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L&Y &M ) 1L&HY L&Y L&Y
2721 IEfE( ~ ) 2.72L 2.78L 2.72L
3. Kt 3. At 3. Kt 3. Rt
22 Tay R—UR LU a~Tucosidase OIEE [LEE SRRz oligosaccharide OPRTHRH SR Sy 0T S
2. iR L&Y fEHE( ) L&y L& L&
2,721 IEE( ~ ) 2.72L 2.78L 2.72L
3. AR 3. Rl 3. At 3. ARl
23 T AL SIVFNT a2 aspartylglucosaminidase OFEM: [t AR oligosaccharide OORRHHRITE; JERAE () > SER)
L&Y G ) 1L.&HY (aspartylglucosamine) 1LY
2,720 IE( ~ ) 2.72L L&Y 2,721
3. AR 3. ARt 2.72L 3. At
3. At
24 v RT—/ R LI N-acetyl-a—galactosaminidase {GM: Gy ey S 1. oligosaccharide DFRHPHISLH JrETA
(Schindler,/ iz 2. T4 1L.&Y g ) L&Y 2. glycopeptide ORHOYRIEE (2R, ARz, T
3. 7% 2721 IEHEE( ~ ) 2. 721 L&Y L&Y
3. R 3. Rt 2.78L 2721
3. ARt 3. AR
25 R YG 1. LAY a—glucosidase Ol [RlAeT e T2 TR () S
(Pompe 73) 2. /NI Ly 5 ) L#b L&Y
3. RN 2.7 L IER( ~ ) 2.72L 2.72L
3. K 3. Rt 3. AR
26 Tl ) S —E KA L ALY (Wolman %53) acid lipase DJfif*k: [R5 A 1. choresuterol ester (O%5FE SR (T S
2. FEFI (2 A n—aAT TEE 1.&Y I ) 1L.&HY 2. triglyceride OEHi 1L.&Y
(CESD)) 2.7 i ~ ) 2.72L L&Y 2.72L
3. R 3. R 2.72L 3. R
3. R
27 87 lamp=2 OGS FIROTG Lamp2 O 75 PR (), LR
(Danon 5 LY EHE( ) LdY LY
2721 IEwfE( ~ ) 2.73L 2.72L
3. R 3. RHliti 3. Rt
28 ST A RE LU (i) Lysosomal SAT (¥ SLCI7A (AST) iitf: 252 SR T Ao - SRR (S, A0 B
2. i L&Y L&Y L&Y L&Y
3. Salla¥i (D) 2.72L 2.72L 2.72L 2.7%L
3. R 3. Rt 3. At 3. AR
29 s RURTRT ) =2 A 1. Y PPT DFR [RI/ESEHA T (CINT) o2 il g S
2. LY LY JEME( ) L&Y GhlfkA: <
3. A I 2. 701 IENfiE( ~ ) 2. 721 1.GROD 2.V 3.FP 4.RL
4. AR 3. A9 3. 498 L&Y
5. RN tripeptidyl peptidase 1 D5 [FETEET ((IN2) 2R 2721
6. R Ly 5 ( ) L#b 3. At
2.72L  IERfE( ~ ) 2.72L (AT, R TR0
3. AR 3. ARt
Z O CLN iz FO2ER
30 777 Vi 1. gl a-galactosidase A DM et e Gb3 DFRAR S AT, PR (O RS
2. ff L&Y I ( ) L&Y L&Y
2721 IEHEH( ~ ) 2.7 2.72L
3. JRMEAT AR 3. K 3. A 3. A
31 VAFUE (AT )L R) LB CTNS i {02 RS AT R R (e L)
2. Hhfp L&Y L&Y L&Y
3. IR (IR 2731 2.72L 2.72L
3. Rt 3. AR 3. AR

1E) DS:dematan sulfate

GROD: granular osmioohilic deposits
PPT:palmitoil protein thicesterase

HS:heparan sulfate
RL:rectilinear complex

KS:leratan sulfate

lysosomal SAT:lysosomal sialic acid transporter

CTH:ceramide trihexoside

(S:chondroitin sulfate
CV:curvilinear profiles

FP:gingerprint profiles
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3. fEK
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BEPARBE (11~21 BHBE) &, DRKINE LRBRDIERZEE T DD, POBRICETT 5,
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AMN (F, BEHILBICEHSTEEERICREL. BRE, IREES2EL. BEOREEETEES
ZEDHD. AMN OFRRBHI(, FHEE T KRB CHBITTEHLEIN TS,

N - BN ER BN (L /NN RER, R 2 REE T AEIRET B,

Addison H[FRIBFRENEEDEE.EL. FHET. 2EBER. AERVICBERALBERDD. K
fEI 2 LA, RABIETROOND, £, BBRICHERNHSHZLDHLHY . FTBEET S,
T RRETH—ETIEMEEEDIC AMN BERES =T ENH D (THREE)

4. BEE
HENMERBRECEVTRERRHOENHMRBEICKY., FEROETOFELENRESNTEY.
BEELLTHIFINTWS, — A, ETHTORESN TE+ALENRENFONLGNIENZL, F- &
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L BBHPISRAKRMECRITL. RRGETERDLIFLHY . TENDETH D, /M- ErE T
LRAKEIHEITT 2N H D, Ff- Addison B, AMN PKRIEBICERT HENHY . TEZET
®o

REEBRICEALTI, BERATIIHREDFANTARETHA=0. BIBHEREERNE RENE
OB TRAL—XIE MR MRABIEEZEE S 5102, FRERDRFEANSEEL follow—up KHlZ &
BLENEETHSD,

ZEDE=HIZIE, KEDHKIHE DBIEHI LTIV T PRZADKRREE B RADEBHERAISLEEE.
REEICTIBREZLEAED TUKBELADH D FFICIEMAD 12 MOKRFEES RISHLTIE. &IE
64 AIZ 1 ED) MRI, A BEFMREGREFRBLE SV RIT). 65 AN 1 F(2 1 B0
BIDEFRE (Wechsler REBEREEMN AREEEZ D, WTIUADRETRINEDRENATERSN
= (FTROETIH o) HEIZF, RRISEMBHHABIEZIRT T RETHSI,
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1 FEEKRVEEKRATR
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D FEHEER
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@ HNEEEE
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@ HRAHET
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@ HITEE
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EEEXE9 5,
® HEAREREIE
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2 BELLLIBREFMR
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HREEDH80% TR REAEMEEDIEMEZED S,
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EFEavAO—)L 0.0056 =+ 0.0013 (n=710)
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4 BHRESE

(1) FEERRVEBKRAERTHRAZIEE (D-@)D560745<KEH1DULEHD,
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(3) BEED MRI, #B4AEFHRE. FIBREREOVLVTIHNTEEEZRDS,
BaZhlELTIE, Tt~ @OWT MK T HERET S,

® Lid. ZEREEQ) - Q) DEBEIANTEZHETIO (RHEH).

@ FEANICREZEXIFRAELNEY. PWEEQ #HE-TER (REMEM).

@ ZEEEN) LQ) EHf-THZMET. RENICREEXIIREELI VS, HEWIERE
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RAEFEE, 11-21 5. BRARAEK, ERARERBIL/NRELIFIFTRE R,
® Adrenomyeloneuropathy (AMN)
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INRBIZRINT SN,

@ RRAKRKE

HIRZEE . FREE. FBFAEK TRAEL ., /MNREERFRICRRICETLTHEY
KEIZES, B, KES. thOBEC AT — EHMEELELED
fidE R BEDEAMNNBE, AMN OERIRETHRAEL, HBHITEELTRAKR
BLdi5atH5,

® Vi - fiEe B

INBRER, TROEMGELRLER/NEESERDERKEREET 5,
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THREZED—EIE AMN IZU-ERREKREETHIEELHD.
FDith
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1. BE
SPaVRYT7RIEESFAVRUTHRENEET SN, BRRERKAHIE T SREBLHRHLTLS, VY7
[FIRIVF—FELEICMAT, FHEBREL. TRV R DL D LA DITE. B EIZHES
HO TSz, SV RYTHETIEINSDEYEMEEENTILL TS ATEEE L H D, LH L. TRED
ECASIROVRYTRIZEBTAHEREDTREIIRILF—ELEBETEEZIONTEY. ZOIRIILE—
RBEZICLORENEKRTH D,

2. RH
SrAVRYTREDFERAL, #% DNA LDBEGEFOEEDIZE LIS UK T DNA(MDNA) DEEDIGE
D&%, 1% DNA L DEIEF (. 3 TIZ 200 ELEEFDOEELNRESNTLNVS,
— A IRIKD mtDNA EICIE, RE"EHE. RER(EMEL) L&BI2. BE—HERAIZHFERFEL
TLY% mtDNA D ENFLLTH(EMEIL) RRDREIZES, 9 TIZ mtDNA £(Z 100 EZEEZ 5%RH
REEMNREINTS,

3. fEK
KERMGIFAVR)7RORE (L, EITHHG PR EREREREEICEZHLTOSD, EREINS
EEHLTEDEHP PR IR R D BEUVERI D ZHFEL TS,
REBIGBIER (. LTFISRT ESLBEDICHIN, ChoFAEHhETH>TWSEE XIS MY
FUTZRDEEDNZETICNEIENZ LD, B—DRBBRERLO AR BNEE T, BAENEESILET
S L BEZHICESDEFTHEZET HENENTHL,

I [FLNASAYO—X X, K. IRZEPRIEIK. S8R T . REERE. B
AER, CA=T ST ANF—
A& BAET. ZIEFE. & CK MIE. SA/NNF—
i i REEE, WPW AEIEEE. (D ARAE . fifirs M0 F fE
AR FEHRER. NEHRE. AEEREN
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AEE

SHEREIEEANICEBRERICIECTEIIITHONIDLENHY . BEEOLHREFHEIEL S
DIZEHLOTEETHD, ERFEZSHLESESICIE., MBEETFROI 1) DBENBREICLES,
TAMAEEHLEGEICIE. RTADABIDERENBEIZHESZTHSS, T, IMEEEEITHT HR
—RA—H—FEOHEEICK T AHERCAIRNEOFERZIELSH . HBEO THOE., B0 OA mEk
BIE (Pearson JEIRE) M ELHERENEETHD,
FERBBERNOFEREZIEL. TNENOEMAEADIVHILEDBEIZESTHAS.

SFaVRYTRHORBRBRETIE. RBOEFIUNHEBRLLTIELOVWTEY. ZOHEIEEICHE-S
TW%, EBI, KBEMERIVE(FA4T7I0, B, B2, YREELZE) NALSND, ATUHFALQI0 DR
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U DBBKREBNITONAENA., TORERIEARIATOVEN, SFaVRY7REEDABRELLTEDE
F2MIEIRY A RREBRICESEFIIESAETRETZLF AR THY . SEREZDESHEERS
BEEDTHLIENTFETHD
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B, EHLTODMMDBIRERD S S OEELREEET 5. — R TFRISOVTE, BIRD
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O EHOHEICHELBIE
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- RRDHAE
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HEEH. BLPIZRRET D,

1. XEIEH
(1) EfEK
O ETHEOHNET. BHHRAE. X SRFHREZZRD S,
@ HMERAT. LR AEE ., BHERK, —BURE. £ 5. RE5.
IAH/O0—xXX, /x#_Ts INE R E DHRIRERIEIRDSH. 1 DL EERR
%, RIFFRDOLUNGE DREHBEZTEZRDHD
@ IMEEEE. DAEGE DUMERK . XITAHEMEAELE OFERIRAEIK. XILRERIATE
LiE. ERMEREERELLEDBAEK. x:;taﬁr;*:ovﬁmuao)m;’&mt XIFHEE
LI EDRIFBEEIE T BERIE TR E DIFERKRZERD
@ BEEER. PRIREEETELZE DA ,szﬂkb#ﬁﬁér%:rui’&)%)
® BERAVET. RREREHLEDORER. BREMHHELEDEERERD

2, RE-EBMR

O REBENRFOMBEX (ZFEROIBEIBRYELTEL . XX MR ARS+ORIE—
TREMICHSHGIBRE—V%FRHD

@ ¥ CT/MRIIZT, KINEER. & ICHAINTTEDRESERDOD

@ BHRMERCIEREME X EROHIEROMIOMEBTINaURYTDORE
EREZRD5,

WEIZIHELT, UL TOREZITL.

@ paURYTHEEBROEMEET X(E 2T ¥4/L4 Q10 f;qu:FaEch%m(Dﬁz
ZEBDHD, E£zI1E. SO R) 7 DNA DRBEEEERH

® =SFaVKY7 DNADER, BHEE X \I~:|/I~U7F'£1E DFEI—FTD
REBEGTEEZRDD

3. 5EZXIA
(7)RERE

BEENSV BEHREBICESITH. BREFHET. XIE FEEFAHBHETE)-~JI/A—LE
EAIZHTS RRF: ragged-red fiber) . & SDH EMME (/BRI KREERICHTH SSV:
strongly SDH-reactive blood vessel) ., F/O—LAcH{LEE R RIBIRM . EFHEMEBIC KDY
FUT7REBZHEEEZROS, FE. BERHLUNTHERD H LEHFEFF A - BioIbar Ry
TIREBEERZ#RDI BDEGCFEEDNEHEIL. BEMBELETINI7O—DEILPRE -2

DEEZHZT D
(NEERFE-EILFERE



HEENSL, BEMASCIESHRE AV -EBRETIET. EFEER. EILEUBEARBIEE
RU TCA AU EERR. BERHREERRLLEDEMHET G EED 20%UT. &
EH . EED 30%LUT)EZEHD, £1-1F. SR 7 DNA DEE . FERDIETE2EH 5,

(7)DNA &Z&E
HEENSL, RAMLBRESN TS, HLIELFIASNIZS,IR)7 DNA OEHNEETHD
R&-F1E. REZE (MITOMAP: http://www.mitomap.org/7LEEXSB) CENEE THARZIKRE
(EED 20 UT)HBHHZE, HLLE SFaVR) PEES FEI—F T ARERFORNERES
RHb,

(D) MEKDSEMRR
DERT.BETOAVY. M70vy, WPWIEIRE ., DEME). ST-TEE., LDE-LDEETH. £Z4
=B, BE QK. KBMIRHLERD D, DII—HT. MEHLHEREETIEEETELER
EREBHFEETZROS, EXBEDHEKRZET DGR EEZRKREZD L, MREID AR
ZE2ETHGEEIEDEDOILREDENREETERD D, DAY UFI LT, MBI REHETOERYA
HETEXRWNVELDOTTHE. BMIPP OERYAHTTHEFRDH D,

(M) BRERDSEMR
FEHR GHERMIAT 1+ (30 mg/d) LLE) . MR (FRILETHRMER 5 /HPF LLE) A7 /BR (IE
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gL (1DO~OD561RBULESHY. M2 (2)D~OD56, 1THBULEE-TI0 (F121HE
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B. LD EE) ({E1E ICARS: International Cooperative Ataxia Scale)
EE
BERGAEE
PEERAES. EFICEEEHLH OO BEEFHEICHELL
EERREE. EFTHE
EERAEE. BEERTHE
C. 17T
2<mELZL
BEEE. 1~2km HITTRS
FEEREE. BEAIODVWTHLDOHLNEEH
EERE. 100~400m THRENRE
REERE. 10mU LS TN
D. hEFED:EE TS (BERFRE. b LIZIT<RE)
0 HIRRZL
1 HIMIZHEHY
2 REEICHIREHY
3
4

0
1
2
3
4

/

A WO NN =+ O

A WO NN =+ O

= EIHBREHY
T eIHE

vHiava BE
0 EH
1 FEBEDOKESOFEFHFDHAEL
2 BRERKDFFAFHDEL RENADE)
3 TVEHDIEMTEEL
4 ADL [CELLEEL. BANIFLALERLL

w93 5 HER



o

<10 dB DEEAIET

10~20 dB MEEHET (XL EEES)

2 20~40 dB DEENIET (REEHEE, SSPEFEAFEALLY)
3 >40dB DEENIET (EEHEE, LA LMEIERFTHS)

4 >40dB DEEHET (REEHEE. MREFCTIRELET)

—_

o av6 DEHHE

0 EELER. bTa—

1 FREER, 8 E A =HAET (EF>60%) . EEREDBAFRR
DIA—TOEEFT RA®H DT EF<60%, Fi=[FR—AA—H—%5F
& D AR IE (EF <40~60%)

BEEDRHIE

A ON

o a7 B
0 EH
LT FZUP) TSR <50-90%
2 JLT7F=UDI)T7 IR 30-50%
3 YLT7F=UVI)T IR 10-30%
4 GLTFZUHOITIO0R <10%, E=IEERHLBHE

—_

+5 a8 MikHEE

0 EH

1 BEO&M

2 PEEQEM

3 BEALAAM. FERmMEKEME
4 R{aEM. SERIOBMMOABELZE M

9309 FFHEE
0 EH
1 AST.ALTOEEELR
2 AST.ALTDHEELR
3 ASTALT OEELR. &7 EZT7IEF-IFEE

KB, JEROBREN L OBEIEESIESE T EL LY LARAWETH L), BREREZKGET D Z &0
WERF NI OWN T, EREBROX S E T 5,
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1. BIE
EVEVRV4) REBARBEAZEE) T B ARANICZHT HREAFRHAOETHRMEAEETHY . INME
RERECTHEHAIONBEERE REBIFEBLVLIIFAERLZOARICEENERZRD S,
RIEMDRAEZE 10-20%25F28 . BxiblE 1:25 THREIIRIADEETIE 10 AAITRLT 3-105 A
ESNd, BEFRIEZIEMESHZERL 5-10 FEFDETHELUE 30~40 FEFIDET HEVDILER
5,

2. [REAE
EVEVHE. BEEHERITAOIAOREZRNMEALTRET S ERFERELEEAONTET, 2011
FIZ[L. RNF213 BEFNEVEVREDBERZITEGF THOHZEMNHERSNT=, RNF213 Bz F LD —IE
EH £ #(Single Nucleotide Polymorphism: SNP)AY p.R4810K ELVSIREURAERZL-5F M IWEAT
RNF213 B FERBEMTIIRBDRIELHRATETLVEL, —FA . RNF213 [FRERBIARBILERE LS
NTW-BEENBRAESHREICLSEICESN LI LN FIBALT,

3. fER
EIER(BARER)DEONS—BELZOLIZEEEDHREREZETILOETTERITBEE - L%
D=5, NEHITIHBNEMERSKFEEEO ., F-RAGICIXEZRHHMERK-THIA 30-40% RS
ha, lEmi (TIA 2 iNEZER)  NEmME TAMA., BERELGEICKRESEEINS,

(NRBNEKIHDEMIZLDEIRERENRHKET HEDN S BHES . RAORE(HEKE. AR
=, ERE) BREERE . THEES. (FLVhA, BBRGENELD, EMFEETEFR (FEEEE) TH
FIn REFENICHEL. BFICIBRRAOEENRKTEILEH 5, EKRITZOEBELTELS
BRE BLTIIGEENHD, HIEEDOELLIZGCI- BRI EEREE TS0, HICREEEG. £X
INBIAREAZEZESHITIL, EBFE. SEREZICMATHEET. RHEEE(REEZEV)GENR
Y (1

QB ABIEEZEAHOA (ZAIMERBL ., ZOM<BETHM, KA M) 40-50 K& iLELTEHRE
NG, MEMBEOHTRET HEE. MROIEAKLGEELGRBRAEZETHLDLH LN, i
KHORBLUNBRAEDEMLEHILERTEINS, ETHOHFHAHNF THS,

QEME, HMBAKRBIZLOINRIEFBERTRREINSIEVEVHENMEMLTLS, (3~16%),
BAERECHE N THINZED RVIEEEL., E/ 2~3%EEZ5N5,

(OIREICEBREVEVRNHY. 20-30%ZEFEZEL . FHIT/NREITIIFAAICIBRE A IR VERE
ZELMTHEMRICEBRTIIENAZV D, AISHDKERTELOBEENREIND,

4. BEE



fbdRE I . i ) 2R LM ED bA— )L R ETTER KRG E DARBEREITI . MEMFEFISHL
TIENHMTERTATNESNBELAITTIEN S, S ERUERILZAIZER KIKNBIRY & %
b ET HEEMTERMSAEREENZZIITOREMNTEEN. RUEEZHALLESNTE
BifiAH5, BEEAHMAICKTIEERVCEANITEEMNIMRENBEREFHHENH SN KE
DHRIZKYBALMZGoT=,

5. Fik
INRBITIE. FLREARES OMEET R(IEBEFMKEEIES . MEEETEE-T ., KEEDIIICLY K
E.EEREICVZR5ALHD. — A —BERE DRKETRELEHICEVLTEY AN BAERN
SNTERDHEMFRIEIBRIFTHD,
R ABIEEEERNE I KB EZE R TRARET SO FHEE S D ETHOHFEHALE DA TH
%,
BAFER BV TUHZER) RVIIFEL., T 2~3%EEZ NS,

O EHOHEIIHELEE

1. BER(TR 24 FEERZREINRFEER
15177 A

2. RIFDHE
B

3. RMLAEA X
REEIL (EREETHIDLHD)

4. REDEE
DEEEFICBEVTHLRBOBRBHEEZET S, )
RTEEHY (RITOREEREBAEARBEODHMEERLY)

6. EREENLE
BarthellndexZ AL T, 85 MU THLLIE, S EIHAEERZ(TT-BEERRET S,

O faiE#HT
(2 4") ABAREREAZEIE D2 M - A RICEI I %)
MERERE tBEXFRERRE EFRERBAENREE S8

O HREH



<BHREE>
EVEVHRE (V) RBIARERFAELE) DF M EE
1 PErL. B EZEEDERZEIIWEATHY., DEELRDIIRLAHD
(1) BEBEARNIEFAREKRIBZPOELEEICREEXIIFAENALND
(2) EVEVYLE (EELEM NEBIRBICEVNTHOND
2 EVEVH (V) REAREREAZEE) (FRRFBADEETHY. FERICHESFLOBROEREILBRN TS
(1) BAREENRREZEZONSNEEIAEMERE
(2 BERERSE
(3) AR
(4) RRifES
(5) Ay fElERE
(6) TAULYIIUT INIEUTR
(7) EEERSME
(8) BEERRRSTHRERSTDERIE
(9) £t

(E{& 2 #ix]

1 BEVEVHE (V) REAREREAZEAE) DHEEZ BTN EEZITNBETHS, EITHAIMRECEIIREL
AT HREDGAICIERNEEZEITIENBATHD,

2 fz12L.MRI TI&, 1.5TLLE(B.0 TRZ—TIXELIZH A D #4578 E D&% AL = TOF (Time of Flight)
EIZEY  UTORRER-IGEICE, EEZEELTEL,
(1) MRA TEREANANEENRIEREDIRE X IIFAELALND,
(2) MRA TRINEEZTIEEMERAAOND,
GEIMRI £, KENEEZEIICDH<EL—BIT 2 DL L DBAS A flow void #FRHBI5E . HPHLPME (B

HIER) EHELTELY,

& : MRI - MRA (magnetic resonance imaging * angiography) [C&DERIZZETDT=6H DIEET

(1) BMSHBER(MR) CHIKBMEER(MRA)IZEY, BEOKMERZICHT
SEMBEICEBLLT, TROIRTOHERZHILISIGEEIE BEDOKNMERSE
[FENTHKLY,
@ BEENANEHIREERE, FTRU R KINEIARACIERIZIRE R ILFAENAOND,
Q@ KNEERIBICEEMERILALND,
® OLEQDFRAFEEITEIZH D,

(2) JRIBERVHIE
@D WEIHIAE (X10tesla LI EDHIEERANSIEMNEFELLY,
@ MRA RGETHFITHELEL,
@ WIGHE - ®EE EEXFOERAOEELGEDFEREEVEVREBRATEA

RITEEAT B,

@ MRI L. BAIKEEEZEBICDEEL—AIT2 DULDOBEASHE flow void




ERDH5E. EEMEREHIELTEL,
® BREBEEHIZKYREDBX - B/NHENEIYFEERENFONDATEEEN
HEDT.EZHDAERETHIE,
() BABITIEMDEERIZHSIMERELHNOHLLIENZLD T, MRl - MRA D H
TOZWITNEFEFRETHIENEFELLY,
(4) MRI - MRA DHTEBILIZEZEE. F—TJ1ILLEZEED-HIRHET HIL,




<EEERE>
HERERYET(H : Barthel Index

85 RUTZEXMRET D,
IS R
Bi. BMELGEDEEN., REMNRRRNICENKRZD 10
1 BE BANE (1A E, BN TEU>THAKLTHESS) 5
2B 0
BHEF | Bi.JL—F . VL ARDBEELED GETEIVED) 15
) Moy | BEOWMAINBIFE-IIEREET D 10
FAD | BEHZLIFATRETHADIZIET LN BN 5
E SN BFE (TR 0
B3 CGEmE. B2, |mEE. OIF4H1Y) 5
3 ER
BB EIEF T8 0
BIL(KIRDZRE. BBREZED. R—2T L ERGELFERALTVSIEEIET 0
A rMLE | DEFEED)
£ BMANE, KEXZASH, KR, BRIEKRICNHBIZET D 5
ENBEIEFATEE 0
. BiL 5
5 A
BB FEFIE A AT BE 0
45mEL EDHAT, %R (BEHF. STHREBRO OERAOFEEEMbHLT 15
6 B 45mUEDNBIBT, HITROFEAEET 10
SITTEEDBZE . ERFICT45mU EDEETRE 9
LS 0
—— Bi. FYYLEDERDOHFELR OGN 10
7 " MEFE-IEERETET D 5
N 0
Bi.#.O7XAF— EEOERZET 10
8 BFEZ |HHoNE. BEMGRERN. F2LEXENTITAS 5
EEELS 0
BeEa | RELGL. wha. LEORYIRLEATEE 10
9  JbA— | LFICKREHY. whE. LEORVIRVIINBIZET HELET 5
L LS 0
BERD | REAL. IURFOERYIRLE ATRE 10
10 bA— | EFITREHY. WRBFORYBEWVICHBIZET HELET 5
L EEELS 0

Xk, JEROFREN FROEIEESHEE T EICEZYE LARWE THHD, BREEREREkGT 5 Z &N
MERFINZOWTIE, EREERORSRLET 5,



23 J)AdR

O HM=

1.

BZE

TIVAVRIE. EETVAVEBNALADEATEREEEZETHIEETIAVEAICERL, EICHE
HRNICERT AL KYRRICHBHREHZH I REBREERETHD, TV RORERMA
RATTHLHMHEM I OAYTT)Lh-ITHCID)IE 1 F£MIZ 100 BANIT T NRBEDEIESTRETSHL
DESN TS, EFDTIAURITHEEICKY | [RERFHADFFHMEIMFE M CID; sporadic CJD (sCJD)).
TVF U EBEGRFERICLHERME(REM CJID; Gerstman—Straussler—Scheinker i (GSS); HIEMHR
FEMERERSE (fatal familial insomnia: FFD), iMSD T A B2 & B F 4 (environmentally acquired;
J—IL—. ERM. ZEE (variant: vCJID)D 3 FEFEIZHFESIND, TVAUIRIT. NEREBERLEETHY.
ERLAS TR, D 4B RINEBSERE AL TS,

2. [fR[AE

TUVALEBPPILEEDATERICEKEL TS, ZOHEEICELTIEHERAHY . FLHE->TLE
LVo IEE PrP (& PrPC EFFENTHEYEANBEBERTHEILINS, —A. TUAVROBRRNIZESNEEE
15 PrP [X PrPS & [, EANREER THAEINIZY, PrPSe (X PrPC [ZHER 7S /EBEER S LR — TH D
DIUFBENERLS>THEY., BU—MEENKYEELG-ORBMLAY RELPOTVENSTIACMRD
HEEHLTWS,

E/MET)A B TIE PrPC 124V ED PrPse A3#ERRL T PrPC A PrPS (CE# 3 2 EHERSEFNL T, ik
RICEBELTRRTHEEAONTVSD TROEFICEELTITERDOFHILHY . #F O RE M
DRFEDI=O DR BHAENITHNTINS,

Bt CJID TIK. PP B FOEENT7I/BEFICEELEIL. PrP DEREBENEILLOT LM
O PrPEDEAINDPTNEEZLN TS,

3. fEK

4.

CJD DEGARHREAE—MRIZ 3 HAIZH TN D,

(1) H1HEBER 55D2F.HFN, HELEFOEIHORT. REEE, IEEMR. OB, K
FEIRF DI RMAER,

(2) FE28 RBAMENRICIEELLGY ., EENHIKLLY . BEROBRANTELGLGS T, IS4/ —XX
NIRRT 5, SITIXRAICHHELLGY ., OO TERLE Yihd, aREFEMMRTIERRITOITE. &
MRS DOHEIR, MR, S50 D2FHT. HEME. DRAMZT . EHE (gegenhalten) . BIER T
(startle response) ZEMNRHLNB,

() HEIH-EHEERENLISICHREREFECEMMEICERT S, SAV0—XR(TEHEK, BEIE
T1~2FRETRTCT S,

AR



BEAILREILTHD.

5 %%
MEMAIED TIXETHIE ~2FTRILET S, EBntE CID O—EDIMFEME CID [FHETHEBIEEIC
E3xtn1H5,

O EHOHEIILELEE

1. BER(TR 24 FEERZREINRFEER
475 A

2. RROEE
TRERGTIAVEANRREEZLND)

3. MIRMGEAERAE
RFESL

4. REDEE
HEGERITETETI~ 2800 HETRELETS)
HY (RITOHEREAEARSEDODEESLE)

6. EfEEREE
Barthel IndexZfLVT. 85 RUTERRET D,

O EHRIZHT
[DUA R ROERMEYA IR ICRET ARAEHEI
MERRE SRAXZPEEREMEEHEZRINEZL - HBHFEE(@REANRSE) %2 LA E-

O HREH



<BMREZE>
HERE. (ZXERGIEARET D,

TV RS EE

TIVA VRS ZDRERFE LS I RRAFADIMENS. 27VF 0 EREEFERICLHEREE. 38R
BIIVAVEADGREICLSERME. D3DICKEFEEIND,

1. MEETVA R

CIDDEEEAE

1. FEEI (definite) : BXARRBEICH LN TCIDITAF MR ERT REZGIBAT 50\, FEVz R4 TOvNEN R
FHBZNREICTEEIT)AVEAFRESNZ10D,

2. [XIXHEREMI (probable) : FREFTR -BETVA L EADRIEF{ONTULVELD, EITHRMEETRL. S
BIZHE £ O E R REZR DD, SHIT, SHYA—X R HERBEE (XSRS BREE. /R IR
(ADDEHTEED) FRIIREER EHEESKEDSL2EEULEETHELD, HBHULIE. 3. £
ULMBILIZER 2T 51T, ik 14-3-3 EREGHETRBEREBN2ERETHLHLD,

3. BEL M3l (possible) : X IFFEEFILRIRDEERIEIREZ T D0, R E DB AR MEREZRDELD
R

2. BIEEETUA IR
(a) TVAVEBEEFERVISIZKDREMECID
Ef& T R OB RERNOVISZ R - 1B A NZHICRIEELZD I TI)A L EAQABEFDORETHD,

(b) TVALEBEIGTFEEPI02LIZLSHGSS(GSS102)

GSSDZHTE%E

1. FEEDGI(definite) : EITHREAE . DNAER . EERRELGEZET D, VAV ERBGFOER
HERHLN . ARRICH UV TESSITAF MR REIAT 0. &V R4 TJavkEn &
EHBFMNREICTEEI)AVEAIRESNZ10,

2. [ZIXWEREB (probable) : EREKAERETVA L EBELEFOERITIHEERLRLTHLH . KEFT
R-BZBEIJVACEADOEANFONATLENED,

3. EEL VBl (possible) : RIEEMNHY . #ITHRIEZ 2L MERNEERFREEESHN. TUAY
EREGEFOEECREMRE - EETVAVEBDOMBAINFLNTLVENLD,

(c) TVAVEABEFEREE200KIZLAREMECID
MEELEDERZIEITIAVEOEBGEFORENDETHS,

(d) B4R IEMEBRSE (FFI)
FFIDZERE %
1. FEE (definite) : ERIRAIICEITHERIR., BRHE . R RABEEIRRE, S4/0—X X /MxKEH.
HARYIE, BBESKRELEFFIELTFELLEMEREZZL, TUA U EEERFOIR178



NZEEEZHLIAF 1295 Met/Met TH B,
S5ICHMARRIC B O TRRIICAF AR ERT RZGIBA T 40\, FEVz X2 Ty hEd Rl
BEMNRECTERT)A EANBRESNED,

2. |FIFFEEHI (probable) : ERERAIICFFIELTFELAGWMERZZL. TVAVERBEFOIRY
178DEEZHLIF 129D Met/Met THIM . IREFMR-BET VAV EHDOIHALFLINTLY
BLNED,

3. £ELMEl (possible) : ERERAIICFFIEL TFELEGWMEREZELTWSHD, TUAVEREBELGFERED
REMR-BEJTVAVEADOIANBLNTLVEVED,

(e)ZDHMDERMET VALK
HHAEIZZLVERELTIIM22REZIZK D RIEMECIDAH T 5N 5, M232RIEVISIEFEELILTEY.
ENETOAMESN TOTRERNRENFERSN|E TG BWIZIETVA U RELRFREN
WBTHD. FHIFRIEFEEH66.65%. FHBRYMT1IETHY . HHREIMFKMECIDE MR DERREE
B BRERREETHHNKRETHD, TDM. EROREMECIDERTELEFEENMONA TS
NFETHD,
F1-. GSSIZHLP102LD I M FEZ 29 HP105LERLGE N LN TLVS,

3. EBMTUA R
(a) EMAREFIRIFEIEFHEICZLSHCID
ERMECIDDZHTEEEIIMAEMECIDDIDIZHLS,

(b) ZEFHO4 YT x)Lk-AaT %K (variant Creutzfeldt—Jakob disease : vCJD)
ROV TILN-VIATRDO DM EE
I
EITHERE - RES
. FdseMmALLE
—RBRELE, thORERENBRNTED,
. ERMEOAREEMNGLY,
RiEETIVA U REEETE S,

m o o w >

HIEMEADOFE MK (@)

. BEKDOFEAEEIBREREE D)

% EH

L 2FOO—-XRH, FEHEEHN. CRAR=T
SRANE

m o o m >



A. iR T PSD [E14(c) (FF=IXMKEMNRIETT)
B. MRITHI {253 #H 4 DRIRFED S 1ES(d)

v
A EREBRTEET T UB(e)

B EfHl: I ALHBRECHEIELEZLOW
(ZIXHEEHF: I +0045 IEEH+TIA+IIB
F-E 1 +IVA

5 LN fHl: I+00m45 EH+IIA

e, A% E\ED. B, $8E

[FoEYELI-BAPEERE

HNERTERE=EERRTEER

KRB EOREBIKEE LR LGS

e: OZRMEREIL—FUICHEITLRZY., MHEMECIDICHE MK RERHHHZHEITTHIE
[FHZEINGOD, BBRIERIEFELEVDAREKRMICEESERDLELWCIDERWBICITERATSH
%

D K&/ DERICHI->TEMRELLLEGT) A EBBIEDTEFIKI—IL—BE

0O T O

[o N
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<EEERE>
HERERYET(H : Barthel Index

85 RUTZEXMRET D,
IS R
Bi. BMELGEDEEN., REMNRRRNICENKRZD 10
1 BE BANE (1A E, BN TEU>THAKLTHESS) 5
2B 0
BHEF | Bi.JL—F . VL ARDBEELED GETEIVED) 15
) Moy | BEOWMAINBIFE-IIEREET D 10
FAD | BEHZLIFATRETHADIZIT LN B 5
E SN BFE (TR 0
B3 CGEmE. B2, |mEE. OIF4H1Y) 5
3 ER
BB EIEF T8 0
BIL(KIRDEE. BBRZEZED. R—2TILERGELFERALTLSIEEIET 0
A rMLE | DEFEED)
£ BMANE, KEXZASH, KR, BRIEKRICNHBIZET D 5
ENBEIEFATEE 0
. Ehva 5
5 A
BB FEFIE A AT BE 0
45mEL EDHAT, %R (BEHF. STHREBRO OERAOFEEEMbHLT 15
6 B 45mUEDNBIBT, HITROFEAEET 10
SITTEEDBZE . ERFICT45mU EDEETRE 9
LS 0
—— Bi. FYYLEDERDOHFELR OGN 10
7 " MEFE-IEERETET D 5
N 0
Bi.#.O7XAF— EEOERZET 10
8 BFEA |HHoNE. BEMGRERN. F2LUEXENTITAS 5
EEELS 0
BeEa | RELGL. wha. LEORYIRLEATEE 10
9  JbA— | LFICKREHY. whE. LEORVIRVIINBIZET HELET 5
L LS 0
BERD | REAL. IURFOERYIRLE ATRE 10
10 bA— | EFITREHY. WRBFORYBEWVICHBIZET HELET 5
L LS 0

Xk, JEROFREN FROEIEESHEE T EICEZYE LARWE THHD, BREEREREkGT 5 Z &N
MR ONWTIX, ERERERORNSRET 5,



24 FHRMEILEERX
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1.

BZE

2 MRE{L £ X2 (subacute sclerosing panencephalitis; SSPE) (XZEERKZ 74 JL R IZL SRR
RNDEFEETANIILARETHD,
BE.BREVAIIABREL T BEOVANAEREDBREERREFELGY . VMILRICEERRED
ROEBRKEARZL > TREL. HEDRBICREL. ERMOETEDRBEZEIBREGRPETH S,
EFTIE.BMEVAMIIRICEILIERHEAMERMARE JC VMIILRIZKDETHSEMBENKE
(progressive multifocal leukoencephalopathy: PML)A %15 TULVS,

2. [fRAE

SSPE DRIEIZEET DB VA ILRIE. VMIILADEREBDUVEDTHAII AO—TZ2RAINSE
1595 M ERICEENEIIHENEEEZEFTHIENHLHNIEINT . CNED VM ILRABIOERLE
BEROERIEELTRIET HEEZONLD ., FERFORBICOVWTIE., HTIEXRESEMNEIY
[TLVEE LD DR N EZ SN TULSHERREICIN TLVRLY,

3. fEK

RERERBEOBRYPMEZRTRIET 5.1 RUTOMEEETHIENSEL, EEIZHBREED
BEMNBELN TRV, RB IV IOF USRS ERMOBRAMERTRET A0 H1E5N TS, SSPE
(T LB E B B GER R EVER 1B E &5, BE 48 (Jabbour D7 EE) [T TN TLNVS,

1 H#4
HREL. BE~OEED. EROET. KEQET. BEQOHMMETLETRIONIND, LEIES
FUE.RIUREEETHIEEH D,

2 A
BAEMGEREOIAIO—XANRBHONDDIFHEH THS . MIIREN . FFHTETETL, HIT7E
ELREEERENBETIT S,

3HA
MEHRITIEIER LGS, EEEST IEETL. EBALLT T ALY, ETLEMIEL S, BODBEER
LREICHELLGT-TD, BEREMBERELTERLGHT. THRUGHRHA, OFERNO S MHITENER
LB, Ff- SAVO—XADEEEHLLED,

4 #A
EERECT MLREZEHLE TREZERL-BREERM. M ERbEBERERNL-BRRZRLEES, S
AO0—XRIELBFEEVOLITEXRT S,

ERBEYETHHN, By ATAHICO=22MEE (5 10%) . BELU L DFBZRTIBMEE (K9 10%)
ARLND, BEDBRICEY . HEETI B ETNELGDFINRONDESIZHEoT=,



4. BEE
B REMNABERFIHEISNTOVELRS, A /0 TS/IRGRAVYTY/o0)0EAkE 4143
—27zO v aHBNFA02—T7z00 B DEETHAVIERERZRENITHONL TS, RIATIEXY/NEY Y
DEEELEALNTINS,

5 %%
FEREDABEETIZEIZEY, EROETNMZON-Y  HEEZTITHINREONEELSIZHY ., EKIZEE
LETETOHAMIEITY 6 E<XOWNEELLERL =, LML, BRI EHIEEFFENTHY., —BHIIZITTE
TRTHD.

O ZHOHEITLELEHE
1. BEYRCER 24 FEERZHREIREFER
83 A
2. RIRDEE
THEEMRBIAINANRERESN TUOSINERNGHEFIETBETHD)
3. NRMTREAE
RS (RABELL)
4. REOEE
WHEETHETEREDEETLD)
HY RITORTEEELBEAREXDZMELE)
6. BIEENEE
Jabbour DGRBS FEZAVT. I HILL EDLDERRET S,

O EHRIZHT
[DUA R ROERMEYA IR EAEICRET ARAEHEU
MERRE SRXZPEEREMEEHEZRINEL - HBFEE(@HRERNRESE) %2 LA E-

O HREH



<BMREZE>
NFEFHER], [HEEITHHILDERRET S

(1) MHEL., NERIT. SAYO0—X X EEHE, KT REDHIE

(2) ETHRA

Q) MBERBIIKED LR

4) BERPICKBRAERE

(5) BER lgG-index N LHF

(6) BEKRICEEAMEBFKERDD

EEMO~GEBIZDLT, (1), %=L, (3). (4). (5). (6)D>5 1 HE FimT=t £ SSPE DEEL\HHY. 2
HRE#AH-EEZEEETHY.SIBEBEZ R IEZHIEETH D,

=ZLB)EIL. FEAICIEE ARV, R FIERICERL TR S UL,

2 BREMER

(1) MERSHAMO LT (FRIMBREEINGRGE T THEGHEABE RIGICE > TELREAALNE L)

(2) WERBBIARDOBEE (FBRESRINGIRIGTZ T THEGFEREE RIETH)

(3) BEi& 1gG-index (=[REK 1eGIRE ~MF G RE] - [BERT7ITIVREE-MET7IISVEEDOLR

(4) BiR D FEEAERE 5 (periodic burst) : R AL+ R OB THRI IS RBRKBRT. IHFET. K
HOHETIZONTEANENE

(5)X 2 CT.MRI TRIKNEAED X fR{EIRINEEA> MRI-T2 S{ES 18 (T HALIE) . KINEZ B DZEHE (MMEALLE)
mEDHH

LR B HE EL T,

(6) MNARIMBTRIERNR. MIRZAF AR, BEEICESD SSPE VA ILAXILA AT VR #AHIKEICK
% SSPE A L AR DEEBA

(7) MDD SSPE 91 ILAD Bkt

(8) NATYREAE—2323%KI12&D SSPE 9A LA 45/ LDKAIZE TS EEH
(PCRATI& SSPE THWEDKTEHLILLILEZMLEDD T, SSPE DEMTICIEHEYZILIALY)

3 HEAIFZER
(1) BEIZIE. TAD A DERIG. R
(2) RENIRBEEEME. FICLEDETHESAVO—XXTADA
() KIKBEEME. $FIBITaESAMAT—
(4) ZFOHOERME R UM%

4 BHHE
RHDEITEELIZ EEDEEEIC—RMIZHLNEEHELAMDS,



(1) BRERRTTE. FAE iR
(2) EIRFFAEMETRE VT BYBS(CLOTRES
() BREEFERRR (R, i)



<EBEEESE>
THLLEDIDERRET D,

Jabbour DEERFEA 58

T8i: MRZELCEED. RRWGE) . THEE. BEEE. L2 NET. ZHETFO., LLERABEMA
FRARERARRIETT 5,

NH: S£H5REREE.RIREERHEIRECEDEERMECEDHEET .. FHEESH L --EF
BUERAHIRYT 5. MG TFEZERELTIE, SA/O0—XADEFoN b,

MER: EHEENETL. RAICREFREGYSEIZES, BARRE TR S ROk, RINEEGCEDERE
Rz EDEIITED, IR, BIR. KMEGE BEMEKELRIND,

IVE]: SAIVO-XRFFEAEHEKL. BEFRKE. Moro BRRFITGEDRIERFANHIRT 5. REMIZES
MRS L1305,



T % R R EIE (PML)

1. BE

ZLDNITERRELTNS JC VAMIILAD, BEAMETLIK R THEHELTRNICZ FHIEDR
HIREEE-THEETHD,

AFTOH PML DERZEREBLLTIE HIV BREECMRRBHEES N 2. BRBE/HEERRLTE I HC
FRK TlE PML QO ERER B D Z<F HIV BEIED G HDH (#985%) . RFBTILZDEME K B IS LB LI
[Ch-5HERTHD.

JC VAILADFNREIEH - NREAICEZY . RADMAREBERILEAOD 80WEETH D,

2. REAE
JC VA ADHBEIFRIERT. DR, FICBEROEEELRITHERBRELTLSLEEZLNTHY.
BEATHRFPIZICIAMIILR EIZF DNAZEHTES, F-EEEORMEM B #EFIZH7 4/ /LR DNA
ARSI, BRERERLELTVSINDEEZ LN TS, CROOHMIRRICHHERELTNVS JC IAMILR
NBEEEEDEETFS BICHEERETS) ICKYEERESh . PMLERET 5EE2 005,

3. fERK
PML DEGERIERIETRE THDI SR M IZRMLTEH THIN ., KKRON DDA (& FFE - AL
PR - RAMEEEE S - KRB AREELGETHD, TOE. MREROEELLLICHEHFE - EEES - Tk
THEE-FREEER - HaEMRE - KELENMDY, RNEKREBIZES,
FOABRICESREBEEICEYRIESERD JC IMILAHKRORERICHNREIY., ABEN ARIZE
RERK(BLUVEGR)DEEEZADLIIENH S (REBBEMEIZESH ; immune reconstitution

inflammatory syndrome: IRIS)

4. BEE
JC A ILRIZH T BAFEMAAERIEEN TDT= . PMLDAERIEERERRBICHESREERETEEE/
IE”‘mt’& B9 CENERELDD, DFY. HIV-PML TIE HAART &%, 3F HIV-PML TIXEEZEHID 1k
MR L DEMFEHEBNDOBEBRAITHN D, DNA AREEEEZTDELEZHIAMILRAELIUS
—71|:u7aa FEREFRTICVAMILRICHSHNZHRNHIEDIETUALANILOE VAR IRE (FA0N,
BE IZ)TORBETHDHIA7OFXUBEMo>-BELHY . SHLITOREIDEEND,

5. Fi&
—RICEBEMANS AR TETTIN, ARDROCEBIADRENDORELECKYEITALEFY,
BET55E81HD. HV ZEMBEEBELLI- PML OF RAFHMEIE 18 £, ZOMOERELZEREKELL
f=PML IEhREFHMMA I BESNTEY . AR TENERICENVEETHS,



O EHOHEITHELES
1. BEH
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2. RIRDHE
FEAUCTAMILADBEERIENREINATIND)
3. MIRMAERAE
REEIL (BAREEIEGL)
4. REDOEE
LE(ETHETHD)
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HY (ARVMOZEHEEHY)
6. EREENE
Barthel IndexZFLVT. 85 RUTERRET D,

O fA#EHT
[T)ARRERMED A AREEICRE T SR EHITL
MAERKKRE ERAFZFEEREUVRHEZRNE L -HRREZ(@WEARSE) &% LA ELC

O fREH



<EOBREZE>
DefinitePML. Probable &EEZ2Hiat = PML xR ET 5,

Definite PML: FEeR#EIEB D 5 Fimf-9
Probable PML: Tt &#EIEH®M 1,2, 3 XUV 4 Zimf=7
Possible PML: FEe&#IEHD 1,2 $XUV 3 Fimf=d

R AFIE D F 2T HEDRE)

i MRl T, BEICIKZEEZFHEVDR/NTRE. REEDREHIERTEQ)
HEKEZ S ERBLERRMICERNTESQ)

iNEF SRS PCR T JCV DNA HYRHI(4)

BIRRFE = (T AR TR AR IERT R(5)E JCV R (6)% 3

o > o nhp o=

b3

(DHREFL (ADS, EH- REINHFIRS4LE) DBECEYENEF(F2)XTT )YFIITE)&E
AThOEFICRREL /NRARELH D, RE-FERMERENGE DREREERE, REKRELTHEHF
/UL IR . SRANMSREREE . KB MAOES . NEERE. DNERKGE S EhRMEERKEET S,
EABDGES. By ATEIMEEKREIZES,

(REDEEICIE MR ARELERT. NEABEAE-FIAGL-RETHELGEDBERENEARTHD,
JREIE T1 ERAEER TEES. T2 BAEERES LU FLAR B TEIEEE2E2T 5, ILERAER TIEHL
LWMRETBIESZEL. AWVREIXESELNZ LGSO VT ROBIESHRELZETHENEA

5. EREIEEYRIIEEERBET 0. ENITHERDRICHERED DI ELH S,

QBEEMELLTFREIBTEES AN —LREDRBEELCErRERLVAILA HIV) BNfE . Y bATAY
AILA(CMV) Il K7 EDEH S, LAML AIDS 7#& PML BELABNBFEEIZIXLIELIE HIV BHIEAS CMV i
REBEELNEHT S,

(DIFDEICITEED LD H D, BREELICBHEENBEEDT.PML OEWLLHNIEERET 5,

ORRBEE. BRZICHAREFETHV)THIEOHFEZ. 7R TYTORE. RIAT7—2-2905 )70
HE,

(6)JCV DNA, mRNA, 22 /N B DAL LLIEBEFIEMEEIZL DV IL AR FDEE,
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HEERYET(H : Barthel Index
85 MUTERRET S,

BERAE J=F5
HiI. BBIERGEDLEBT ., ZEMBRINICBRNKZS 10
1 BE MBI (F=EA X, ENTEY>THALKLTEDSS) 5
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TN Hi.JL—% JUrLAMDRELET FETEILED) 15
T BEOBAONIE-IFEREET S 10
A PP ey ure————y 5
- Al g C
DBH i ’
ENBE-ITIAATEE 0
o B3 GEm. B2, mEE, 0 ITHY) 5
3 ER
N BIFE-IXA AT 8E 0
B3 (KIRDIBRE. BIAKEED R—2T L EBLEEFERALTLAES T 0
ZDHRELED)
4 ~LENE - y;
BB hEX 25, KR RIBRIZNHBEIFET S 5
ENBNFEIXF T EE 0
. BiL 5
5 AiB
Ho N BE-IXARAIEE 0
45mU EDSIT, MEER (EHF. HSTRIEIBRO OFERADEEILRHT 15
6 B 5mE LD EIBIT, HITEROFERAEZED 10
1T
HITTREDB S ERFICT 45mLU EDIRERTE o
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Bi.FIYBEDFEROEEIIMRHEL 10
7 BEERREE | NBEIIEBEREET D 5
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Hi.#. 7R F—  HEOEHREZED 10
8 BEZ AN B AZENLTRREN, 29 ULEFXBESTITAS 5
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KELL, TG, LEOIMYKRLEETEE 10
PeEa -
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iU 0
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10 a1 EEIZREDRY WWRBORMYFEWVIZHBZEETZELED 5
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RB, JEROBREN RO EEESHESE T EL EICEY LAWE TH L0, BfEERA kT2 2 &N
MR ONWTIX, EREERORNSRET 5,
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1. #@E
HTLV-1 DF v TIZHNDIEHETHEDESEEREZ RS — 8,

2. [RE
HTLV-1 BEN—RMIZFERTHAA . BEED T —BICDARIET SR (T H Mo TLVELY,

3. fEK

MZEOEFRIETRODSEYRICESSITES (A TREERESHE) BB, 585K, HEREH. FRE
2 HOVIEBUEOERLEDHERFEEETEE>TVDIEN S, BREESILESES(CLELTEEIC
EEFBHMNELL LUNBYOREARE . BEMBLONZ L, ZOM, £THITIEITEEORTES L
MHEEMEICKDOFEN AVRTUVRE BEBRBEREA LIS,

BEERIGBRETETEMEICEAT M., BEMEISETL, BBARTHITREEICEDHEAEND,
S TOREE CETENRMEMLHY .. EEFTIEIA THROTLMELABRTOHNETICKYEAL
PRTELGYEREY LG LHLHD. — AT EBEEINBEDFERIBICHIYIERDETHLALSNE
LMElEZ LY, LERDTEERFEAOBET - REEETHE ORERTE-THILIFEAEHLNLELY,

4. A&

RIEDFIHLHEEINLBITIX., BELGREICEEZRAETIRERELPRVANINRAEEINVETHD,
—H . REDFHAEMNFEAELZNEEZONSHITIE., EHEAOHREE (X3 AXMEREAS. ML
NEYT—2avhfZahb,

5. F&

BEERRETHETEMEICEBT 20, ETHN RSB THITTREEICGLHlEA5N5, B TDH
EECETENRIMERAHY ., BEEFITIEE FROTLMKE. AEOHNETICKIEMEE TELEY
t75%, — AT BBEENBREDOFERAICTHOEVIEROETNELAEAONEVEELZ L, EERO
TEMECHE T OCREREETLEDBRMEE KT HILIFEALL BANIZERFRIEIBRTFTHS.

112 RIS K D RERBRER BT, IREEBREDBYRLOBEIFETROAFELTEETHD,



O EHOHEITHELES
1. BEH
3,000 A (FAZRHEZLD)
2. FEROWE
T (HTLV-1 BREN—FEMIZRETHAID, BB D —EICOHFRIET HHF (LMo TLVELY)
3. MRMAEAE
RHESL HEBEDH)
4. REDOEE
LE(ETHETHD)
5. MR
HY (FAERBERL)
6. EREENE
Barthel Index ZFLVT, 85 M LL T . F7=Id Osame D EFNHEREEZ FHEE T Graded LI EEZXRET S,

O fA#EHT
MR EICET 5REHAR
PMRARE LRXFEFHHZAR &R B &
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<EEREE>
<HTLV-1 BEBHE (HAMD WA A RS2 >

FERB@WMESE)
TRD1~3Z2Tm=FLD%E HAM L2219 5,
1. B EMRETZ W T RO 4R E
2. i HTLV-1 UAHD IES S UK TS
3. D BEMEBLIRNTED
(EEMEMEHRE. OB, TaHEHES. THES. SHRMELE. ReREHL. EaME
BHEREMNE. EH/NNEME. REVRE)

PHDNSELLLHER
BE. BRETHEORBZEESD,
BREFEZLFIBET. LUNROEAGEBRNHERDEERELD,
BREREESNRIERDLLH D,
THEORTFEE. (RTUVGEDBREMEREETEZLIELLIEEFS,
FHERAEIR - UKL RAFE T, EREREHOTHLEEICEEFD,
EBROEFFEERoNGONEMICEEFTSHA ., LIXLITREBER S IXTTEL . HrI RS A
THdo



<EEESE>
Osame MDEFNHEREFEE FfiEE T Graded UL EZRRET D,

1 ) % Bk [ ¥ oD T fE ¥ (Osame Grade)

Grade Disability
0 |HIT - ETELICREZZHEL
1 | FEARE—FHHEL
2 | HAREOFETE-BROIHIEFY)
3 | MMNTRFEE

J_4 _|BERERICFIYLE .

5 | AFICESD=WEHZEF
6 | AFICESD2I-WHEREE-MFLo10mLL LT
7 | AFICKEDIWEESMELLE, 10mLIAT]
8 | AFEIZLED-LNEEsmLIAT]
9 | MFICKED-WEHEREE MOAIXLEE)T]
10 | @DOAIENEBEREE LW\SYFERE)T
11 | BATIEBEHARE ERYA]
12 | BRYFEE
13 | EDiE ML

Xk, JEROREN RO TIEE NS T ELL EICEZY LAWETH L), @ERERE T 5 2 &N
MBI FIZONWTIE, EREERORNRLET D



HEERYET(H : Barthel Index
85 MUTERRET S,

={EISES R
Bi. BBEGEDEET., REMRRAICENKRZD 10
1 BE BANE (FzEAE, BN TEYU>THAKLTESS) 5
==V :l 0
BHEF | Bi.IL—F. UL ALOBELED GETEILED) 15
) NoRY | BEOBANBFELIEREZET S 10
FA®D | EHZLIFATRETHAMIZIE LB 5
% ENBIELIEF AR 0
B CGEm., B2, ®mEE. OIT4H1Y) 5
3 ER
MBI E IS AT EE 0
B (KRDEE. BIBREZSD . R—2 T ERLEEFERALTVSEEEE 0
A rLE | DEELED)
£ BANE, AEXZSH. KR, RIEKRICNHIZET D 5
ENBIFELIEF TR 0
. BiL 5
5 A&
MBI E LT T HE 0
45mEl LD BT, HER (BEHF. STHREBRO OERAOEEERMHT 15
6 B 45mP EDNBNSIT. HITROFEREZEL 10
HITTEEDIBS . BB FIZT 45mLl L DR/ T 8k 5
LEELS 0
Bi. FIVLGEDERADGHEEIIRE O 10
R B 5
7 " NTRIFLFEREZET S 5
N 0
Bi.#. 7R FT—  EEDOEREZET 10
8 BEZ |WMONE.RENGRERN, F2LUEFESTITAS 5
LEELS 0
BED | RELGL. whE. LEORYKRUVEATEE 10
9 JbA— | LFITKREHY. mE. LEORYRVICNHEIZETHELED 5
y|” LEELS 0
BERD | REGL, WURFOIYKRLEATEE 10
10 UbA— | EEICREHY . PRFOBMYBWINEIZETHELED 5
y|” LEELS 0

Mk, SEROFREN FEROEIELESFE T EU RIZEY LARWETH LN, B EREE T 5 =
EMBERFIZONTIE, EBERERO G E T 5,



27 BREEEZRBRILEGEERD T7—ILKF)

1. =
1930 . KAV DIREEZE Theodor Fahr (1877-1945) AR MIAEFIREEL T, TDRAIAKSAIC
DTN TS, LHL, 77—IL (Fahr) iBEWLWSIR A ITHEEBMEEL TEBELGELIANHY ., ChFTEEL
DEBIMHBANSNTE A, &I, B5 Tl familial idiopathic basal ganglia calcification (FIBGC). primary
familial brain calcification (PFBC)E D& FAMEHNTILNS,
LMMEGERONIIEFILZDEDERKRMBRRENS. RIEGFICHIBALI-EFLEFEL. TRDER
FEENSHEEICRON>TLD, SEREILLIREERFMNHBALTIKIDER DN S,

2. [R&HE
FIBGC FEBIZEWNT . YVEEF S RAR—E—ND—DTH S type Il sodium—dependent phosphate
transporter 2 (PiT2)% code 3 DiBInF SLC20A2 DEEMNHKESINT-. BRANDEFIZENTEH, Kkl
THHBICCOEGFEEZRD . REMBBANDKEL milestone &lioTz, SHICHM/MRERBERTF
(platelet—derived growth factor)ML 74— subunit B % code 3 BI1B{EF PDGFRB DZEELHESN
t=o #ELV T, PDGF 2AAKD EEA ligand D—DTdHSH PDGF-B % code § DIEIGF PDGFB DEEIZD
WTEmESNT=,

3. fER

BIERD D /N\—F DV UFERTG E SRS BIEIR L /NINAER . AFFEIR (BTERZESEIR T, FRAEfE K%
E-TEGETEBOTEHRELH S, EVATIERE. TAMAZROLELDLEAGN KIRBIEESR
FEBIEHY . BIRETHETH S, F-BRNICEHCTHRENRONEILELHD, RIEEEEFHRMES
E5 7T —+ (paroxysmal kinesigenic choreoathetosis (PKC)) ZfERET DIEELH D, PIZ(E. FELIE
[ZERKIFEZ 29 5 DNTC(Diffuse neurofibrillary tangles with calcification=/\BR - 4E1L5K) &
AN EE T HAERHIE D E<EL DNTC [EEIR TIXBIEEEE . RIEEEICEELANEERBES I, B
72 IBGC THRTEEED MFRIE TE 2T SEHIN BRSNS, DNTC TIXEESS CT ER LD AIKILIF IR
MOBRDLDETHESIN TSN IBGC THESINTWAIILGEILS>I-AIRILDEE ., F-KiEHl
DE|EIEFEFLLY,

4. REE
RAMGBEESIELR DN >TLWVEWN BEEFERZRD-EZDKREBRHFERM PS g PiT2,
PDGF ZEHIZBIEDHARANGEINTIND  RHERETIEHDHH . FHEEESOFEHAEIKIC quetiapine 7E&
REMRENAVLN TS, FRBEMICEAA—FOVIREEHIT IERNLHY. i/ —Fv>
JRZE ., PKC TIX carbamazepine B3R ZFRHTLVS,
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MRARE RERMKEZEWLERF &R KIE O
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A1 REICKST . KINEER. HICRERNEIIRLARIEEELOT VL THY.
BRMEOERF T, 1 EFAZRVDTI X THAMEICEERICERIEEZZEH TS,
E2 TROXFICEITZAEBD LS, F8ER CT TREIRDARIEIL. #5 20%Z F4K, 2~ 3% B
[CRRO. MELMEELLITEMT HERALHY ., FREEZEET ILELNHD.

2. AoADETHEDHIREREET D,
BRMIZIE. B8 FFAER (BRINFIGER . 7ILa—)UKRFIELLE) . TADA . FERFEEIE, FRAN4E.
IN—FYZ XL FHEEER) (PKC BE)  IMNEERGEE N H D,
F1 BEREBDONIEFEETL, BP2ICKY. LIELITEREZRDEIENH D, F-AF VTN TEL
WREBEDEHEEEEDNDDHLLH D,
T2 BRIGIERLHY ., BFIZTILa—)LSERELGY | BRER CT T, IEMA B L DEHIHL DS,

3. FREITRT SOLMABIRILEE-TIREN RN TED,
FHEDELT, BIFRRE R (M55 Ca, P, iPTH AR EE) . BRI FAKIRMEEE TiE (L% Ca E1E)
AR R IR EEIE T IE (Albright B REJE) . Cockayne (27 /) SEIEEE. ShaV R 7 IKFAEE
Aicardi-Goutieres (P A HILT 1 - T—T L) fEIXEE . Down JEREE, BIRSS. ME K., B (HIV RNAELRE .
EB DAL RREEIELRE) . hE-IME - BMSHRERGEZRNT B,
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R, BT RZRHY FIBGC [CH5ET 5,

1 LEEZEEEICENTIE, #IZEICHIEE - AIZEER O RAAELZ E -9 /MR - 521U %S (diffuse
neurofibrillary tangle with calcification (DNTC)) EDEFINREE TH SN, FEEZWITHRIEZERIC
EOFGDTHY. ZOREEEFONAAI—D—DEELLZWERKRICEWLTIE., 2 EH/E Y
FEBIH 2L HATRAILALY, 727ZL. DNTC 8L \HY DERERZ D,

F2 REFIZHEWTIXESE, 95 BT, VBNV AR—2—TH5 PiT-2 % code 3 H1EIE

F SLC20A2 DEGFEEHIHIBAL. Ff- PDGF DEE ligand D—DT#H S PDGF-B % code 3%
BI{RF PDGFB MEGFERELFEHON T, EFEMICIE FIBGC L 1~5 BIZHFEIN TS, ik
BOBRNZHEEZ, ATRELHNEY  BEFRENEFNS,
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1. BE
£ 5 M T7I04M4F—2 X (amyloidosis) [(F#RHBELXT L DOELRETHAT7IAMRD . £ BHHFITLET S
CUICE O THREEE 45 ISR T —EDNEERHTH S,
TIOARIE REBEFEMICTILAIAVTFREBTERBICEFY ., RALBEMRT CTREDERERTER
TEDTHD ERENULAEE (AT A3V ZELSE TRELEEESIESRIT LMD OV
THA—=3UED 1 DELTIRALNATIVS,

2. [RE
CNETIZEBEDT7ION—DANRESNTEY ., TNENIZETET7IOMNDOMAEL. BRI
BUODHEIIDD, TRTTHBITDHEEZON TS TIOANRERBEF (. T T7IOCNRERE @
BRK) EEEMNELESN, RIZEAATOEYL T2 EE BELTTIONRMELD, VDD
DTHD.

3. fEK
TEIOAR—2RDERIE. PEAMFDEFEICL DR - HBOBEEFCEIGHDOT. RBEILIZEET
H5. EEMTIO(R—CRATHITERETREERELEEH. B, D7I0MREFIZLDDEIR.
HIEREES. BER(R7O0—ERE) . FREOLULLZETH D,
PREEDRRDBEIITILINAT—IRTHAZE, T, SHETIEINMEREADTIOARLE
(TPEARARTZOFANF)ICKY, RERORENEZLIELIEZR-BRTIILIHMMOTHIRNETEER
MHTHD,

4. BEE

MEBRENERTHoEN, EERERBENTTREIZAYDDH D, BHRME AL 7IO/F—VRIZHLT
BOeRENHMBABELZHALLZRELLRZEE. FSURYALFUORRKESE7IO/RR)=2—0/NF
— (FAP) THBENITHN TS, BH7IAAR—S RO FHELTEMBEABBR SN TIND, BIZ. b
DAY ALFUR FAP TIIMBER D TIL=HIILERVEE, AA 7IO/F—S R (Ei IL-6 ZBEH
ARERWABRMNBRRERICTHESN D OH D, F=. TILIYNAI—RTIEA VIR T—EHEEE
THHEBERRDILAAVLN  FEREERHSE . ETTESEINREET D, BIT. 7IACFRITHT
BV0FUBEENRERMEDTHD,

5. %t
RBICKYELY, BAZELHAN. ERNISETHEDORIBE=ES,
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Stevens—Johnson Syndrome
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(1) #=

RBEHSOE. IRFEE. SZELGEDRBRIEBTHICS TAEEDHRSESVEEOHM T, LIELE
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f=1f2L. hE MR KIRIESE (Toxic epidermal necrolysis: TEN) NDIITHHYEDT-0 . MHAIZFEHEEF o715
B2, BHICEHEETS.

FEEEDIBEEIARTCEA-TIHEERTA—IT VR DV U E G LZHT 5.
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(8) FHRAEWK :FIRMERAT, B H, TERSEF
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(7) ##ER
(8) RAEFTR  FE, BIEHE £HBAR

4 ZHLEELLLHREMR
(1) RIERIS: FRILTTHE, CRP BfE, BIMEkiEM, v/ OJYiEm
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(9) DIa—: KEARFFAEF £, EITKEARIGR., DOIKETE. EZBK, CIEHDINFEET
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TEHHEER BICOEXNBRERTEFNIHLIDT, TEETET S,

O EHOHEITHELES
1. BEH
#9 1,800 A (MARVIIZKB)
2. FEROWE
FR(TFLILF—EFIREIND)
3. MRMAEA &
REEIL
4. REDOEE
VE(Eff. BRZRBRYVEBELEHEORZBELD)
5. MR
HY (BARRBZS. BRUDIFEREET 11 Z2RES5 OB HERE)
6. EEENLE
FRKMZHEMERERNFBECEEESELZRANT, SELULEEZRRET S,

O fA#EHT
MRt mE RICET SHEMRIL
MERERE ERRZE—RARZERE BRE-UVIOIFBRERE B8R A8 &R

O fREH
TR TR IE S RINE KRS IEE (IBFR: 7L — RS ERIME X) OBHEE)



<BMEE>
MR, BLERRET D,
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