMRUTREY B2 DOZOEE. BES
K U'HE (Circularity : FL.EZ R I IRIEET. EMZEI1]
&3 B) EEHEENTY Dk (Image J) TEHL., 457
L=,

(REEEA~NDEE)
FHREBEMBE DA EE TS0, MERET
DOEREITELAL,

C WIHRER
11, EFEEXEC, AEZYEICEY | FHEER
ELEETOMKE OV EBGRTHS
(Count LT=#MD %% 1 fEFIEHT-L 3700 A5 45000

= 1 REREBHICS T HRONT Wi FE

ALS?2
(n=24284)

O

. M
. (n=3383)

20 40 B0 80 100 120
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&) , BB IEEEE (EER) [TEEL . MSA BE(TFER) b
TH MSAT & MSA3 Tl&, THEAVMEL, N DLEERY
KELIDPPOEZNEAHMS, FTINEE
AT SLICKBHIETHEL-EZA, ZOFRRIE
HEtEmIcEETH-1=("2),
2
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ALSt 2 BHESE MSA1 2 3 4
DEIZ. BOAENLHT-ERN S LEEHT S
& B3 D &SI THREHRME (2D 3451 1IZEEL . MSA
HI(FED 4 51) 2 I TEERRIAL VR (FIE >09) AY
BOLTUO =, 6. MO EEICLYBRL M
DIRRIFEZ T HRE Z2BBHESBT LY
—ETIFEK, LA > TEFIESL D LIS EEET
H51=6H. SEITBEITOVTOREHIITHEMN
T=o

MSA 1 oy

M AL
B3 5=

. 3 3 % 5

LN O T SO A

MSA 2 ws9)
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qE—] |

a1 02 A3 04 05 Q& 07 08 08

o I VI Y T A O TR

5000 14000 -

;x ALS 1 om A MSA 3 coy - 1
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FPEEEER}

©

01 92 93 G4 05 08 07 08 03 |
MSA 401

{5000
wow i ALS 2 23

%0

a2 3 o ey 98 a3 98 1

0 02 63 04 05 05 07 08 09

ARIE.H 3 OEREHEZ. AELEEORIC
BOTEHMMAEO BIREAEAR CHELUK
BTHS, HitL-HERE—9ahb . —#0 MSA
(MSA1 & MSA3) ClE. TERIZEVLRLE (FE
>0.9) ZH o= #lg 1A M DT BRI ARE D #
(40 p? LLE) FE o= MIRE I AN BN E—DVBERE AL,
SHICT KUHRU VL (FHECS) o= Hfa ) 1.
HEBHELERFEEFROEM >z, T5LEEE
(L. MSA OERFEAREE [Zd" LEMEREL o T=,

D ER

SEFED -, TERISGENEECAWEES -
1B SUT KUMRL o (. ZE8R/ N
RIZEAT 5BEDHEFINSIEHT DL ThTh
progenitor cell & sustentacular cell [ZFEH T HER
nd, =L HIEDOEL— DD HEEMFETHS.
BN TR E T 5 RIL FphLiz&>
[ EFIE TREEEADT LL—ETITEL 0.
SEIFHEE &L T=, Sustentacular cell(Type 2 cell)
[&. Schwann cell &ALf-1EEE 5, BaRE S IEHTRD
TdH5 Type 1 cell ZHIRAIBE E X9 HREILSH.
MBI ERAZE MR B (COLD) T 50V,
—. progenitor cell [&. Type 145 Type 2 [Z4MbT D
BTERFE D RV IR S, FL4h R ZRARTEAE(ERE T
FEmMTLILhESh TS, LHL,
sustentacular cell 4° progenitor cell DJFNZ DT
HENGEL EDLIGEENHLIDMN. F-hHho
TULVELY, F o, THEMIRE DK@ u* Ll E)EHo
f=fAR I AMEIILTHY . D& T D —HRIFERL
MERNERMETHOEIIRERTERN., TN
SOMERRIC OV TITRERETTH D,

BHE JYALE VARV SYRBOB

HAM (A oRLE) (FE0GET)  (ou2BLE)
ALS1 138 26% 202% 111 %
ALS2 228 38 12.4 10.2
BifEE 548 5.5 15.3 7.4
MSA1 44 2.3 19.1 27.8
MSA2 94 24 14.7 16.6
MSA 3 185 1.9 19.1 28.3
MSA 4 65F 1.8 18.9 10.6

LLE&Y, Dt —ERMD MSA 28 1+H3EER/
RIZIIERZMEREZ DA, oD EENE
FRBICEEREL -G D D hypoxia ZRERISH
DHRAIZKT T2 ZRHE GO ERFRTIEE
ZFEATHS.

E #5h

—EBD MSA [ZH 1T H5EER/IMAIL, TIZIEFEMIZ
IFELNILLEE BT HRE AN D THE KRB D
¥ELH -8 AN Z<HIRT HIERERLIZ, 5L
=LA MSA [ZEEMTHLIDNENMNE., §HBES
IZRETT 2R ENHD.

F. 24585
BUSERITA. ZRMEREICH (T2 EER/IME. 8

a4 5 F 2006 HERE

G. MFBEEOHE-B&IRNIR L
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ZRMEMREIZE T SHEIR/MED R EEHRIZHIBIZ
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ZRMEMIETIE, BARLGEBALTTFREELZS-L. TOEERKRE
[EFRDAHEST RELANILTEEZONTIND, ZO—2 &L TEEE)
PR/MAZEEL(ETHE) ( BEFHEEODFEEIZTDOLTEREL:,

(AoroREICEYmTOBRIRENET | .
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BR SURLE JUHIRVDE JUKRBEDE
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30 - R (FAEoLE) (FHE0GELT) (4023
25 | ALS1 158 26% 202% 111 %
20 b ) ALS2 225 38 12.4 10.2
s L fMfEE 57H 55 15.3 74
10 | MSA1 4% 2.3 19.1 27.8
5 MSA2 9% 2.4 14.7 16.6
° MSA 3 185 1.9 19.1 28.3
ALS1 2 MGEESS MSA1 2 3 4 MSA 4 6fF 1.8 18.9 10.6

MSAE R BB L THERL-, TOHEERE,. —HOMSATIZE LD S

MRV ZEL MR IS BAIERBEDEEERL,
SOL=FREA. MSAIZEHEMELTHLIDMNEMNIDLTIE. &S
\l:*ﬁ%ﬁbft\(%ﬁ’é&»%o

BUSRU &SI BRI AR B DT o=l I N S<HR T HMERZERL.
Fl=. RITRUESSICNZREERISGEVD WD EE > #ig 1A Db —7,
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EEFBHEFNRERDEEEARERRRAEER
EENREAEIBE I HRE R

% ZAREHERE D REM sleep behavior disorders fEIX D& ET

SEWRE hE Bz BEAZ iR AT
MERHNE BN X BEAZRAEAR
BH E— BEAERAEAR
EH T MEMAR M EERE Y 2—
By —= MR R B EEE v 5—
HFLE mE— HENEHEEREZE > 5—
MEEE

REM HEIR1TENERE (RBD) (ZERBE BT LRIV L/ T S5T74—(PSG) TOHKRED FIZ X REM
REAR (REM sleep without atonia; RWAYDN S TH D, 20 RBD &EMSA DEEMNRIEINTHEY ., MSAEHE.,
RIEIZRBD R DT U7 —hE1T5EHKIZPSGIREZFHEITL Tz, MSA TILEER h D TEME T DK BE -
WODRERE—BEIZEOHBHI NS Mol CNDDEFITIEZRWAESE(ZFRD | sub—clinical RBD && %
Sif=, PD &M PSG ELERIZELNTE MSA DA D RWA DEIENS R TH A LI E LA mEESR) (PLMI)
P MSA TYETHLEDHEENH ST, MSA, PD &3 sub—clinical RBD [XEETHAHM. MEEICILHEE
EAHY. HBRREDREDENVERBLTWSAIEENDDEEZ DN,

A BIERER/ ., LWUES, air flow DEBLYBEHLT-, B

L LBERITEIE EE (RBD) (L EHE A A
BREBIC—BLT SHhNGEETHERT
JREETHY, RUVL/T5T74(PSG) THME
DOH|E &< REM BEHR (REM sleep without
atonia; RWA)MWNHIRT 5, ZRERBD ELTE
RIAEMEAE (MSA) Y . MSA THEIZ RWA
DHBENZWNEDHELEH D, F£/=.RBD M
MSA [ZHATT S A BEHEAVRIZEIN TLVD,

4E, MSA EEDBEREZSH- RBD
FERDFERELL(Z PSG TO RWA ZEH -8
BR/NTA—S—FRET LTz,

. AT/ AE

FZ (L MSA EBHE 14 A(FEEH61.6+6.2 .
B g A &6 A BRIABIZ 43221 5)
EPDEE 26 A(718+89 5. BlE 8 ALK
%18 A, BREAR 8574 %) THbB.

MSAEE . BLURIEIZEEEEHRBD B
EOEBERIZOWTTUyr— B KUEE
HYAEEITL., PSG BEZHTLI=. 72T
—MERE RWA OBEEOREFREL.
1-.PSG D& HELT 26 ADPD BEFD
PSG IREMMRZEHLELT =,

PSG l[E—HDOAERL. BERIE, BEHL
HER. mMATR B EMC)., BBEERI(EOG).
C3,04,01,02 |ZH;KR(EEG). R fE R O o &

,._42._

REEMEITERSFEICERLIZA ., RWA (&
REM BEEREFIZ 1 T/RuH D 50%LL ET EMG
TOHRENBELONDIEDELTz, RWA DH
HOFE. TO2EBETOESL REM ER
ATHEE, ZOMDEIR/ASA—2—ED
BEEICDWVCEE@EL =,

(REE~DOERE)

F—A—DEFIZH > TIEIBEAZEET
EFHLOBLDILFERE T REITBWLTEHAE
BERETT>TWSEDTHS,

C. IEHER

MSA14 AD35 12 AIZRWAZESH, 7o
—hEPSG DEERTIERWAZETS 12 D
A, BETEEEZ ¥ -7 RBD EREEF T 54
[Z1HDH(8%) THoT=. BEIZFHT=RBD
FEREEDHDE 4 5] (33%) (28 mMLT=, LAL.
SETIZITEEEZEDLLGTVWAEE. UUEE
R T-lIE 10 451 (83%) &7xoT=,

PD &LEBSL 1= PSG AR R D#RETTIE. RWA
DHBHEEEHEBELLEIITVLEDODFEIC
T, REERDO RWA DOEIE(E, MSA T
3.0+3.7%., PD Tl&.0.6x1.0%, REM BERR
D RWA DEI& 1L MSA T 26.2£287%, PD T
12+£23.6%& MSA MEEIZZ Motz BHIH
PR E B R S (PLMI) A MSA TEEHY



(MSA:54.94+90.2, PD:6.314.8) _ AHI £, MSA
TEETH o= (MSA276 +26, PD:10.2 =
146) , ZDH D IS A—R—[F T L NEH S
1=o

MSA7 fEHITCl&. 17378 B TCPSGDHE
B EREIT o - AHI AY 11.6+12.9 A5 26.7%
22 [CHEICEmMUz, £ERSO RWA OF|
B 1.3£16 A 3051 [TEKRTHIERA
HY. LLERDO RWA OFI&E 9.9+11.7
M5 189225 [T XTI HEMMNH T, PLMI
[% 65.691.5 M5 30.2=53.4 |2 BB IEMA A H
257,

MSA TlE#E@sh, —BEICERPOESE
EORERTEEETHHHN S MSA RIE

AIRO—FBHICHEBE T AHIMNB Lo, Fi=.

PSG TO RWA G4 &EET HBIH 2 h o=,
ZDZEKY . RBD DOPEREEIZEHLULGLVE
KRTHAN . EBEPOEE. WUSE MSA 125
LTIk RBD BHEEREEZEZONS, MSA D
RBD (14551 RBD &ITELLEBHAHY.
sub—clinical RBD M ZL\F[EEIE N H D,

PD &M PSG MELEEKY PD, MSA [E&H(C
RBD LigWARBFR(EEHICEEEICEH %

HLTWAH, RWA QOHIBE Tl MSA [2%<,

BoLEITEMNTIERLAH Tz, LHL.
RWA £ E - U 0 RBD BEEREIR ILABEIL
TWEM 2Tz, PLMIZHE WV TIE MSA THET
HY. MEEOEREEZMFHELT, N
REDEEDEVERBLTWAHEEELAH
%o F£T=. MSADFZBH, RWA & AHIZHE e
HiEmAHD. —H.PLMI [ZFDTHER
HY. HBRREOLEHBETOERDOELEN
EzbNT-,

e g-7e
BRI U=T: 1

MSA @ RBD D45 EL TIKIERP DITE
{LZEEDLLBVVERA—BHEICHIET 5, FEIR
LIEFTE#LTEEIZ RWA OB HY. &8
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