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rigidity and myoclonus (PERM) 2 f§il. % Ot
LB, ARBE 1, 1 ADHESR I A 2 11 (28. 6%) . H
PRIRIE B 2 1] (42, 9%) 1ZFRD 7=, BRI Tl
L 1 A bR, SRk O E A RS H3
IO,

- Pt GAD BUIARGAE (@ i) 5 (19 B : P
FEIEAEMD 59. 4 % (23-T1 %) . Bk k=217,
TR 44 » A (1-228 » H) . HEA 12 4,
FRJm7RY 5 5], PERM 2 i, 1 BUBEIRIE Z 6 5], H
WIE A 8 BlCERD -, BEFERGE TIIET 1
Bl & BRE | R FRIESCRHERIEIC SN A B
776

« P GAD FUARREMEB] (14 1)) : -2 FIE A 40. 9
e (7-817%) . Bk tk=2:12, FWHIMH 40 »
A (1-240 7 H), #7884, BREHL 3 i, PERM
1L #l, 2ot 2 i, FUIRIWEREZETH CR%
YA b BICERO Tz, BRRRE T, Rk
t L < VEHERIEIC SR H T,

- P GLyR FURBGHIES] (5 BI) : FHEIFIEFHR 58. 0
% (43-72 %) . B LeME=3:2, R 31
A 6-61 » H), MRF%A 161, PERM4 B, 24,
CaPEERTE b SSHERER 12 modified Rankin Scale
DL EEBDT,

- DLGABARPTIRBG ST (1451])

Sk, TR

IR 14E, SRR & 0 RAEME D SRR DN U,

D. &%
PIGADHUIRBEMER CII i HARIN Z N2 & | HiL
GlyRFUA B M TIZPERMAS 2\ = & 1B &
FALLL Tz, HLGADFUARRG MR JmAE C bt
GADBTIARBE A i S MR L2 bE A~ R $ R 23 Ay VB
B> Ty AFHA TIZHIGABARTLIARBENE B 1451
TRD T2, At LSPSREED I D IEFN % L T
WE 72 H CHURORBENLE E N5,

E. &

TIREEIC LD, SPSOERKEGE N LI EN
oD B D, EEFHEDRE RS BEL O,
BT LI R ANERET LT,
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FELAE SRS BN 4 (HETAMENR SR 22 4 2)
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SRR

TAY Y 7 AEGREL AT v 73— UIEMRRE OB WHEYE & B /3

WHgEo A Rk ME(S
S FAFFEE

TR TRl Irhee A
I T RS RTPE AT SR R R 0 B

TEERTFIREE IrhRE N A

WEE

T AW 7 ZEERE (Isaacs syndrome) & AT 4 v 73— EERE (Stiff-person syndrome, SPS)
1, LT OFHEESCHEEZ/E U 5B OMEEERTH S, BIIE, ARUFSEEEIZ T SPS O EFHA 2 1
THTh D, 5B I OLRDIFERERIREICHNT T, 74V v 7 ZEBEHOEEFHELZ TEL TV 5,

A BFFEH Y

T AW 7 ZEERE (Isaacs syndrome) & A
T A T N— hEERE (Stiff-person
syndrome, SPS) I, FEIZAE O f 0 AR
EAEUDHACHEEETH D, BITE, AUFSHE
\ZCSPSOREFHENETH TH D, 5% I bR
HEBEHRBICHIT T, 74 Y v 7 RAEREREO 2
EA&EZ TELTEY, AUEPECTRRriLE
HIEE DB EIT S,

B. WFFE 51k

T AW 7 ZIEERED B YE AR BT
JEVR 5 X0 -8B SN T-RB W AR L B )M
NdD (F 1), £7-. SPS OZWHEYEIZHWT
VEARRFZEEE CHEME U727 A U o [E S AR R -
Jbd 2 HR AT ST T O AR A % FRES P D B2 Iy S e % —
HRCLZE U 7o SPS OFZWi 5EHE & EE 0 HH (3% 2)
M LT, <

(fER M ~DORE) A% KPR 7R 0t
TMEFEEZB S ~DONEREEZITY TETH
Do

C. Wit R
AFFEHE TR EED W CTHEE L7z,

D. &%

T AWy 7 AJEFEREOEREEICOWTIX, 2
¥ CBarthel IndexZ W T&7-28, SPSTOE

JEREMRS ~DEFNLEFE L,

E. f&m
EEFEORER S, BEHROEE, 1BET

T X ANEHESL LT,

F. o363
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FEHFERE oL
Zoft 7eL
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R 7AWy 7 AREEREO B W EENE &

Sk

A, ERIRFEYE

(1) =a—u IF =7 CRimfEHE kD I 4 b
=T R TRRICITERE I A F =713 H
DL, NMFTI A F=7 D720 D) RER
IR b Rifoe 372 DU - HXsip DR foe M iy s it & 7
IR E (WZH)

(2) Myokymic discharge, neuromyotonic
discharges 72 & i X TARAE IR D 1
BLE 2R3 T A

(3) BT VGKC #E-A-IRHUAR DI [ (72pM BL )

(4) AT v A RERIERZ OO GREENRIE,
IMHEAZHA 7R & THRER DB ANGERD DL D

B. ZREAEIR - AT A

(1) Tz

(2) DU DI A » Lo IR

(3) FafRIEDIFAE

(4) KR

(5) Zofho A CHEOHFIE ITrEFral
VERRGUR, PuUUER, HURVURIRETA)



C. #nlzl

LUF OB EEERT 5,

AT Ay TN—= SEERERCHEMED I A =
TIEAERE, HERYR VAL (McArdle JH) 72 K&
HEX TR D

< W EE>
Definite: A DT XTI/ L, C DOERIF X
THRBE R
Probable : A®D 1Mz T, #DOfh 2EH %
7= L, C ORI X E A Z R

Possible: A® 1 #yli7=L. BD 9> H 1 IHHELL
E
< EIEE 3 FE >

FERERYZEAT : Barthel Index 85 MLLTF Zxf4e L

T 5,

F2 AT 4w T R— EMERE (SPS) DRk

UE L FE O E

A FRPRFLYE

(1) PUMEeds & OMERR A 331 2 HEATHE O i L
(i%ﬁﬁ)!@%ki@%ﬁﬁ@&ﬁ&w
I RENLTH D ARD B & Bl 23 R -
725, 72120, FREORTIERNIBFT 5 2
EHdhH D,

(2) FHEEEIZ E 72 > CHLAL D R A 7 i
CFRT AL TREANOF . AR, g
RENRIC LV BRSNS,

FEAENE DR i 2 VR A2 D 2 &
Bo%

(3) BifE T = 7o MEEDT & FEPUAR O L[]
g
WEH DO AR NFERENCIE L, F o0
fER, BELQEESOCRALTETLE LT
EEL DT AD RIRFIZIUHE L, & OfE R H e
TEECLRE A 9 5)

(4) BEEEE N IRHEE L 72 5 08,
TEE) - R RITIERE*
s ek (IREKEB RS SR, A - PR
ERL)RLIA T =X A BB D

JFRIE LT

B. FRAPT L

(1) B CPUERDfF

(2) BRI X D1EIT & i o
e H[E] HE DB FR
@)/7?AA&5%%L<H@%Ki5%@
H DU HE

ok H CLPTIK  (GAD6S,
GABA4R, GlyR 72 &)
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M S5 X5 Ao Bt GAD Hiik & 13xH PR
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- 1 GAD HUAREE SPS TlE. BlMEN TOHUARE
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FRAR . & R 2 ek & T DM OER (T A 5
v J ASEERE, A =T, McArdle 72 &) D
[ZF4N

<Pt >

O A RE A R E L 2FITERS
K3 % R SPS

©@  BRFEE PR HE IR R, stiff-1imb fiE

ERE (SLS) & B9
® progressive

rigidity and myoclonus (PERM)
17— X A Z A5 e R R

encephalomyelitis  with

DHRELE I AT

< W ELTE>

Definite :  EEIRIEHE & WA LOT Tz
L. C O#ERIT REHEE LRI

Probable : [EIRIEED 2T EMAEFT RO 218
H 072 L, C ORI & KA R
Possible : [EIREEOESTEMEBETRO I H
1IEH &2 L, C OERT & KA Z R

< HEJEE S >modified Rankin scale # W
T3UEERGET S,
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PESISR RO T B L 2T S < BITELNE + TR - A BT A L DR S & B QOL OIRFE

Syt ge s

R RES T OEREF DT 2020

WHIE A KB EET

BREE SRR AL R R A AR P L 7280

WHIEE

PR GO PR REIE TR 4 ICEFAE SRS OB DN HEA TWD DS, FH RERIER VAT LT 57280
2, TR BTz > TTHITHEIMEO &7 b FEFREFOMH O BRE L UTHLERSH S, #H
KR A LD L S BEETON AT RENIOWVWTINE COREN S L, £7-. SFEER
R DR Z DN T H K E ORI A B E X RE L7z, ZHE TOREITEIB O N L 03,
EWITHE TR LTCBREDARNETH Y ZOBREEEHO A T2 KR8 & O ZIRIFEEES
xRV w7 OEANREOIRANTFRRELBEL O T RETHDLZ ERNThoTz,

B AR ROITNNTZ L OREBET — 2 NME L 22D H, Bk L CRERO VWA RICE

WTIHL YA N R ETRIER & VIR X IZTOMm

HT 52X Ths,

A TFEER

Rt TREZR[EIR v AT DB HERF T D 72012,

BRI DT > TTHITHBMED H 72 6

PERERE G R & IR L TIT O BN H 503,

ED LS PR THN 2T NEDIT OV TH
Y5, o, MEERICSHT D IEIZ O
THREDORIZ B E 2 BFT 5,

B. WF7EJ71k

SRR LIETR IR L CE AR R %
AE L 72 BEHE 2 MG L, o OFL R 2 8B
%o PBUKRIKIZEIT 2 HO AR Z v
RN=F RZFNTLERF L, mEEERIC T
% R IR L E R TR T 5,

(I RiE ~DE)

JEE LT, SRRSEE LA v 5 —% o b I
TARSN TV DT — 4 DA HORBRDIE
DRI ANTED | BARE DR,
PR ORI BI5% LA T2, (EER
SCORMEET HIETIRAL,

C. Wroeit R

ZRMEREAVIEIZ BT 2 B AR R 2 S Uiz
A SCITAFE 2 B8 2 T, 2020 4F D s CTXKIE
TIT4EM$28 billion (79 3 JKF) 23 L H814:HE
{LIEMRRICHE DN TR Y, EABEEAHSK : DMT
720 T HAER$19 billion (2016 4£) AiEE S
nTns UV, DMT D4R = A M generic
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glatiramer acetate @ $25,420 » ©
alemtuzumab D$114,519 £ TR ZXRE1H
D V. EoIAE L ORRICEIRT 5 A E 4
ROEFRBEFNC b RE A "7 e b x
TW5,

HAICEB W T MS o % B (& fif 3
(disease-modifying therapies :DMTs) D 4E
il =2 A MERRMS Tk L CHERIEE LTA v
A—Txnm s BEIFI (T ARy 7 2211 T,
RETxzu 173 FM) 77FTF7~— (an
BEA7 205 HH) 2 U X~7 (X447 U 301
TH) ROIZ T~ ABI ATV (T7 7 4
773802 M) 74 FVER (f2ET,
TL=7 300 HM) THDH, AEFID SPMS
IR L LT AR =% K7~/ L Siponimod
(BAF312) (Pgih4 A —F > Mg 0.25mg. |7
BE 2mg) WAEGR S BIIEIN TV D, T T2
KO TIIAGRFEATH Y, HRTOMKITHE
FAMEINEL 5% 3O 316 5 & 72572,

L7 L, ZEE NICE 1T b5 v AR R +45
& LT, NHS ToOmHEHEHZHELREL o &3
DRHAA X ARZEHRER L TND, ZOM
k& A2 ¥k U CHILE 286 T TAE L. Hrlisk
KON ER 22D L THLIM2 58 ™M Thh
TWAZENRDLIN5D,

MS O xR OHE % 5T D & Fkx
REEARERESLTWA Z e nbnd, O
LR MERAVIE X R b 72 0 IRk S
L7, EMITHREMET HRETHDHN,



%< DN 2 HFREOHROETH D T
— X A Aar kL, il 2 1L alemtuzumab
L interferon beta, fingolimod, natalizumab
ot TlE 10 £ Tl T 5 Lk
alemtuzumab D572 QALY b &< ARtEH
HLEZWZ ENME STV 2, ORFIE
BERFTT 5O THIL, FEEIZL Di5HEF
W L DB E B IR L TRET 5
VEMESH Y 3, QIREEICY =% U v 7 B3
HMEIDTHEHANROER BRI DD
T, ZLETHRIRE Y, @rEe7 T —
Z DN ORICERE L N 2 —T 4 —%
BT &b =72 072 & under estimate
272 TWDATREMER B D 5, 72 E OFRFEN
S TU,

1) JOURNAL OF MEDICAL ECONOMICS 202
0, VOL. 23, NO. 8, 885- 893

2) Journal of Medical Economics Volume 22, 2
019, Pages 226-237

3) Journal of Medical Economics, 23:8, 831-837,
2020

4) J Manag Care Spec Pharm. 2019;25(4):490-98
5) JOURNAL OF MEDICAL ECONOMICS 2020,
VOL. 23, NO. 8, 885-893

D. &%

A 1% HICD20FLIARLA| & bbb & 9~ 5 Pk EE SR
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ICHREEEICBIT AT VT Y RANRBLELL I
BHEZ IR D XD B0,

SHBARICBNT, COkoRT—2%E
BMLT, BEMEAICE-TYH, ERRIZE -
THIT AR O EERZ BIEE VWO
. BRET LRI & ST — & & EfEd 5 030N
5, BEHICE LTl real world data T& 0
JEIRIE L EOEET RETHDH L, 2hFICH
L CITH R 23 AIE O A Tl <, BYIMRO
FERFICHB T HEELN®T RXETH D,
LML, LS bF—& CITEEECKEBR
EWEHERT D Z EREEL, EENLET b
F—H A NTREITo2ZE TR, EH
L TCWA K THRBREEZHTET HZ LI
RETh o723, BIEES ADL (I RHTH VIR
BN EMOT D ENTE ot D7
< &% EDSS & ADL 23S0 S iUXHERE
Txsr D, £, TEA7E T FR%
DT FTF—H 2L 50T EAHEEL L
T N DEOT BRI EEERH Y . FD

-20-

TDIITBEORIBEZSGIZ LU A RN BB
ThD,
FFEROEB ORI AT LOE WD &
D, EHIZL > TRERRELR-> TS, FHLW
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HEREZEFESERWZDDOTROEDE H
WME— B DEZ R £ < DETIThIL TV 5,
HAM B OB Z R T 5 12O DN L EET
H5,
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B X RITITIE 2 < OEEET — 2 BN
Bl s, BCKiCHE L CREKD D 2VWH
KIZBWTCITRIMX IC TORMNTHIRXTH
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F. WFoEsER

1. SR

1) FKREPEAE S MR & R, B
AW, 78(11): 1974-1978,2020

2) Suzuki M, Arai M, Hayashi A, Ogino M.
Prescription pattern of anti-Parkinson's disease drugs
in Japan based on a nationwide medical claims
database. eNeurologicalSci. 20;100257:2020

3) Suzuki M, Arai M, Hayashi A, Ogino M.
Adherence to treatment guideline recommendations
for Parkinson's disease in Japan: A longitudinal
analysis of a nationwide medical claims database
between 2008 and 2016. PLoS One. 15(4);
e0230213:2020

2. FRHR
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9. FFFTHUG
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JEA T BB AR A B & (EEA PR BRI 7E S 3E)

FRRESREER B D= BT RNTEED S BWTARYE - BIEE DI - TA R T A ORGP & BH QOL DIRGE

SyRmt IR &

MBS | & TH RS EIERNZ - BAE] ORSETELNE « BRERE MERE & 5% ORE

wrIEEE N R HHR KRR A T ERNE R E v o 7 — - R
HHR R FIE e S B RE P R
LS B B BRER R RN
LFEbFFEE Am B I B R R e R FE R AR
LERZEE RKAEHF A RERFBLE SRR RN
e e R ey TR RS e B R AR R
LFERT S h TR HTR R e B R A RE N R
HFENFEE  RE RS AL REEE AR N
LFEMFITEH ARBER IR B RS R S B [ 22 R SR R L - B4R 2245 B
LFEBFTEE T RAREL {BMRFEZEMRENE - U o ~F - BIEHENF
LFEbFTEE iR s UM R R B R AT FE B e R R 72
LFENITEE  mifEr] INZIATBOE NE SRt
Bl « T AP AR & o & —BRIRIFIEED
LFEFTEE EATAS— B EERRFEREER T o F — iR
EFEBFEE G FHRERRFE PR R R
LFETIEE /N SFEL HHR R IR ZE AT g 72

i =]

JEEPEAEEE S (hypertrophic pachymeningitis; HP) IXIEMERIEIZ K 0, IFEREOERES OV E AMES L <13
TEMEICIERE T 2B TH D, AEBOF LY ONE, G (FerstEHP) ZJRK &35 6 DONRE 0 -7, i
ETITE ORE (@REMEHP) 2R R E T 5 DONRZHE O TWD. KR, AR TIL, e ek st
RICBEE U7z B CyZ M EEHP S 2. — 0, IR RZ L CH R Z RET 5 2 & 23R e Fe g tEHP
DEIET D ZEDBHLMNE RS TEY, ZOEFH - BROFFEOGERNFEE S22 5. HP L FRIERIZ,
B O NP2 « IMSE (autoimmune encephalitis; AE) & £7-%< OEENERSN->oOH 5. AEIT,
H OO IR Bl U BT 2B Ch v, B EORSE, SUONsRERE S 7 &3 ek - diaElc
HELS 2. ABICIE, 3T, i 2B O Z B O E R B RWE ST s, RIFE T, FERErEHP
EAEDMEBIZEA LT, HEEEN ) ~OfEICWmT, WEEODWHENE & BIEE 552 B PrRILIC 5L
DSEMERL LTz, & BITVERR L 7222 Wi e & FE 0 FH O 2 Y MERGE O Y 2 B AR L 7. 4%, HP & AED
VUA N =Xk A, REBE COBWIENE « EIEE O YERGEEIT O T#Th b, S HICHPE
AEDBZIEHT A BT A DIEkZHEE L T HETH 5.

A. BFFER Y

JEEMEE RS (hypertrophic pachymeningitis ;
HP) 13, BMIRAEIT & 0 I BE ORI D58 57 Y
H LT EAMEICIE T 2B TH Y, &5
Mt /NI IE B R, B e & o boThH, FERPHRRIZIRT L TV D T2
PRI CIR MR & 2255 . HP O —EB D IEH DLW FEHE 2 it 72 S 2R VWERT S FE L TV
T, Puirrh ek EHUA (anti-neutrophil %
cytoplasmic antibody ; ANCA) 2351 & 72 5 %
45 9 A 2ERE (granulomatosis with
polyangiitis ; GPA) 35 T ONBUSSEAY 5 145 2%
(microscopic polyangiitis ; MPA) 7% 49~ % SEH

<0, 1gG4 B B (19G4 related disorder ;

IgG4RD) 72 LIZ#%M T DIEBINFIET D, Lo
LRF BRI N, A~ — T — %R T, TR
&I S AUVDREBIC, NA A~ — T — DT

H O EMEN K « IME (autoimmune
encephalitis; AE) 1%, B C.6afE FImF23 B L
HELT 2B TH Y, EilkPEECRE, &R
PERERE S 7e LN EWE - AMEICHILT 5. AE IC
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1%, T, B 7 OPUERE S O T R 3
AWZENTEY, MRFEERORRICKE <
BHELTWHEATHS.

RN O B3 5 SR IC B3 5 15
(AL 26 FFIEREE 50 75) ICEESERESND
FEEHEER OB, 1) FIR OISR 5T
72K, 2) 1BREIFIEDSHEST LTy, 3) #idb 7z
FEIRTH-TC,4) RFOEREZLELTHHD
ET D THEER) OSMITINZ, 5) BEEDAR
IZBWT—EDAEIZE L2V &, 6) B8N
PRRSWLE CUIZTNICHEL D 6 D) 23N L
TWDHIENEEN, TOETEMIEZT I LN
EThD. TR ~OREIZmT, Rk HP
& AE OB HENE b FREE 3R A RE - B i L,
ZOMBE R Z#ERT D2 Lk, AHICBITDE
FATBIZET D EE 2 b5, £ 2 TR,
Rt HP & AE ORZITILHE b BIE L /A % F)
Y o FEEFRHARMLC RO X 1ERL - BT 5 =
&, S DITIERL LT-2 Wik & SEREE A FH O %
WPEZRRE L, FkoOEE M T2 2 H
e Lz,

B. #F%E 5L

B2, WEIA TN EEE IR - MR
TEHOEFREZ ZHAIKREE L, FRIEMEHP &
AEDZWELHE & BREEE A ER T 5. 2EE
FREFEOEFREOKENG, REEBEHK
OVEIEFE A 36 1 DHIEER OIS 2 5T
L7z,

BT, BWRRMEDZ YA RGET D720 D
21T 5. BRMICIX, 4%, &EZZ 3L
MFEIC K D2 U EDRGEZ BRIG T 572012, R
R HLERE G R) CERIR FRYRSRAT

ATV, W ALYE b EE R S 0D 2 Y PERRRE K
O O Z R LTz,
(fi B~ D BLIE)

ARG K P E SR ML S OFA -

BEBTND., FEOXG &2 D H AN D A
PEEDT- O, A7 N7 U7 M X VIEROHES %
RIEL, BEREAFHREEZIT>TWND.

C. Wroeit R

W EEYE - EAEE O KE]

B PEHP ORI R UE & By FEMERR S
(1), HAMKRFES B TEAR S (2018
tE4H25H). 20054E1H 1 H > 520094512 A 31 H
5 ERIC R A %2 LT BE ER5Th
AU 20104 FEAHR T IRE AT 2 = E R A 2>
B, RIITI T 5 IEJEMEE K 2 O F 76 F 11X
0.949/10 5 N, F-¥)FENE - 1358.3 + 15.85%, FF
FPEHP 44.0%, ANCABSE M 7% (2 B L 7= HP
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34.0%, IgGARDES#HP 8.8%, + Dt AIZRY
HLZZHP 132% Toh o7z, LLEDS, HEFEMEHP
DOEE O BEEITHIS00 N & HER Sz, TRhfe
IERBOTET VAL 5240 & A QOL
DORGEFIEEE (BER IAJHFE) | a9 E ST
L0 EIEESRE (L) TR ABIEE OEIE
135910% & HER < A7z,

AEDZWT FEYE & BRI 2 FEMERL S 1L (3R2),
H AR P2 B WO CRARR SN2 (20194114
23 H). 2013410 H 1 H 75201649 A 30 H (D34 [H]
WCEEEEICZZ LI BRE 2RIt hbi T
20164 FEARH [TH BT 238 2 b5
K- IE) 2 HBT8IER] (B 364N, ik 514
N) BEBINTZ. WThro B PR Bk
DAEIT53%TH Y, NIRITHINMDARZ A GTA
BitEAE 77%, PIVGKCHE A IRHLIREEAE 15%,
HINAEHUALSEAE 8% C & - 728,

(W L e - FEIE 50 HH D 2 4 MERRGIE O (i
(H—His% - FrEKFToBE)]

B EHP ORI L UEIZ B L €, B OB N TE
PEHP 3661t 23%1 (64%) A 2HriLuElC A E L
7o, BWEREICAE L2032 E GPA 74,
IgG4RD 2§, Y-y A R— R 26083 E £ T
W oL BEREPEHP 230E B O R IR S HORFIE, Bk
te 8 1 15, FEIEFhn T IE 657% (IQR 57-715K)
ThoT-. FrFEMEHPD 5 5, MPO-ANCARG D
> FEGBIER A EFO b ol% 1141 (31%) fF7EL
ToDy, WL b B I BEAF O iR E R
GPA + MPADZIIILHEIZEZ Y Le o T,

FERMEHP O BIEFE /BT R L C, SRR E &
JE (modified Rankin Scale (mRS) 321 ) 1X 57%,
AR EE (MM (SR 28 MEE BEAE BE 5348 112L
b)) 1% 0%, FETEREE A (£ AE S Y i A i
HUEEERE O EIEE > 3L E) X 17%, AT
A FEEFME S U IR AT 72 3ERIT 84%
Thol-. Ubht, BEESEHOIERD Y 6
1 H L EA7- UEGE ERESNDAHET 21
5l (91%) Th-7-.

FEFEPEHP O ERIR FURF % AR B O SR &
T L7z, H CRENAEMEHP D 5 5, FHEICAE
JEAE [ 2 A 5 REHP (spinal HP) 13361 T&H -
7o, FHEENRNZE DAL, SHMEL UL 20%. i
HEL~UL 60%, JEHEL -~V 20% T -7z, 2/
VAR BERE IR FIE O i HRE M B DT LTz,
206 CHEBEREANT & M1 T S iz, RREBAL O JEEE
AT 5L 0D i B A - IR 3R T, O HPJE ] D
FEo B AN & [RIREI, PZERRARJSIE & e
PERE 2Dz, 23 TAT A KRG,
EIEIHIZE A O L7210 CHEIR IS o T, &
3%IXMPO-ANCARGE, Watt’sdD 7 /L2 X LT
GPAIZRZY L7=. LLEDS, Fr3gtEHP CH BT
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A ERM L, 695601 (53.2%) DOEIZEE1ET-,
— R, “REEO XA BRI K X 7=
TR LN o Tz, IRFEE TIE. MSI$4,926
%1 (58 4cbe1:2.4) \NMOSDIE1,829%1 (5 40 11:6.2) |
Baloy 9% (B 4t1:08) Th o7~ WK E %
4% L. NMOSDTiZ, MS (p<0.0001) .
BaloJ (p < 0.01) &b THMEDEIG I EL
MSiZ, NMOSD & FE_THRIEFH K< . FHIE
FEDME < BYFR N E o 72 (& H12p <0.0001)
B E2F O REFHAETIX, JREE OFRIEF-Hn D
ERM LR STz, Em@%@ﬁﬁfi %
OEM TR &, FA4RFAEICBIT D
conventional MS (CMS) & tk#k L., A EIFHAED
MSHE Tlx, BIEFRITAEICHE . BIELL
TV e, MSTIE, mifER, AREICBEEENS
< (p=0.0070) . NMOSD i, ##fE & BEHKD
MBI /e o 7z, dLH ARJEFEE TIEE A AR
JEEE L 0 L EEESMRI _-Barkhof K= 4E A Vit 72 97 E
BlOEIEDEmL< (p=65x10%) | FERFFET
WAL ARICEERER H A2 MSEEI1Z LM H A
JEE % B L 0 b Barkhof Be v A 72 4~ E1 & 2
EnoTo (p<0.05) , MSEBEDOHAEFIZ L 55
BROENIER LzE 245, HAEER KT
\Z72 B2 230, MRITBarkhof 55 % % i 7= 4151 <2
FV TTa—F NN RN TH D HBRE DOE|
ANEL IEIET T F—IZE L, MSAEE TIX
Barkhof & ¥ 2 i 7= 9514 1348 B RJEEE 0 708
B H AR EE LV B R20FERERLS 7T F—IC
ELTWD I ENRBEINT,

D. &%



MS. NMOSD #% [FIIRFIZ 4] b TR EFR A L 7223,
HIRFOBEIMN B S iz, 72, MS, NMOSD
EBITIEL L TWA Z EDVURENTZN, 2D
PR & LT, MS, NMOSD & & (2% Fprel Al
L7 IREEN B &, £ < OFSEO R BE
WRIRSFEAEIND LT Tc T ENRFET D
i,

MS. NMOSD& o T H & 7= 3 IEE IR DA
M EIXREO T, T L AKRIE CIXIEFI I <
2o THEY, WBEO—IBMEOREER A~ ZE
2 L D —IF 7 IE DO E<C, BIFE O RHEH]
D EAIC L 2 BN R ST,

FEEEIIMSIBEFUT & B L | Barkhof 2 ¥ 2 Jiij
I MSEFEDEI S LILH AR TEN -T2 &
5. HERTE D BMRIRAE £ TOWT DK
SUCEEE I BT 5 2 &SRR O M
B L CW B RIEEMERE 2 b T,

E. f&im
4 [FFHA IS, MS, NMOSD JER] DA

BRI 2 MS T L D BEEEBRE(L LTz,

WENEBWZ EIX.MSOU R L0  JFED
PFANE = NCbEETHEEZ LN,
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JEAE RN A (BETA MR BB e 5 3E)
SIS IR DT BT v A IS < BBWTALYE « TREFENHE - A R T4 OZ UM & B QL ORGE

SRS s
GLIPH (5 & 2 SRMBLER RN T HRRAEEORE L ZOER
BRI - L SRR e b PR

i ] SRR e b ph R 2 o & — it R
EREREWERFE R AL —Y g Flma—ah AT

Ak H—
SR - M S UM R B B S e o R
B A2 T MR R B R S PR
Jacob Glanville Computational and Systems Immunology Program, Stanford University
School of Medicine, US
T fht UM RZER B B A FE e e N L
Guzailiayi Maimaitijiang EREREILRFE N7 AL —Y aFlma—aY A D AU X
Wt M TR R B RS PR
Wk TN KRB S e ek R 2
F A FUN KRB B AR S b R R 2
R

ZRVEEALIE (MS) OFRRBIZEIET 2 T MIRZAE (TCR) OFFEEHI LT L2 L, S HITMS Y
A2 7 VB LT MS IZRH#AEY 72 TCR 72 b NTHERIFUR ZRIET 2 2 L Z HE LT, TCR DL 3 b
TN 24T 572, 39 A MS B & 19 ADOEFH»O R MmEZMEZ R L, TCR a4, B, S8, v
BOL AR TIZONTHRIR S —27 =2 0 7 %2470 TCR L X M7 OSHENE, % V B T-=0 J B\is 7 0ff
FBEEE 2087 L=, RIC, MS BEICHFHE 72 TCR 2RIET A7, #ilr 7 2%V 7ikThs GLIPH

(Grouping of Lymphocyte Interactions by Paratope Hotspots) % FV T, MS #f & @5 & #E T TCR B 44

DU KIT Z LTz, fEF, TCR OZEMENEEH T E & HIIK T35 2 &, TCR a & B EHDO LR
DMEE A L LT MS BE CHEEICEWZ &, TRAJ56 & TRBV4-3 O BN MS BECHEICE WD
EHVURIE S L7z, GLIPH M OfE R MS BEREICRHEA 72 28D TCR 7 7 A Z —RRES L, £D 5 HD
11X TRBV4-3% 48 L .CMV OX7F R&iR#T 2% TCR TH Y, Z 1z CMV-TCR & m4£ L7z, CMV-TCR
Bk R Tk, CMV-TCR &Mt AE & ik LT MS severity score (MSSS) 23 E KT LT\ = (p=0.037),

T, BNaR— R~ (MS &% 113 A, #HEH 93 ) O A hATe v A2 (CMV) HukzHlE
L., 7a—% A h A MU —%H\T CD4 5% T Ml 5o 56l T MlaoHE20E Lz, £ Ok R,
HLA-DRBI*04:05 5t #E T3, CMV HilAD BBt TH D Z & & MSSS 2MEWZ ERFEICHEE L TV (p=
0.0053) 7%, HLA-DRBI*04:05 FZVERE TIZBEMEN A S L8 o7z, HLA-DRBI1*04:05 B PERE Tl
HLA-DRBI*04:05 F2VERE & Hl LT CMV Uifffias &2~ 72 (p = 0.017), CMV FUKBIEEE T3 CMV
PUkrzk B & e U CHIEME T MlaoE &8 VW EIZH > 72 (p=0.054),

PLEMNS . HLA-DRBI*04:050MSEE TIZCMV MR 72 & B 2 Ko T 2 L3R S i,

A WFZEE™ DENY A7 T V)V THDH2, HLA DEWIZ L D 5
5B VAE  (multiple sclerosis; MS)  1X1& 15 REMNE S Z E N BL N TE Y, HLA-DRB1*04:05

WA & BB B K 23R e CER B2 E| 2 18 5 RE AT DHHAN MS BE TILRRELETT ORLE )N R

PERBEYER R CTH DL, b b AMERFUE (human RN TH D EHREIN TN D28,

leukocyte antigen; HLA) 7 7 A I fEiI% MS D&% 1980 AR 5. MS O T Al 2338k 3 2 AT

PR b RVEEEELZ 5 2. BARAN MS BF JR 2 YRFRT D% < ORFZERTHOR T E N, REZ

TlZ HLA-DRB1*15:01 & HLA-DRB1*04:05 7N i (IR 22 AR TR TR E S 40 TU 7Ly, 2009 4ELA
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Me, S0 LS NT OEPERERSI S — s 2T
ATREIC/R D . WMERNATA T H<T 4 7 R
FEZHWIC LR ST e LTS, Rt Bi3E
S 17z Grouping of Lymphocyte Interactions by
Paratope Hotspots (GLIPH) 1%, T fifasz &4 (T cell
receptor; TCR) DELHIFEEIMEDM, V BisT DA
BHEE, CDR3 DR X, 7 v — U MHGE, (RET 5
HLAT Y VEDZR % LICTCRYZ T A% U
T EAT, PURFFERA TCR Z @R EICTHIT 5 Z
& NTE BT FIETH D,
ARAFIETIT L FEMEMEALIE IR BRI 72 TCR 72 &
NEMPURZFRIET 52 &2 HIWE 325,

B. WF9E 51k

39 NDOMSEFE L 19 N DO ) & AR I Bz Hm
faZ 8B L7=, TCR off, BEH. 884, y#HD L3k
T OWRMA — 7 = T EFTOD  TCRL R T

DL, FVEIR IR OBUE 2 704 L7270,

FEDCTMSEEIZ R B 2 TR Z BRIR A2 R ET 57
O T AR Y o TETHDHGLIPHYZ W T,

MSHE & 5 EHETTCR BEHDO L/ b7 Z ik L7z,

BNz AR— b (MSEEL113 A EIBAN) b E D,
MiFEYA R ATr T L2 (CMV) iRz HIE L
7oo 70— A h A kU —%&HCRMMCDA
THIALZ 5 0 2 I AEIETHIIL O E S (Treg%) % JIE
L7,

(fw B ~DELE)
R, fmEOMmAIEIZ W T, LN KT T
AERAOREEEC T, KRS,

C. WF7ehE R

TCR DEZERMEIX EHH TH MSEE TH afH,
BEH. S8, yEHOET T & & HITIK T L7,
TCR a $5 & B D ZEEME TR 38 & Hf L T MS
BETHEICE L (ZhE4p=0.0015,p =0.024) ,
W CTHIIE L CHRBEORER TH - 72, MS FBERE
Tl FERE & e LT, TRAJS6 & TRBV4-3 Dfi
RBAEEICE -1 (FnEh ptorr = 0.027, ptorr
=0.040),
MSEE BEAR T /L 5 N 7-208,674FEHH O TCRIZ %f
LGLIPHIEZ HWT I T A X Y o TIENT EIT U,
L294ME DR 7 7 A X —Z[RE LT, EHICFED
25 HARAMSO RIEY A7 IZEb D
HLA-DRB1*04:057 U /L &  HLA-DRB1*15:017 V /L
DOWTNIN—FH DT VIILVEHTHMSEEITHIICE
AN 7 72X —IZHEBLEEZ A,
HLA-DRB1*04:05 [ 14 MS FB 5 B L B Y 7 2 o
TCRZ 7 A& —REE STz, £DH HLOUEI
TRBV4-3ZH L. CMVDOXTF R %2#ikd 5TCR
Thh., THECMV-TCRE a4 L7-, CMV-TCR
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IHPEERE Cld. CMV-TCREEMEHBE & LLEz L TMS
severity score (MSSS) BHEEIZIKTF LTz (p=
0.037) ., —#%IZHLA-DRB1*04:0554:MS Tl fh 7
UNVEHTHMSELLRTEIETH D Z ERHES
TWB Z L 53, HLA-DRB1*04:05F5 4 MS 2
ZFR - CLblg L7223, [FEEEICCMV-TCREG 4 EE T
IZCMV-TCRIEMHBE LV H MSSSHA A EITIL -
7= (p = 0.042) , BII=A— MIEBWT, CMVHL
IRBGMEMSHE CCMVELIRRZMEMSIZ BB~ MSSSAY A
&7 (p = 0.046) . Z OCMVHLIKEGMET
HDHEMSSS BN W E WD E WL, BT
HLA-DRB1*04:05 5 PEMSIC B W CHEE T (p =
0.0053) . HLA-DRB1*04:05[&M:MSHE Tl R HAL7
hole, EROFMEIZEPD 57, HLA-DRB1*04:05
B Tl HLA-DRB1*04:05Ff&M:3E X » & CMVHL
MR E -7 (p = 0.017) , CMVHUABMERE
TIXCMVHLIRE M B & Lol L C Treg% A i U ME
MiZdH -7z (p = 0.054) , HEFFEE L LEL C,
MSEEEK, 3 5%, HLA-DRB1*04:05F&:CMV
PURBEPERECIE, Treguo ¥ A EICIK F LTV (£
NZp=0.0055, p=0.022) A%, HLA-DRB1*04:05
B ECMV LIRS ERE Tl Treg% DK T L8 T T fid
WEREL OFBEEITIR N7,

D. #%2

INESIZAENTCR LS N 7 DO ZARMEN B3
HEEE LT, i) FREOZIC L DK ST
A =7 THROMAGE O, i) 77 AT DR
\Z & DT A —TTHBOE DO i) IS
DNABEIC L 57 A — 7 THIROE DR 72 L0
EZ BHIL5T0, TCR afH/PEH/SEH/yEH D ZERIEDS
WREBOF Db BT > TE(LT 5 &
WO RN BN Z & T, MSTTCROZ kM4
e DRI A BE T HAMERH D Z LN
R E N,

TCR aff{35 X OTCR BEH L /3 b 7 D AR,
FEZ B L% T, MSEETRE A LV LA
BlZR&E Do lz, MSEEETIE, MRS DEED
B# %2 /rd~—H—Tdh Ssignal joint T cell
receptor excision circle23/ 072 < | A — 7 THilalz
BT AKI-6THFEFLE DR L~ @ T &
B T A — T THIRE OJE H M EHE % (e 3 2 R

GEMIIRME) DA T = X AHPREBEN TV DS,
MSHEF TIL, EEH & X CTTCRO AR
REML T2y, GLIPH W5 Z & TMSH
FTHRBIZE 8O B D BRI TCR% (A
FELZT, RESNT2o07 52X —0DH bHD1
DIXTRBVA-3fFHMETH V. HLA-DRB1*04:05F5:%:
MSEEICHEIZZ S RA I TEY . CMV pp65
NRTF REFHT 52 ERFEE SN, MSECMV
DERIZ DWW T, CMVIIMSD &[RRI+ Td 5 &
LM OIRERNTH D LT DO E THAY TH LN



110-14 'MS & CMV D BfR % 79~ % BRICHLAD E=
MR EEEBICANTZ DX i&hE@#oto
ICT A N ABUPLEBY A L A8V L 5 (12 K D
HLAclass 1ZH 9% 2 & T r74’/vx~0>ﬁfarm/§
RMSDOIIEV A7 WEALT B EVIRENRDH D
ZENE, MSIZBITBRED DA NV ADEE %
LB, HLA@%%%%)E WCAND Z ENE
BECThdLHEEZLND,
HLA-DRB1*04:05 [5Gt B3 ClIyGEto 7 1
JV AN 72 VIRRET S CMV-TCR 23 2 IS HE N
LTW5Z &6 HLA-DRB1*04:05 [5i MS B
& HLA-DRB1*04:05 f&1: MS 3 Tl CMV (X3
HGFEINEN R D 2 ENRBENT-, £,
HLA-DRB1*04:05 % CMV-IgG Hiiifth & H#5 & & %
M. CMV-IgG FGMERICITEE L 5 X o722 &
z):% HLA- DRBl*O4'05 1 A L R R Y~ DR M
IEAL ST, YL OIRVEGRIZINE D I
TZ) T EDIRIE I T,
CMV X, H O DELFESFDH T2 Treg X°F

F 27 0FT7— (NK) flilazir L CiEE~DR

EHEIER 285>, TregWlk, AHBFFE TILIetTar

7820 L [AERIC MS BB T L7222y, CMV-IgG [5

P HLA-DRB1*04:05 [51E > MS B Tl /o ric

FE Lz, ZOZ &ML, MS Ttk b5

Tregs OV 2 CMV LT BN+ 2 & T EE

DEITEHNTW D AREMEDR B 5,

L E2 6. HLA-DRB1*04:05 % &> MS & Tl
CMV (ZJEY: L= DSBS E N R Y |
CMV—DNA BPHHINR L o721t CMV- TCR
NP CTELSGFEET D E L BT, MS TRIZ
55 Treg @?@2’}\@Fﬂ75§$§¥ﬁiéh67 fiﬁ»Tﬂ"“
ERN, ZOZENMS OESEEZIH L TSR]
BEMERE 2 b,

E. fliam

A8l TCR L) h 7HFZE Tt MS B35 D TCR
o # & TCR B DO LM FR THIIE L% b &
WZ bk, FOHRLIITCRIEE TCRY #HTITR S
Nz b fdtE & bk L C TRBV4-3 & TRAJS6
OFERBEENEWNZ EDRELNNI -T2, THIZ,
HLA-DRB1*04:05 %# i %5 MS ¥ TR & &tk
B L CABEICEZSRBOOLND2ODTCRYZ 7 AKX
—% GLIPHIZLEVRIE LTz, THHDY T AKX —
D9 HO 121, TRBVA-3 HHMET, CMV pp65
RTF R, Lz, CMV pp65 7' F RiZxt4 2%
TCREZHET5HZ L KOCMV-IgG B TH 25 Z &
1%, HLA-DRB1*04:05 [5G FB g (2 38 1) D [ 2 3 g
ETHHZEEEELTWWEZ Enb,
HLA-DRB1*04:05 (544 MS B3 TlX CMV 235 #Y
RE 2 O Z L DRIR S LT,
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JZAET @R E R & (HR MR BEURITIE S 28)
PRI SRR B D T o R HD W EEHE « BIEREHH - A R T A D4k & BHF
QOL DAL JrHAFFEH &

ST = 2 — 0 ST 2B 57 4 A7 7 F U BIIFURIC AT 5 IgM BLARS O s
BEOEsH e M e EERIESEN BREE EIR - 4 O5R0E

INTATECE NI R REHEGERRAE AT
EFEFEE SR & IR E S e AR
) LR FETRR e AR

=]

% HphiER) = o — o XF— (multifocal motor neuropathy MMN) Tix, $9¥ETH 7V A R
GM1 (%92 IgM FUENR G & 72 5, ABFZE Tl MMN (28T 5 7 + A 7 7 F 3 & (Phosphatidic
acid : PA) IRINA > 7V A RHURIZHKT % 1IgM ?“{Zli)iﬁi ZOWTHET L72, MMN37 53 X OVNE
kTR 24 f51C GM1, GalNAc-GDla, PA, PA i’ GM1, PA %1 GaINAc-GDla IZ%f9° % IgM Hiik

ZHIE L7 MMN Tl GM1 3 X T GalNAc-GD1a ® BUMFUE 54 5 IgM HUiA 34 % 20 151] (54%)
31 (8%) THrHIZ4L, PA WSIN GML IZRFERAY7: IgM HLIRIX 9 B (24%) . PA ¥l GalNAc-GDla
(CREERAO 72 1IgM FTiRIT 4 B (11%) TEBETH 7=, GM1, PA ¥R GM1, GalNAc-GDla, PA if
/N GalNAc-GD1a DAz xf 9 2 FUkGMERIX MMN T 26 5l (70%) & IE®XIHR (24 filF 5
B : 21%) &J:tm‘fliﬁriwbﬁ%yﬁxot (p<0.01), GBS IZHBIT D IgG HLH v 7'V 4 RHUA & FkE
IZ. MMN IZBIT % IgM FUKIZ O T, H o7 U Ay ROBEMPUFETZ T T < PA BINHUR % A
Wb Z ki otof#ﬁm*ﬁﬁjmr“#ﬁﬁ#é EMABFZEIZ L » TR Eniz,

A WHEHE GalNAc-GDla (Z%}3 % IgM HLikZHIE L7z,
EERICBI A2 IRE T vy 7 &R L PLH v 7V A REURIFNER D T IEIZHE > T
T 5L BMEH) = 2 — 1 F— (multifocal ELISA THlE L7=,
motor neuropathy : MMN) Ti%, #8TcH PA IRINPURIC R 2 72 1gM Pk &%, T
7 VA RO GML IZXkIT 5 1IgM HLilRn3 btk 7V Ay REMTIE2< PARINTAHZ&T
Ehbr R EmbLb R TWD, F Iz XU O TRILDHER TE DPLR, DU IE PA
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ENTW5D, —FH, ¥T7 « N —JEFER ZO XD iR REX, O 7V A
(Guillain-Barré syndrome : GBS) Tid#H v/ v l\ PA DRI T 5 1gM Hik 3 i ek
U4 R 5 1gG Huikosfit S a8, A PA I GML HifK1% OD {23 0.1 BL |
VUV EBETHL 7 AT 7 F VB T“I%’fi\ PA %/ GalNAc-GD1a #if&i% OD &
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THIUIGMEE ER LT,
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probable = 7-1% definite T& 2 AER] & fhi L. ~ & Bt L CEEE STz,

MMN JEF] 3 X OVER %R 24 #]T GML1,
GalNAc-GDla, PA, PA #40 GM1, PA N
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MK 2 PUREBEBIE MMN C 26 f
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