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JRAE BB AT e R A B A (AR BBORIT 24 3E)
MRESREIRB D= B F v RTED S BWHEEYE - BRI - TA N7 A > OZEME L BA QOL DORRGEE
SrHapT e &

GRER) TA Y v 7 ZEGERE - AT 4 v 73— IEGRE A

WHgEo A Rk ME(S TBE KT g N
LTS R TBE KT g N
I B BHRRSEMITIERT €7 LB BHFE 73 B
HIAS 3P AR AR R
A SEE BRER R PR FBEE FOSER A A7 - AR
Sl &M INNERFHE NG AR AERE R R B R A 2 IR 5 Y
A i — FRERR AR RS
wH = FFERRL A A R Y
EOL TEERFPRFBLE PO FEBE it AR

s E

AT 4 TN—Y EGRE (Stiff-person syndrome, SPS) 1%, {RERZ =ML & LT, [HBRAYIZ A B0
FBNFEAE L, S BIIFET ~EIEIRPETT2RETH D,

BHEO B PR T 5 & S, Ht GAD Hitfk, Hit amphiphysin ik, H127V B K (GlyR)
PURDY, FRICEHBEH STV D, 2018 I T e — KA OFE RO, ENOBE I 250 4 & HEE S
iz, KA TIX, SPS49 BlOFEZE AR L, BRI O 21T o712, 74 Vv 7 ZEBERED SPS
ERBRICEH OMBEZA T2 HOREEERTH S, 2020 FIC—KFAE L “KREEZK T L, 4%, &
FHEOHEE L BRRB O 21T 5 TETH D, MFEEE L2727 VI Y X AOMN % B
L7zuy,

A. BFEE Y R MR AR B R OAR /S THifT L7z

T A Yy 7 AJEGERE (Isaacs syndrome) & AT (3267-1) .

S T N— Y IEERE (Stiff-person syndrome,

SPS) I%, & bIT Y OFHIRECHHFE AL LD C. WIEhE R

Aal, AREFICHICM LR FEE L. 2EEY — KA 6234 44 O AR PR R PR 502 58

A% FhE L7 D TEORBIZOWTHET 5, KL, 1276 470 HIRIE A 457 (AR 20.5%) .
SEBIRBR D 3 % 53 441%F LT IRFAE 21TV,

B. Wf7EJ71k BERAEE AN TH D,

1. 74V 7 AEMERE

T AW 7 AGEGERE D 2 W E B I AR S HE T 2. SPS

B OIC X VRIS SN A E R H vy, 2021 4 2-1. BERORE— WA G N & LT, SPS

WCREREZIT - T2, BEEzZOIEE DL EEZOND TR,
(R R . NERE) . DRSRL . TR

2. SPS SEH OWF AR D REFEE D 5 B

SPS DZWrELHEIZ S\ TITABFZEHE THE L [ D FRFE L & BRI FAGHEIR D 7 D D 42 [F]

7o 7 AV FENCAPRRER B - B AT AIFSE T O ik EHHE~ =2 TV 3 WU (REAESEE Hih

¥ BRI FR D2 e 2 — s L 7= SPS o2 PR BRI TR F 2 - MREYER B Ok 72

W BLUE - EE P A S IR L 72, 2017-2018 AT FT— X OIE - ENTICEE T 2 8F588E) 12D

—RFHAE A 2018-2019 EIC IRIHAE ZITU. &, JEbEEAAE (81X 8 2) Tk L

BEBHEE ., FURBID D Fr T BEIRAG D RN 21T 7o, ARG ET 4429 i % . AN R X

>77, 48.7% (2156 fitigk) T Ho7=, TORER, BEK
1% 250 4 L HEE ST,

(i ~OBRE) ARWFFEII S R PE 7 LI FEIEENS 48.6 5. £l 73.5% Th o 77,
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2-1. TRFRAIL 49 FlENR Lz, B AHUARRINIC
AT-NFRIX, BT GAD65 FLikbat: (@ ofi) B
19 5, T GAD HUiKRGIE (E7)f) # 10 1, $it
GADG65 FiiRfzt 14 1], 1 GlyR HLIARBGMERE 5 41
Th o7, HLGADES HLikGNE (& /M) FEId &
PEizZ < (P=0.026) 723732 1 REIRIFOEIG
ME otz (P=0.029), Hi GIYR HLAHERE Tl
progressive encephalomyelitis with rigidity and
myoclonus (PERM) %7~ 7- (P=0.031), F
T2 1EHEHT2 D MRS THED H - T2 fEf] (TR
IFEE) IR O MRS 3 UL EH D W TIRR AT
T MRS OUGEN 2o Tz (B b &) JEF (T
BARRRE) (T30 BERMT 21T o7& 25,
1 BUBEPRIR CTIE TR AR BN ZVMEAIZ & > 72,

D. &%
PLGADGSHLIARS M ] ¢ 13 iy R & [RS8 %
WZ & FIGIYRILIARBGYEE] TIZPERMAY N 2
ENTBEHRAE S FEEIL TV,

M3E OPLGADESHLA L m Wi Th 5 Z & 1%
SPS DRHEAIRFT R TH 573, HFLGADBSHIAA
BT D56, FHEFRAWNELZ KT 2
ZENHMBILTWD, AEOFHAE TIEHiGADES
PUREG M AR T AE & & JIAGRER O AR5 12
DINREREZBO o7, LLERG, T
GADBSHLIABGME DR JIliFE D 9 H 241 TlXifniE
L0 b BER T THIGADBSHLIAR N Ml Td -
7=, Dalmau & X IfiE DO HTIGADFLIARM A3 g < iy #
RG22 WA I EBEIR 1 O HURPE A & feiB
5D EEHELEL T DY, MIEHTIGADBSHLIA DMK
T TH > THSPSH LVIERD B DHA . Bk
HC ORISR EZIT ) Z EREE Ly,
F7o. ARG & Tk & OB R X
=y, MIEHIGADIAMI O ER L EZD, =6
(ZHEWBI O EFE & BRI 22 PR 217 > T <
VEENR® D,

E. #&im

SPSD FBEEL2504 L HEE STz, Fo, Ik
A LD SPSOEFIRGE DA NS> odh
%o Flo. TA Y v 7 ZEGRORERE G
TR Th D, MEEE S EEEIEONCZ DR
BEHLNICL, BEBLOEET LY X A
Y AV =Ei=ic I

SCHR

1) Graus F, et al. GAD antibodies in neurological
disorders — insights and challenges. Nat Rev
Neurol 2020;16:353-65.

F. o363
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1) faHEE o B BT FRMEE. AT Ay 78—
EERE. TARAR RO B CREMIRBANCR T Y.
Brain and Nerve 73(5): 640-646, 2021
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LSS ARSI (HETATEE BB T e 5 3)
WESEIERIBO T B F AT HES < BITIYE - TR - HA KT A L DR & B QL ORI
RS

(FRE4) BEISEEO@OWEEG I PERE OMR CILT 7 A~ 7 7 2 RREIML T D

WHgeor s fiR MEE TRl AR

LFERFEE AR & TR IRFRIE « MR Rle ARt A
A TBERTFIAbE AR
R B TIERFRTFEEPIESE R

IR B FIERER BRI Ik R
L e [EINDRE D - SRS o & — A ST S R

WHtEL

HAEAEAE  (Myasthenia Gravis, MG) (ZHTACh-RELIAZ: &0 B EhURIC L 0 i85 5 D ACh-RA
XD 2 & THRECIRE N EOIRIER, 28 OG5 57 MEREIER e EO ek E BT H5EE
Th b, FIACh-RELKRDFEAIZITIMINR B - TR0 . LLRTA b KR H i 23SMGEIR 2 2 ek S %
ZENHMBITWDR, HFMBEMGOE 7 r 7 7 A L L ERG & ORT#EIZOWTE et S
TWRW, MGHERFE O BTHENM: & ffiRfE I O B &R A TG T 5 720, MG ORI M & Mg 1 D JE R
PEANNS=THIL E 77 XA~ T T X N &fffT LT, T OREE, TRt~ _—THifn & 77 A~7F 2 bk
DOIEMEALIZMGIEZE W N O BRI BCCEE R I 5228 L TN D ATREME S R S T,

A BFERT Bififia: CD19(+)B220hishs 77—+ R A KU
EE AL BESIE (Myasthenia Gravis, MG) X, # — T L 2> b e — LiE & MGRER] T i

PRI Fi7e EOREREIR, 285 DB 5k Bt a2 T o 72, BRRAIC OV TIL, R, PERI,

RERER 72 E O HIERE BT 5 A CERE R MR, HPLACh-RELIARME, MG-ADL, &N

THD, MG DIFFEIEIIMEL SIv>DH DN, RIZHOWTHRH L7,

P i A R EE R K X WRIEIETH U . 2

ST D 2 LIXREETH S, NG & M (fi i~ DBl RE)

ZENCHIBITE B L HICT D Z LI MG DG TR & TERRBEOMBEE RO

BBV THERCh D, FflEOH 4 KRB ERFTAT 72,

PS5 72912 MG B ORI & g o~

IR~ T T A R LYEIaPE~ L S—T il (Tfh C. WFgEii R

W) AR . 1) R & MGEE ORI B4y H & Tfh

MRz st L2 & 2 A, MGEE ORI T

B. WFge ik Tz he— it & T A — 7B, A
' # (n=16) & MGIEFE (n=21) DARFH ., iR U—Biifl, 75 X~ 5 A MREEAIIL TUV,

A 4 521 72 MG BB (n=25) D [ it & /Lol 2) MGEH O CIEIEMG D/ - FRA & o

S EFn=25), Mo R (n=12) D FAlt D BRI g iR TTIAXTTZARPHENLTEBY, 77X~

6 & 22T 72 JEMGHE R D i 2 k% & LT, 77 A FHOCXCREDIER b A EIC EF- LTV

Ficoll % F > T RS I & i 7 & 5 BY B A% BR 72. Thymic BFAZIZMG THIN L T o 7=,

(PBMC) & g fiia(Thymocyte) & HifE L, J 7T A= T7 T A hOEG EMG-ADLIZIEDOFHRE]

— 7 Bffiff: CD3(-)CD19(+)CD27(-), *E VU —B BT,

#a: CD3(-)CD19(+H)CD27(+), I X~7 T % 3) Mafpd A oo A7 v A RIGEMGHE L 27

L CD3(-)CD19(+)CD27(+)CD180(-)CD3&high A RARIGEMGEZ B 2 BAIS H & Tfho

(79 X~<~7 5 &2 T TIZBAFFR & HERFTCIE, AT a4 FIREMGE TlXAT 1

CXCR5 ® MFI # ¥ ffi ) . PD-1 B % Tth: A RARIBEMGHE & EE~_TTh#lla 2 A & 2 s

CD3(+)CD4(+)CXCR5(+HPD-1(+) . ICOS [ LTWER, 79X~ T 7 A FDOEHITELE

Tfh: CD3(+H)CD4(+) CXCR5(+H)ICOSH), Thymic DIRIND T,
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D. &%

MGHEE TIIRMm E faptic 7o X~7'Z
AL TEY, WP D7 I X~7 7 A
 OEEIMTIFRZBICE G L TS AIEEMER & 5,
— 5 CHIIR B S OB ITZHI N L TR 59 K
BRI K RIZ A LTV 2 mTREMEA B,

E. f&im

MG BETIZAT oA F&E5% S, ML
W75 X<=75 2 O %8 U TERDOZE
ENCFET D REMEN & 5,

F. WFoE383
1. G033
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1) Yohei Yamamoto et al. Intrathymic
Plasmablasts Are Affected in Patients With
Myasthenia Gravis With Active Disease.
Neurol Neuroimmunol Neuroinflamm 8(6):
€1087; 2021

2. FRFER L

G. FNHIRPERE D HIRE « BERIR DL
(FEEZEL)

1. Ferlts 7L
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IR T BRI e R B @ (AR BRI 72 36)
PRRESEER B D= B F AT EED S BBWALYE « BRERE D « TA R T A O 41 & 3% QOL DIREE
Syt ge s

(FREE4) BARANSRERGERE BT D BKREEEE (BICAMS) & MRI/XF A —&F L OREHE

BRSNS BT UNKEREBE IR B
KIRBE T KRR A
W SR RS PR
FEED GRS — BRI
BTHiM UNKERABEE T R
TS UK B R
ARALT KRB T R
T R > 5 — BB PR
ot TR AR F R IR R P
EHM— UMK

& i) F SR B A AR o 2 — AR N R
ERSEEEARFE RN T AL —Y aF o a—af o A 7 —

W s

AWFFEO BIEL, BHARANSFMEELAE (MS) BEIZE T 2 mKRMERE S MRI N7 XA —& & OBE %
HONITHZ & ThH D, BREME MS B3 56 44 % x5 & LT Symbol Digit Modalities Test (SDMT) .
California Verbal Learning Test 2 (CVLT2). Brief Visuospatial Memory Test-Revised (BVMTR) 75 1%%
BICAMS (Brief International Cognitive Assessment for MS) (2 J % & RIS RERTAT & RIRGIC, LRGREZ
7% 9-Hole Peg Test (9-HPT) & FHGkEAEA 72 Timed 25-Foot Walk (T25FW) Z 34l L 7=, HEES MRI
Z DT LRSS, FEARE, KA EARE, REIKVEARE, REIKAEA M, FURAR. FLAIR
Jp3 AR, TL RS 2 3 L. N2 <., =8 T corpus callosum index (CCI) & third ventricle width (TVW)
HEMHIIL72, 2B MRI N7 XA —& & @R ANEERE & OB A2 71l L 72, BZ &M CliX. BICAMS £
B LA 2T IE, 9-HPT L ADOMBIZGE® 7=, SDMT, BVMTR LA a7 1%, SAMATE & SRS
SIXIED, EDSS &3 OMBEFEDZ, BVMTR (X, HEHIKAERFE E CCl L IXED, FLAIR/TL JFH
BRLE TVW L IZAOHBEZRO T, LA EMITTlX, BICAMS &R A 271X, Wiitd 9-HPT
ERADHBE%ZR LTz, BUMTR L2 a7 (3, $UREE L EOMBE 4R L7z, BVMTR 1%, ®MAFRE,
GEEIK A EARFE & CCl & IEOMHBE R LTz,

VL bEED | BIE MS BEIZE W T, 9-HPT (TS RINERE &L RVWBE AR L, MRI ST A —Z O T
IREFR L CClHT MM REREE DR WMEIE L 725 2 L b o T,

A. FEEI THATEZ LITHELW I, 7272, TOHRThH,
ZFEMERE{EAE  (multiple sclerosis; MS) 312 Brief International Cognitive Assessment for

BV TERIMFERERE 1L 40-70% TR 5 U, & Multiple Sclerosis  (BICAMS) 1% 15 /3L T3

Y O RBE R B B D BT B W TR MiCE. R/ R A LB L L2 72

K ST RTN 2, MS KT D m Uk ik A O FEAT BAETH S 9,

3Rk A 22Ny T U —=RBRIhTND Y, £ Z 2T, BAITHAAMS BHIZBNT

KONy T U —3fEMETRFZZE L, HEDIK BICAMS Z FV TR L 72 iR EERE & MRI /S
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TA=Z LOBEEZHONIT DI Lz B
KWL EAT o712,

B. WF5E 51k

MS [BFE 56 44, (ZtE 82%. FEIEFHn 29 7%
(FhoefiE) . FESREAR 10 45, SR BE AR
91%., #MAEWEE 15, HHEFEK 14F) =Bk
L. RREHNMEHEEL N —F o T AE ) —%
7+ % Symbol Digit Modalities Test (SDMT) ., %
KOV EFETLIE A & 5 California Verbal Learning
Test-second edition (CVLT2) & fH A K ONZ=H]
BTt Y — NEllE 4 & % Brief Visuospatial
Memory Test-Revised (BVMTR) @ 3 7 A | TH
% & 4L TV % BICAMS (Brief International
Cognitive Assessment for MS) =R IMEEHE % 3F
fli L7z 99, [FIRFIC Bk BEA 7~ 5 9-Hole Peg
Test (9-HPT) & F¥REA 7% Timed 25-Foot
Walk (T25FW) % &HEIL7-, MRAAith 2 @ E L
MIZ 3 727 MRI IC TR L7-8H5 MRl %
icometrix £-:¢> icobrain MS software % F\ A% v
LA, AEAME, IKBEEAME, REKA
BN, REIKAEA ., RS, FLAIR IR
AR, T WEAELAFIL7Z, AT, MS
BEITHBWT, IMESTEIINZ., WERAME., B
BAME, BMAHEEEEL TWD Z EnHgES
#U TV 5 corpus callosum index (CCI) 89k | i
IRBFE & OBENHE 4TV 5 third ventricle
width (TVW) 101 FE8)CTFHHAI L 72, CCI (%,
T1 B O IR TR DORTREN KL 2D
AT A ATBNWT, RO H KA 258 i
DEBINTE O, ARGy EORMERATRD & R, S
DAY DO R A8 2 TR E ORI O 3 5
ORI O AR E ERifr ok & o4 CCl
& L72 9, TVW X, FLAIR OBRZEFICI T,
FHEMENPR D LS AZXDAT A AT, KK
FEFNZEATIZ I T3 Z M B R &G SR o
RACTEEIZ S\ 2t RO =M= olE & LTl
E L7210,

ZHHMRIZNT A —% L @ik ikiRE & DB
R L7,

(fm B ~DELEE)
BEIR . B OMMIE Iz OV T, LN RF T
BEBSOMEFAIIT., KB I,
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C. fFFufE R

SDMT. CVLT2, BVMTR 1T HE R (1
Zh r = 0288, p = 0032; r = 0300, p =
0.025;r = 0.446,p = 0.001) & EDFHBENH D
AU, SDMT & BVMTR IFHURERE (N Eivr =
0.343,p = 0.012;r = 0.586, p <0.001) & IED
FAREAR A 72, BVMTR 1% FLAIR JR A (r
= -0.405, p = 0.003), T1 HEEM (r =
-0.272,p = 0.049) & TVW (r = —0.279,p =
0.037) L B DHHBEZ | BWAEME (r = 0432,p =
0.001) & CCI (r = 0.427, p = 0.001) & ED
RS & 78 7=, % L C.SDMT,CVLT2 & BVMTR
1L 9-HPT (£ Z4r = —0.503, p<0.001;r =
-0.397, p = 0.003;r = —0.385,p = 0.003) &
EDSS 227 (£ Zivr = —0.278,p = 0.040;
rr = —-0283 p = 003; r = 0292, p =
0.031) L HOHEENALNT, —F7, T25FW &
DOBIHEIIVT O BICAMS THH H 3072 0o 72,
PERI, TR, AR, B MRI SRR
fin EDSS A 22 71 CHIEIE L 7= 8B Bl o dric &
% &, BVMTR IZ2MAFE (MEE(E = 0.047,
95%{Z#H X[ 0.012 — 0.081., p = 0.001). T
IKAERME (HEEfE = 0.238[0.079 - 0.398], p
= 0.004). HUREFR (HEEME = 2.022 [1.083 -
2.961], p<0.001), CCI (#tEfE = 30.197 [9.739
— 50.655]. p = 0.005) & EDOFHREZFEDIZ,
9-HPT | SDMT (#tEfE = -0.197 [-2.922 -
-1.019], p<0.001), CVLT2 (HEfEL = —1.687
[-2.701 — —0.674]. p = 0.002). BVMTR (#t7&
i = -0.606 [-1.072 — —0.140]. p = 0.012) &
BOMBEND 7=,

D. &%

9-HPT%# & e RETH HMSFCA 21 7 DAL,
. AR OB CT2RAE O FEEHIN & B
M 011 9-HPT R 2 7 0% D ZLHILSDMT
EFHBAT 201, AT H . 9-HPTIXBICAMS
ETOTARNEBEELTEY 9-HPTH A HET
FEAG LTV 2 & RIS RE O REM I & B3
HEEZ D,

JMZLCCliE, SDMT°BVMTR & o 7 =ik
JMHERESE & DBHE M E STV D 2389 Kb
72 ClE., CCUIBVMTRDO A L @ LTz, H



AANMSEH 2BV TIL, CCINRBVMTRDFEIEIZ
HEBEZLNT,

H A IR AMSHRGE & B CRERIK HEL
& DI RE N ZE G Lo 08, RS,
MSDFEIE R B Z50E L, BB T i
AEfE®E & HAEBI L CH V. SNP (rs2030324,
BDNF) 72 &, BIFHREROEELZIT S
¥-22) 2 LT, HRBEDIIE & 72 55 ==
iE & BVMTRMEBI S 5 Z & 235> T D
101 AR BT SR AFE & BVMTRIZAH
BNAH LI, BERA L FIE LARWFERTH -7
2) Z LT, HARMNIBKAMSES & AT/
b, BETEIRZE D720 & 5 BHED B 529,
SDMT Cifli ¢ 2 U —% > 7 A& U — | LpiHE-0H
TEREIER S DS 2 732 2oz b/
M, PR 7R & OBR IR AN -9 522, R
42 ClL, SDMT & MRIFEEE DA B 72 AH B LR O
mhole, THHORERNG, HIKRDZERE L
T IMHSCERTEIR ZE 3 720 H AR AMSERFE 12
BUWTIL, SDMTX Y $ BVMTRMD J72SMRIH 4
AT, FRCARATE & ORSEAHOT VD &3
R E T,

E. fibim

BE MS BB ITIV T, 9-HPT X E IR AN RE
EERSBIE L, MRI /ST A —X O CHUKZRE
& CCHIEmRMMHEREIREE O RVWMEIE CTh o 7=,
MS ZRIZIB N T, FARBERBICE X A @2 T
% EDSS A 27 DA T < @ik It ae e E 0
FEME7R E L IMZ ZEMNCRHET 2 Z ENEHEET
H5b,

1) Eshaghi A, Riyahi-Alam S, Roostaei T, et al.
Validity and reliability of a Persian translation of the
Minimal Assessment of Cognitive Function in
Multiple Sclerosis (MACFIMS). Clin

Neuropsychol 2012;26:975-84.

2) Chiaravalloti ND, DeLuca J. Cognitive
impairment in multiple sclerosis. Lancet

Neurol 2008;7:1139-51.

3)Benedict RH, DeL.uca J, Phillips G, et al. Validity
of the Symbol Digit Modalities Test as a cognition

performance outcome measure for multiple sclerosis.

Mult Scler 2017;23:721-733.
4) Niino M, Fukazawa T, Kira JI, et al. Validation of
the Brief International Cognitive Assessment for
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15) Furby J, Hayton T, Anderson V, et al. Magnetic
resonance imaging measures of brain and spinal
cord atrophy correlate with clinical impairment in
secondary progressive multiple sclerosis. Mult
Scler 2008;14:1068-75.



16) Hgjsgaard Chow H, Schreiber K, Magyari M, et
al. Progressive multiple sclerosis, cognitive function,
and quality of life. Brain Behav 2018;8:e00875.

17) Goldman MD, LaRocca NG, Rudick RA, et al.
Evaluation of multiple sclerosis disability outcome
measures using pooled clinical trial data.

Neurology 2019;93:€1921-e1931.

18) Nakamura Y, Gaetano L, Matsushita T, et al. A
comparison of brain magnetic resonance imaging
lesions in multiple sclerosis by race with reference
to disability progression. J

Neuroinflammation 2018;15:255.

19) Houtchens MK, Benedict RH, Killiany R, et al.
Thalamic atrophy and cognition in multiple sclerosis.
Neurology 2007;69:1213-23.

20) Zivadinov R, Bergsland N, Dolezal O, et al.
Evolution of cortical and thalamus atrophy and
disability progression in early relapsing-remitting
MS during 5 years. AINR Am J

Neuroradiol 2013;34:1931-9

21) Azevedo CJ, Cen SY, Khadka S, et al. Thalamic
atrophy in multiple sclerosis: A magnetic resonance
imaging marker of neurodegeneration throughout
disease. Ann Neurol 2018;83:223-234.

22) Weinstock-Guttman B, Benedict RH,
Tamafo-Blanco M, et al. The rs2030324 SNP of
brain-derived neurotrophic factor (BDNF) is
associated with visual cognitive processing in
multiple sclerosis. Pathophysiology 2011;18:43-52.
23) Artemiadis A, Anagnostouli M, Zalonis I, et al.
Structural MRI correlates of cognitive function in
multiple sclerosis. Mult Scler Relat

Disord 2018;21:1-8.

24)Nakashima I, Fujihara K, Okita N, et al. Clinical
and MRI study of brain stem and cerebellar
involvement in Japanese patients with multiple
sclerosis. J Neurol Neurosurg

Psychiatry 1999;67:153-7.

25) Murty VP, Sambataro F, Radulescu E, et al.
Selective updating of working memory content
modulates meso-cortico-striatal activity.
Neuroimage 2011;57:1264-72.

26) Chai WJ, Abd Hamid Al, Abdullah JM. Working
Memory From the Psychological and Neurosciences
Perspectives: A Review. Front Psychol 2018;9:401.
27) Kalron A, Allali G, Achiron A. Cerebellum and
cognition in multiple sclerosis: the fall status matters.
J Neurol 2018;265:809-816.

F. WFoE563
1 FsCEER L

2. FRFER

1) Ao, ERFE, B EN, ik, 2
T, BEEEA. AR, AREE HRIE
—. BARANSRMEEIEREIZB TS &R
H§HE (BICAMS) EMRIVRT X —% L DR, &
32[8] H AP SO AR 2. 20204F10 4 .
1.

2) Shoko Fukumoto, Mitsuru Watanabe, Masaaki
Niino, Katsuhisa Masaki, Takuya Matsushita, Ayako
Sakoda, Fumie Hayashi, Jun-ichi Kira, Noriko Isobe.
Correlation between cognitive and brain MRI
parameters in Japanese patients with multiple
sclerosis. &5 62 [B] H AR 722 I K4, 2921 4
5 . BT

3) Shoko Fukumoto, Mitsuru Watanabe, Masaaki
Niino, Katsuhisa Masaki, Takuya Matsushita, Ayako
Sakoda, Fumie Hayashi, Jun-ichi Kira, Noriko Isobe.
Correlation between cognitive and brain MRI
parameters in Japanese patients with multiple
sclerosis. 37th ECTRIMS. Oct 2021. Vienna,
Austria.

G. FNRJMPEFE D HIRE - B ERRI
(TEZET)

1. FRFEUS : 72 L

2. EHBEBE: L

3. FOM 2L



JEA T BB AR A B & (EEA PR BRI 7E S 3E)
MRESREIRB D= B F v RTHED S BWHEEYE - BRI - TA N7 A > OZEME L BA QOL DORRGEE
Syt ge s

(FE4) 5 5 [ EEFRA ) & A7 LRV UAE O BE IS % 54 5 K O

WA B T PR R T B = AT FEBE A N 72
LRIFFZEE e T TUNREER B R A e A AR 72
iy BB ALiEE ER v 2 — AR
R —RR FACER R R E I AR N AR
NN R ) UM R R B R AT FE e A R 72
P RERk TN REZR e R A e i R S R 7

IR A= BEEF AN PR AT AR N Y
eI BB R IR FET S o 7 B TRBE M e N Y -

BB RFERFBE A SRR S R BT 4 —
B BIRNFR PR RO FERIRE L « BAEE
ik # ] = IR AFRE P R
&It W+ UM R R B R AT FE e A R 72

B s PN RS R B STk N B
EHE AR ACHREEER L & — R
R HCIERIER R AR

INEARR T BEERBRR R AN

By e KBRK PR PR 7 R e R RN L7

kS (R e it H SRR AR v A — R N AL« [E BRI AL
rovAaL—varit=ma—uaf A Z2—

BHE LT & ] Hp R B A AR T o & — IR N R

Kot kg TUN R PR EE B R S T il = 6 2 R

TR OEE TUN R PR EE B R S T i = 6 2 R

PR 28— B REEMRR B ER T v 2 — A
AT P ENLREAR - ARERIISEE o & — - PRI SE T S A SE T

R — % 1 05 AT EE R R A L MR TR IR T

FELERNEES U B E TR BE A AR P R

ars WL AT IR PR RE N

K BT A A ER R AR AFRE N Y

/K FUL TR R ERRORAE AR B AR R A

2L HESL R S AR P R

T2 71 MSEATBUE NE LIRS R R

P e JEE VR o T SE ISR feh e P

TR AT EFRIENE LA & ol E AMRNEHREBE

KU BT ERREREALRE T DR N - it o 2 —
AbIL =5 AR EERRIE NFEFI R Mt & o & — K HRC &R
wH FEE AR SR 2 FE MR LIE TR R AT E AT

BA 5 BT N ) =

AL FAIE MER e R 72 S A PR R
PR P I H R BEE S AT SRR AR A 72

I R T [ ST B T2 BHR B R

M PETE FOREE R R R AR R 72

Kifs mak FOR L FERREN TRIER 7 o 7 — bt e

A Rz PEFRIE AL R S rE B R

e UL R AR AR N A

Sl &M INSERFFIENRRIAAE SRR IE R R R 2 P -
B SRS SLIE R R PR AT R A TE R e Or ft R R 7

Fasr MERS T8I KRB g N

/N A A ERRTFR TP E SR E RN AR AR T - AR R

19



Vefk R_E B RSP A S AN R A

—i# [ TERFPRFPLE PP RN B

M 5Lz [ B8 [ bR o [ S i R N L o

AF B BB AR R T TR ER T a— X
F 5L SR KRS o 2 —

g REE BRERRFE RN

A i — BIRER K ARE A

PRy SEER LB R PR P PSR A 5 - AR
P JEE A FER KA AR A

WSH FHSF JUNRFERFEREE bR N R

NI GriR IR RN R
25 1 SR PN T T M T S
EE W SRR SRR R RS - f i R S

o Z AR EL - EBREREALRE N T A L= a L

s s

KEORENZB T LM AE (MS) L HMRRFHMAR A7 b7 AREE (NMOSD) DA 5 )N
T 5720, FBoEIEEFHAEZ I L2, 201741 1H 512431 H £ TOUERNIHES Sk ONEL -
e N ER, NEERR IREL A 5272 L7-MS, NMOSD. Bal6yk O &JER 255 & Uiz, sl SiakiL.
EEOEFEEE X D IFEERIS U RTT v Z SR E LT Nz, EEOKFRERE, HASH
RrafiEmAa., BA/ NI S E P E N85 2 R b L7, S 612, FehlBEfEmbi & LT,
FARREFE O " IKFHETLOFILL EOREIE NS - -k, 725 NIMS, NMOSD DR IZ Rl L 7= it
HE L, —RAEECYIEG H Y & BIED & - - Mk BT, R 2 2 T UIEF O ZEM 72T —
H N LTz, —IRRAE I, R53,79906 %R 0 5 b, 2,284kt (60.1%) XV [RIZES-, — KM
T HMS, NMOSDIERIDOEI A1, 2.7: 1C, EEOHEE B $1E224,800 A, AHFITIAO105 AH
72V MST14.2 A, NMOSDT54NTH Y | RillEIFHERF L V24 IZHIIN L Tz, —IRIAE TIERI 23T
TET 5 L A& N B - 72644E5% B D 13,06 TIEFIZ OV T, “IRFAEE A 64 L. 7,03561 (53.8%) D[al%
57, TRIRHEIZB VLT, NMOSDTid, MSE LR TAMEDOEIE A E <. MSIINMOS X 0 & FEJEF
SO BIEEE DMK BRI E DN - T2, BiIEIE TOFE TR SN TV RIEEMOLEE(LIZH ST
W72 o, —J, SEIOFESEIEEREICB VT, fiEFHAERE & e, X0 %< OEFITEEE
HREHINTND L E BT, MSEEFOFEEBEIEE (MSSS) 2METLTWDHZ ERHALMNERST,
ZOMSEFIZE T HMSSSICE G T 2R 2H~T-E 2 A, mEIIE. 4V 27 n—F11gGR v RN
P, BUEEE B V) | FEREELINOFRBISL L2 AR FThAHZ ERHLMNEoT-, ZD L HIC
ARIOFEIZL Y . MSEBLUNMOSDEL FHIML TWD 0D, MSOEJEEIFMETLTEBY., Zh
(IS < BRIMED B UWIRBEMEENAEH SN D L)oo 2 EREE LTS EE X B, MS
BEOHEENDOY AZREFEHLNE o722 6T, 2D U AT K2 HT AMSEE K LTI,
FMED @R BERSE O 2 BRI RFT & L Z 2 b,

A BFZER Y YRR \Z BT AR RCK AN LR U Th
HARIZI 0 2 M LAE (MS) D4 [E R HDN>, FiA OEIELKE 7238 D DO T
PEEARAT I, 1972 A5, 1982 4 1989 4E. 2004 L2 E THREI S LTV U,
L 4 P iz Y, MS O 2 FE R4 % ZC. MS & NMOSD D% 5 [5] 4 [Efi# &
ZEMACER L TWDHDIE, TYT TIEAA FhE L A EZBT D MK R OE B LUV MS
DHTHY , ERELEFNT —F Lo TND, BEOEIECICBEET DR E2HLNICT S 2
4 EOREREX, (FXFE CREEE LT EEREE L, AR E T LT,
DIT=D, ZD% MS 2 EEEO KX 7B
AR FRR A7 F T LEE (NMOSD) 7% Bj%%@:ﬂﬁémA%ﬁﬁb pOL7 11
ST L7 ERAE Ay N o o3 91R 5= Ll Sk L, N
ﬁfgiﬁégiﬂiﬁéiiﬁﬁiﬁlo? 201845 8 = et 2 A BA & AT At L
0B, SBICAAAMS ICBOT, MENEE LT
KL 72 7 = b e S IL TN 2378 AP, 20174F1A1R 22 512A31A £TO1
s = : ERNCRAE S SR (R - IR, /b

20



IRR IRE %% L7-MS. NMOSD. BaléJs
BREF A RIS E Uz, ZIICIEELT O IR A 57 8
B OBWREEE W, 2EOEREER L JH
RN U SR T v & ATEE LT ik
Nz, 2EORFRREE, H AR ESRER
DB T DB, B AN B [ )3 E)
B4 DEBREBE b Lz, 512, FpIpE
bt & LT, BHalnETA O KA T1041] 2L
L DREIEN S > T hiix, 72 5 ONIMS, NMOSD
DL LT gk 2 4 BlOXRIZE T,
HEEEIR A —RFAA Cli60%, —RFH# ik
50% & 7% E L 77, 20184117 X — RS 2L % %%
EL, —KRETEM D ERIEND - -tk
BHIG L. 201941 X © “IRIHIEZE A 264 LT,
KX OEEFTEZENTLERD . AeEH
BA~OSIMNEFEFRNT T,
—RHETH BN FIZE Z T2, MS, NMOSD,
Baloyis D BEH - A=A H M L-, £/ Kl
BETHLNTERNS, HARAMS, NMOSDE
FH ORI S Z "4 L & bic, ZhniniEE
B & 2L LTV A ET LT, F 7o AEE
JE DIERE T H HMS sevierity score (MSSS) (2R
Y2 K- & R L7z,

(i BR M~ D ECIE)

FRER . f@EEOMAImEIZ OV T, ENFi,
IR, BEFERRKFICBOTHEBEESTO
BRI T, AR ST,

C. WFoehsE R

— KA T, B L723,7990E % FE D 9 B
2,284%i % £ (60.1%) LV [AIE A 457-, —IKIHAE
TG S TZREH ONGRIZ, MS 9,500 4 .
NMOSD 3,541f%1, BaloJi 111, MSENMOSD D
=R F2.7:1TH - 72, MS, NMOSD. Baldyps
Bcthix, #nFh, 123, 1144, 1:112TH-o
72 —WRIAAE L VHEE L2, MS, NMOSD, Balé
97 2 B o T2 EBE H324,800 A (95%fF i X [H]
22,100-27,500) ToH V. HAWFIZADL105 A
H7-0196 AN (MS 142 A, NMOSD 5.4A) TH
ST, ZAUTRIRIFREREOK2METH Y, 5l &
foe = BB R 23 /L ST,

—WRHE TIEBINFIET D ERERND -T2
644 %% FF D13, 06 TIEFIZ DWW T, IRIHA = A
AL, 7,035 (53.8%) DEIE %157, BEHIE
510 BTAMh 3 ] eF SR A D JE I % B & . MS1E4,969
Bl (BAcklh 1:2.4) . NMOSDI1,841%1 (%4t
1:6.5) DOFFRIERDUNE iz, BRREE i
9% &, NMOSDTIE, MS& l_TaMDEIE
<. MSIiE, NMOSD & H T ISEEfin MK
<, RARBEEEMNMES, BERNE o7 (&

21

H12p<0.0001) , iEZE2EOLEERAE TIX, 5
BE ORIEF W OB WL R ST, AR
FEBRIFGHE TIiX, ZOMMIIMER TE T, 41l
HEOMSHEE TIEL, BA4BIHEIZK T D
conventional MS (CMS) & kg U, FIEF#ERIT
AEIZELS (PIE 31.3 vs. 27.05%, p = 4.1 x
107%6) | BYE{L L T2 (MSSSHISRE 2.10 vs
390, p=18x107%) , FE7-HIFEFHAERIIMSE
FDR%DH IR EZ T TR Y YEEEA ¥
— 7z U BRIFI UMEH TE VIR TH -
72D U, ARl O FH A i 45 00201745 Tl 6/
DO BIEAEE (DMD) 23 A FTBE T, £MSHEE
DFIBBW M H>DODMDEEHA L THBY ., &5
\CDMDfERED & 5 BE L E D 5 L HIT5% % 5
TNz,

MSHEF (23 TMSSS & BEE 9~ 2 g R K 1 &
Bl 5 & BHEOT ALt v HMSSSIEE A
Tdho7- (260vs1.98, p=41x107) , E7/-%
JEFRA BV EEIEE NS W ER g0 T
(rho =023, p=82x10%) , AV Fra—F
MGG /R K (OCB) & OB TIL, BikE o)
PIEMEF KV MSSSIZ i T - 72 (2.60 vs. 1.98,
p=8.6x107°) , MWUEEEDAME CTHET 5 &, B
JBEOH DEREFEDHFNRVEAE LY AEIC
MSSSAEir > 7= (2.87vs. 1.84, p=4.8x107°) ,
E BRI TRIMS 2 B & . IR B 24E LA
FoBEEZRNRE LT, BIERID2FEDFHIED
FRTHELIZEZA, BRI ST-RHEO LN
2o oL Y MSSSIE R < (226 vs. 1.64, p =
9.0x107) |, & BITHREEN LT EMSSSH
FIVMER NS -7 (EHIARE: p=12x1079) ,
WIBIZZ D DR F-AE DT, MSSS & B3
LIRFIZONTEE BN 21T o 72, R &
WHFSIE, OCBPRGM:, MRS, FEHE24FELAN D FR58
2SMSSSEE & B3 2N K - CThH D . HERID
BEIXAE Tl otz

D. &%

A BIOESMEIFHA T, AR RE & x|
MSEFE O BEIEE DMK T LTz, ZAUEA]
[IFAARE & e 5% < OFZIMED EWDMDA
MEAWVEE IR SN X ) IChoTnizv
Z b,

F7- 0 ARAMSEE O EAERE IC BT 5 K T
L LT, ElIAE. OCBRM:, MRMEHEE . F&JE2
FELUWNOERNH D Z ENHHL, 2k
BehalWCkn b OBEHRY LA TH -T2, 2 b
DY A7 RTE=HTHREIE, BMEOREW
DMDOEH A ETT R&E &2 bl



MS 3 X TOYNMOSD DA JiZR T4 & B AME
Tholo, LU G, milalFHA R & bl L,
MS BEOFIEL TN T L TB Y  AohEo s
TR DOBARN GG L TWD LD EEZ BT,
FHAANMS OFEJEILY AV RTLE LT, &
HnFSAE, OCB ik, WRERED V| FEIE 2 FFLIN
ODEENFTFENDZEERALCLE, Th
5DV A7 EATDHERETIE, L0
IZAZEDE DMD 2 L, BUFEE |13 Ek
WA RS 5Z ENFHEEZ LN,

(51 5w 30)
1) Osoegawa M, et al. Mult Scler 2009.
2) Yoshimura S, et al. PLoS One 2012,
3) Nakamura Y, et al. J Neuroinflamm 2016.
4) Rotstein D and Montalban X. Nat Rev Neurol
20109.

F. #Fges83
1. G033

22

i

2. TEHFR

1) 8 F, BEE RS B ERAL R —ER.
(/A N 72 N (P2 o = 35 AN o0 K S (1 o TN -1
B oS, R e R A R =
SH OEE, I B, SR R, HR M. &5
[l = [E A D> & I 7o MR LAE 0O BE B 1 %
H9 5 N0k, #3300 B AR gy
WS, 2021/10/21, 4> T A B

G. FNHIR PERE D HIRE « BRERIR DL
(FEZET)

1. $FrEUS L
2. ERHEEE L
3. ZFofh L



JEA T BB AR A B & (EEA PR BRI 7E S 3E)
MRESREIRB D= B F v RTHED S BWHEEYE - BRI - TA N7 A > OZEME L BA QOL DORRGEE
Syt ge s

(GRlE4) HEMHEAEICE T DT BT a ) o RIRBURER D 32 & 1% 0 Bf%

WHIE A ARREZ
TEERFPRFBEAIESE R B

SLRIBFTES ANSHER, /NBHRAAF. LKREN, REHFI, RERT, SR
TERFPRFEREPIELE R

W s

HIEFESEDIRRE ORI T B F L= ) URBERGURM OB RZHFH~D Z LI L - T, 16
BOTHRETRTE DI EE2HLNIT Lic, BRHE THRIEMRBEIIED T &P RIS TED T #1725 v /E
(ST IR B S AT LT BIR R 2 BIRTE 5 L 912700 20 X9 RipFiEOKi#EL
(2 &0 EAEAH BEAE DI & 2 BIEH ORCATE OB OUREN T TE D REN D 5,

A WFER

FIEMME/JAE (myasthenia gravis, MG) 3% (fRBRHE ~DECRE)
REEAERD & X7 \ZxE T 5 H PR EAE S AR TFIERFE MR B2 OER
N5HZ LI XV MRIEEREENAE T, SIS BT, BENLOA VT F—2 R arvkr bR
P MR TIRAEL D, ireFral U5 B L CEli Sz,
& (AChR) HUAZ MG IRREDHF.LTH Y | FhE
M2, BRSO~ —h— & LCTHW B C. 7R
TWAHR, T L ORI FSIcmat ST ROCHI#t D AUCIZ0.7. HLAChRHLIAKE A D
2PN, 2 T ARG, G IR AR O 77 A 7 #130.64% / day T o7, HLAChRHL
HT AChR HLIAT DI 2R b o s bR Bl b 1 1% IRIBD R B AR RE & i L TUEZ OMM
DA% & DRE AT LTz, or betterZ R 1A EIZHE < (90% vs 65%, p =

0.03) . MG-ADL scaleZ3 H EIZAL < (i, 1 vs

B. W7t 71k 2,p=004) . AT A FNRELAHEITED -

PLAChRHILIA B MG TR AT & 1R B 1A # 7= (FpoRfi, 8 vs 13mg/H, p = 0.03) , S HIT14
100 H AN IZHTAChRELAAMN 2 I E L 7= 5 53E LINOMMIERLRIZHTIAChRETIA D R EfE <
B (tPaRAEEN60mR; k220, A4, 1R w < (p=0.002) . MMERL E CTOHIM O FJfiE
HIMG-ADL scaletf J:fii8) # /% & LT, 164 HEfERE TR o7 (126H vs340H) o
HECCHIE L= HUE M ol L2 U T o Tk N
O ({é‘f%%?ﬁﬁiﬁﬁ - /ﬁfg?ﬁﬁﬁgﬁﬁ) / /'DL\{;’E :;:i;?oi??z%%ays (66-162 days)
AIHUAMG [ SefRIRIEBLA D S IRRZHUARIE £ Low aroup, 340 cays (204-3565 days)

p =0.002, Log-rank

TOHE X100, HEH%OHAChREUADHIE L
SRR LA b T IETT7IH % (F6PA : 14-100
H) T o7z, 6% B 4 14 % © Minimal
Manifestation (MM) or betterizsk %2 7 ™7 71 4, Bt
AChRHLIARJ A 3R & ST S H & L 72 ROCHRAT %

o
wn

Cumulative incidence of
MM or better achievement

1T\ . Youden indexiZ LV 1G7=H v A TET I
AChRFLIRIB A R fEht, IREREC O L7z, W e 07
FEIZHUT D S in e BAGLAE % OMM or betteri 0 1L -
Ei}ﬁ\ MG-ADL Scale\ Xi: H /l) ]\Wﬂ&i%tt%ﬁi Time from immunosuppressive treatment

L. G5B 4R 14 LLN O MM i BY 3R %2 e

Kaplan-MeieriZ CHigdT L 7=,

23



D. &%

7% AChRFTIAA D 45 1 X MG 0 B IE JE & 4
TLHMBE LW EEbITEBY, Z0RHA L
L CTAChRHLIR D HLFE A~ BLFNVE HNE 1] 45 12
725 TN D 1R, MG DI 2 L 23 A i 42 5 3hs
VOB E CTH L Z EMEESN TS,
— 7., BRR CIXESEE & AChRELAML 23 HiE) L
TEYVJEBIDIFAE R UIE LISRRER T 5 25, A
W TOPURMHER & BIERE - Tt & OFBIICE
T HMEILZ Lo Tz, ARWFFETIE, AChRELIA
fijsi-> % (RR-AChRADb) 73, 14 OFEIEE (T
%) « PSLNARE LB 5 Z E BB 67
oo DF V. AChRFLFI AL, AT A R
FOtEZ S LTV D AIEEMEDR S D MGOD T4
FHRIDONA F~—T—L 720 H D AREMEI VR S
A7, AChRITIAMID 281X, TR B AA F- 1 I R
RS T HAEGICHE - HIBrale T, W
TRIEORI AR SO FTREME DN R S 7=,

E. #&nm

PL AChR HUIAR D RITIRERI A 1 -1k D B 4T
72T & B LT e, Bt AChR HLREE MG
TS IR AR 100 B LAN OFUAMHEIE S
X0, 1EFEBROTHSAT B A RSN TH
T, BIERHMOFHTH~—I—L LTHH
IRAREMEN S D Z EAVRENT,

F. BF7E3EE

1. SCFEE

1) KojimaY, Uzawa A, Ozawa Y, Yasuda M,
Onishi Y, Akamine H, Kawaguchi N, Himuro K,
Noto Y1, Mizuno T, Kuwabara S. Rate of change in
acetylcholine receptor antibody levels predicts
myasthenia gravis outcome. J Neurol Neurosurg
Psychiatry. 2021 Sep;92(9):963-968.

2) Uzawa A, Akamine H, Kojima Y, Ozawa Y,
Yasuda M, Onishi Y, Sawai S, Kawasaki

K, Asano H, Ohyama S, Matsushita K, Mori M,
Kuwabara S. High levels of serum

interleukin-6 are associated with disease activity in
myasthenia gravis. J Neuroimmunol. 2021 Sep
15;358:577634.

3) Asseyer S, Masuda H, Mori M, Bellmann-Strobl J,
Ruprecht K, Siebert N, Cooper G, Chien C, Duchow
A, SchliefReit J, Liu J, Sugimoto K, Uzawa A, Ohtani
R, Paul F, Brandt AU, Kuwabara S, Zimmermann
HG. AQP4-1gG autoimmunity in Japan and

24

Germany: Differences in clinical profiles and
prognosis in seropositive neuromyelitis optica
spectrum disorders. Mult Scler J Exp Transl Clin.
2021 May 4;7(2):20552173211006862.

4) Ozawa Y, Uzawa A, Yasuda M, Kojima Y,
Onishi Y, Oda F, Kanai T, Himuro K, Kawaguchi N,
Kuwabara S. Long-term outcomes and prognostic
factors in generalized myasthenia gravis. J Neurol.
2021 Oct;268(10):3781-3788.

5) Kojima Y, Shibuya K, Uzawa A, Kano H,
Nakamura K, Yasuda M, Suzuki Y1, Tsuneyama A,
Suichi T, Ozawa Y, Misawa S, Noto YI, Mizuno T,
Kuwabara S. Dispersion of mean consecutive
differences in single-fiber electromyography
increases diagnostic sensitivity for myasthenia
gravis. Muscle Nerve. 2021 Jun;63(6):885-889.

6) Uzawa A, Mori M, Kuwabara S. Different
patterns of brainstem and cerebellar MRI
abnormalities in demyelinating disorders with MOG
and aquaporin-4 antibodies. J Neurol Neurosurg
Psychiatry. 2021 Feb 8:jnnp-2020-325503.

7) Liu J, Mori M, Zimmermann H, Brandt A, Havla
J, Tanaka S, Sugimoto K, Qji S, Uzawa A, Asseyer
S, Cooper G, Jarius S, Bellmann-Strobl J, Ruprecht
K, Siebert N, Masuda H, Uchida T, Ohtani R,
Nomura K, Meinl E, Kuempfel T, Paul F, Kuwabara
S. Anti-MOG antibody-associated disorders:
differences in clinical profiles and prognosis in
Japan and Germany. J Neurol Neurosurg Psychiatry.
2020 Nov 20:jnnp-2020-324422.

2. FERHR

1) $BREAZ, MG RENEY 1 X — B /KR
JEE VX EELE ) M E OO B E A — v E RS B,
5562[1] H AMRR F 22 K23, 20214F5 H 19-22 H
gl

2) 5N BHZ, EIEMEEICBITL T 72 b
VAPRE, FA2EIHART 7 = L R K
£ 2021.10.16, AT

3) FHIR W2, MG (281} D5y THERIZEE DO 5,
55 33 [A] H AMRRSE P RS,
2021.10.21, &

4) $E5IR BHZ, EEAEMHIE ) RE ISR D 4y AR
HIRIE, 39 B HAMRIGEFER IS,
2021.10.30, =&

G. FRIRIPEME D HIFE « BERIRT
L



JRAE BB AT e R A B A (AR BBORIT 24 3E)
MRESREIRB D= B F v RTED S BWHEEYE - BRI - TA N7 A > OZEME L BA QOL DORRGEE
SrHapT e &

(R4 ) PRRESess o0 B D R 04T 2021

UiE Wit
e [FAFFEE

YT
HOKZERE

[T R P R kR 72 B S M Ao PR RS 2
] R PR 8 kR 72 B S Aot PR R R

WIEE

VTR IE 70 B C I AE 72 AE 3K & D IR 2 I TR AGR S v, TRIE ORI DN ANR > TE T
W5, ZIZHEOHRIERCOE, BRFHIA 87 MIoER LTz, ZRMELIE CIXERRED
R o A MEEEAIE C 211 TG 316 T E 2 512 biii7= 3 IR SEIUTITH M & BIER D%
BERE2MRTHZ LTIV ERbND, HAAREMRILEDIBRELRINT 20T, BFE X ME
2000 /5 6000 FH & ZENKRE L, IBFEEIIC K VBN RIIRE B ARD Z Lihd, 5%%
AN OB AR RICER L, BT LY AATIXED X 5 BREFICEFEERLZ WD ONnE NI

RTHERZ BT D REND D,

A. WFER

TR S0 oy B T UL AE M A 2 P SR &
(ZHTIEDNETE S AL, JRIEOBRPIE NN - TX
T3, BARICBWTITECHERHIEIC X Y R
FOBHCABICEE L THIRFEERIRN T
DIRBUCH D0, EFE & L TORENGILTE
TNNP— RPN ELT UV, BT HIEFEIRIC
L0 BEERERREENED L D IZ25 T
HIPOHBITEETHY . A KT7A4 L TOHE
BF7NTY XLTBNTHE AR DE 2
DEANLEE LV, = ZEEOHHRER LI
X BB X7 Mo ERE L,

B. WFZE 51k

PRSI BT U B MRl > & | B A
FEE B L O RS R E R i (T EE W)
DEELED . EDX D ITHAMR IR FE 7= DD,
BUEDOEREH 2 2 b, 2 R0%
ZFIZOEKH Lz, £, BCKTOEEREE %
R L, HARDMRM & e L7z,

(fi B~ DALIE)

FikE LT, XMMBBLOA 2 —% v bk
TRESN TV DHMEHT — & 045 B ORBRZHR
DRMERNTEY , BAFREH DRV, £
TZFRHEORIBIZ B %Y Lz, mElER
R TORG 2 ES HHE TR,

C. WFFERER
1. ZFEMERLE

25

2 VEREALIE O BEAF 3R O 4F [ 384 B 1 L R 5 3K
TIEA v X =7z BHA (THREY 7 R
211 HH, ¥ 7 =zu 173 TH), /'I9F T~
— (2 /\BEfF 205 W), FX2 U RX~T (XA
77U 301 M), AT T~ VEEY ATV
(727477302 M), 74TV ER (A
LAtET VL =7 300 M) ThHoiz, —J 2020
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23R VAE (multiple sclerosis; MS) & thAf#REF#iZ¢ (neuromyelitis optica spectrum disorder; NMOSD)
AR R K H CSEMER R TH D, NMOSD OFERE B HURIZT A hat oA MIRBET 77T
RV 2 4 (aquaporin-4; AQP4) K31 Tdh 5. —J7, MS ODIERH CHURITEEH - 4V 25> Ka¥A b2
REFT DM N0 FRHER S TS, PLENS, MS & NMOSD (X TRIEMZ U 7] LT 52 L
NTE D, ARBFFECIIRIENES Y 7R T D MS & NMOSD O H CfE RIEN 5 & 2 H#AIcEH L,
JRELRHY » HUNBRFRIRNTIC LD, Z ORI EA LS T 5 2 &2 B E L, TWERERIENT Tl
NMOSD #I#fMo> ILEA FEHC T, O EHBEOEMHALHIROILE, @OBift - AEEE > T A
re YA F_EAQP4 /T DiHK (pattern-specific loss of AQP4 immunoreactivity, sublytic astrocyte reactions),
@7 A huHA ~BEEROMAEIES (Iytic astrocyte reactions), @FEKIERRAMIE, MCAM Btk U o /RER, I%
Plb~rv 7y —2- 3707 U7 ORMEZZ <R, AQP4 KT v R/VZFER & § % NMOSD O %Y
TRRIENE DY TEM ORI L & B 2 Gz, —J7, HUONBRERIRRNT T, JERR % B 28 055 DU N =8
(ZHET DG IR 251 AQPA K43 1D @R Bl & —E L, NMOSD IR AN £3589~ 5 73, /NIKClif & & P+
FJ ORI FIC AQPA RNEEIZHEILL TV AHIZH D 5T, NMOSD DR ITZ L. Bl 2D, NMOSD
1% AQP4 KT ¥ RV ZFER) & 3% AQP4-opathy T 573, EDIFHAEIILT L H AQP4 /3 R ELDIRTHIZ
FERRETHRT 50T TlEe L, MOEPDORMOERENELE L THDHATRENND 5.

A. WFZEE™ iz xtge & LT, g« /NIRSEIR 2 5 U 7 SE B
L MERE(LAE (multiple sclerosis; MS) & tH4# D HI RV RE 2 1% 7 AT L 7.
AFBES (neuromyelitis optica spectrum disorder; JRBLAIEAT T, A AR AMSE L TUNMOSD
NMOSD) (X AR#E R K H MR T HRRAN - Bl - SERRICHAET 2 RIEMIE & )
& 514 NMOSD DFERH CHtEIET A A Wt~ 2 AR 2R B 2 R B RIS AT L7, IR
MZIEHT 57 7 7R Y 4 (aquaporin-4; xR & U CHE AR AR BT R A U Tz
AQP4) K31 Ths. —7J7, MS OfER B PR AQP4, GFAP, CNPase, MOG, MBP, NF, C9neo,
WXBEES - AV a7 et A MRS L5 Iba-1, CD3, CD4, CD8, CD20, MCAM, Foxp3% i
MO RHERI SN CTW5, LLEns, MS & U & LTkl b 7217 o 72, BEfRICHSD
NMOSD (% RIEMEZ U 7 ERRd 252 &R VT, NMOSD DO F #6952 % initial lesions (IL),
TX 5. AW CIIRENZ Y TIHETH 5 MS early active lesions (EA), late active lesions (LA),
L NMOSDS® [ B4 S 738 | % 42 = 49250 inactive lesions (1A) (Z57%E L 7=.
MLC#B L, ZOREET 2 b5 2k (fr 2R i~ DAL )
ZHME LT AT R P ML B OFA -
RBEETND. FFFEDORIGR &7 DN D A
B. WFZe 5k PEEDTD, A7 7 U MIEIVERO#E %
TR SR 22 AOBRHT T, NMOSD 2015[E BRI R L, mE 2 A EREEAZIT> TN D,
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JHEE - kPRS2 SEN DT A et A N _EAQP4
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EHlb~rna7ry—y - 2707 ) 7 OREIL
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TSR R MBI (BHAER BB TTE 3
WESISR DT EF L 2T S < BIWTEYE - TR YE - M A R T A L DEY ML B QOL DIRIE
SR

(FREEA#1)
(PRI EMEAREP RS | & [ OB TEMEIN A « IIE ] ORWLHE « HEIEE SEB IO
LT A RTA VEEICHIT T-BUR & A% o

BREAHE WA R BBREREBIE MR ST RHE A & — -
BT HIE U0 B IS A P
KBRS e B RRERKEE SN
SEBER AE B LR RERE SRR I R
SRS KA 1L 0 KRR SRR B
KRB (ERBE BIBKOEE IR QR R
KFEBZEE R BKOEE IR QR
LS 1 N P S
KRB ARBER R KRB S RO RN - AR50
KRABEHE TR BN « U v~ F - BUESPR
SFEBEE B S5 UMK RS AR IR
RDFGCE  EHEER NIRRT
WL« T A AR > ¥ —BRERTFZE )
KRABEE B BEERER AN L X RN
KABZESE IEGIS AR K HE SRR
JREBZEE NESE BB TR B

e B

G MR E M A% (immune-mediated hypertrophic pachymeningitis ; HP) (350 23 7E$ D185k
JEIZ K0 B OISR T 2K E TH 5. ENTEMEHPIXFPREHP & ZRMEHPO 2 D25 S,
TRMEHPIZII BT P ERAMIE HTA (anti-neutrophil cytoplasmic antibody ; ANCA) A3 & 72 % 258 A& 2%
PEPYZERE (granulomatosis with polyangiitis ; GPA) 35 X ONAMSEAIZ FE M4 25 (microscopic polyangiitis ;
MPA), lgG4RSE L (IgG4 related disorder ; IgGARD) Z JLffykAB L L CEOLANDH D, FHIAFETEL
% 58 5 MPO-ANCAWEHPIZ &S R RO Z LW RSN LN Z E N TH 5.

H OO0 ST 7EMEN 2% « JBE (autoimmune encephalitis; AE) 13, B CuE AR 75 B U HBL 2 58
ThHY, Atk - BAMEICEREEORE, SRR E 2 ENHBLIT 2REETH D, AEILE L OEER
PR PR R L X, BRI KE < HFLS LTS,

ARFFETITFFRNEHP & AEDZIENE - BIEE BB LOBRI A R 74 VREZ BIIZ, A TH
N7 2EEFHEZ RRMICRIET 5 L & b, S OICRHMZRERRPESZ T L, B AMRTS TR
S AL TN D R MEHP & AE M FR 0D B2 B S & B FE /0 B D 2 YR IS MG E A N 2 72

B3 MEHPICRE LU, MO TR E 50 ACGPAZRAN T2 Z L NEEAR T u v A TH 5. GPAIZH
T %20 DEFRAY I FREENE (20074FICWatts 5 (2 K 0 FER ST FWFFED 72 8 O R 7o sy Fa AL e & 2017
B E ACR/IEULAR G FEELME) 2 9% &, 20074 25 % TMPO-ANCARG 1 HP 0> 86%, 20174 H:#EC
MPO-ANCARGEHP D 24%73GPAIZ M S V5. BLEN G, RRFSHEHP ORI HED K IEIZIE, GPAZILL
D & T HERINZINARDIE B OB ELNE « HFEEOHE E/EHANEETH L Z LB LR T,

AE(ZBI L TIX, HFINMDAZ BIRPUARIGIEAE CIXA T IEIELE 2 R 5 Z E RSV oIZxf L, it
VGKCHEAAPIA (Hlleucine-rich glioma-inactivated 1 proteindiikZ &) BHPEAETIZIIARAE, /NIIEAS A
ROBNIIRNAEZ T2 2 %<, ACHROFEIHIZ L WAEDOIPRIEN 72D, — i, AR
NI TASARESREEATE ) [N A BERSE DOHEMEIC B3 D UEME) OBERKIZRINTH D (Q02UFEIE) Z LD,
PINMDAS: BRFURG AR, DFSIEOFIZED 63,  TEHR O BE T3 5 ERE BT 2 164

CER64RIEEEB07) THIE SN TV AIREHIR OIS O WREMER S 5.

HP & AETITH CHURDTEIEIZ AN U 7 36 7 B IR BB 7 M Y2 I LY E D SR E L RIBE LB TH 5.
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AR, BB DR REMRIA DN BIFIZHETT L T\ 572, JRRBICHI L 72 E) 2 2 W L 1ei 21T 5 Z & 3K
HATWD., APk LIz V= 72 2AF g, BLXORTET U 2A0EMTEA

AW LTEZETA FIA L OFEERHETREITH S,

A BFEHEY

GV ENEE NS (immune-mediated
hypertrophic pachymeningitis ; HP) (X 40% 23 7E
L 78 RIELS K 0 I ORERR D IEE T~ 5 P
BTH D, RPENTENE HP 1ZRRRME HP & —ikiE
HP @ 2 D2/ E S, kM HP [ hlf ihEk
HMIE SR (anti-neutrophil cytoplasmic antibody ;
ANCA) 2351 & 70 D 238 18 S M A 35l
(granulomatosis with polyangiitis ; GPA) I 2 O\A
MREERYZ R M4 2% (microscopic polyangiitis ;
MPA), 9G4 BJ# % & (1gG4 related disorder ;
IgG4RD) % JLffE B & L TR O E N H 513
FRIZAFTL < & 5 H MPO-ANCA [ HP (%
EHIHZEOZ UWRBRINZ D Z & DR
Ths.

H CAEMEMEN 2% - IME (autoimmune
encephalitis; AE) 1%, H .0 Ik 23 B L
HET 2EETH Y, 2k - Mk ERES
R, RN REREE 2 E BT 5 R T
b 5. AE DIFFEOHERITE L4 £ DEER
PR RIUAR T L S, ZWic KRESHFE LT
W5,

AL TIL B AR T2 0GR L TV D RE%E
PEHP & AE O3 B - BE FE /3 FH D 2 4 PR
FERB X OB AA NI A4 VRELX HWIZ, Wk
(AT O T R E R A 2 R iE T 5 &
E BT, S OITFEMZR ERIRBORFEA fRdT L 72,

B. WFFE 51k
FE N AEPEHP & AED RS W JL U & BE /5 8
DB HEREEAIT 9 12012, H—I12, BEITT
b= 2EEFRHE - R HESEOESHE S
FRENTRIET 5. I, 2o 32 vk
OB A R A ANERE RS 5 7201
PR So R iR B AT 21T 9
(fER I~ DECE)
AL K P E ML B S OFA -
KREBTWD., BTG L 72 DA D A
PEEDT- O, A7 T U7 M XV EROME %
REL, BEREAEREBEEZIT> TN D,

C. Wroeit R
NP D BB X3 2 R IR 5 1L
(SFRK 26 FEyEAES 50 5) THIESINL T\ AR
EER X, 1) BEOBENRI 622 TRV, 2) fill
DT B BINE STV, 3) IGETIEMN
L L TR, 4) REIOREZLZVLE LT 5, 5)
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BEBDARIZBNT—ED AEIZE L2,

6) KB ZWLE CUTZNICHEL D D)

WHESL LTV D, 7) Wi TR TS ICB W

TT TR ENTWDLZEDBNMETHD.
[#5E51E HP]

FEFME HP TIE, B2WEEYE & EE B FE A ME

S, BAMRERICE W TEARIN TS
(2018 4= 4 H 25 H)(F 1). 20054E 1 H 1 A5
2009 412 A 31 HD 5 FMICEREE 2%
T BE A RRITAT AT 2010 4EFEAHS [AEE M
FERER 2EFRA ) 2005, RIS T 2 AR
B DAL 0.949/10 A, VIR IEF X
58.3+15.8 i%, #F¥EM: HP 44.0%, ANCA P I
RAZBEE L7~ HP 34.0%, 19G4RD Bt HP 8.8%,
ZDOMOBEEBIZETHE L7- HP 13.2% Tdh - 7=, LL
B, R YEHP O2E O BEEIIHI 500 A L
R &7z, THRREEREO =BT VA2 X
53k L B E QOL DRRFEEIIIEHE (HEE
B) | Rk 29 AEEERFSTIC L 0 IR ISR
DHEEH OEE 135 10% & HEH| X du7-5.

Hliak (GBris Kee) ad— b2 L7Z g
FVRHER OFENTTIX, M TEME HP BB (1993
DD 2021 FTIZH Lo /e HP 55
) o955, 28 H (Aot 18 B, Bk 10 #i,
FIEAFEH 64.9 [SD 11.0] &%) & ANCA [5Gtk
(MPO-ANCA 5% HP 38%, PR3-ANCA 5t HP
13%) %R, T DOMOFRIENENE HP 1% 27 1
Toho7-. ANCA [ OB 221 ] oo H gefil i
102.8 » H(IQR 30~156) Td» > 7=. MPO-ANCA
Btk HP 38 L OVPR3-ANCA (54 HP 1%, #ElE % 7=
MK T (76%, 57%) , Bl SFER (56%, 71%) ,
R AR L F T A E, B L < IXZERR A

(24%, 86%) % fFAF L 7=. PR3-ANCA F5IERI,
HP FIERF AT S L < IXBIRE Z0HF L T,
— G CREMM OB 28 TH, MPO-ANCA
Bt oD 57%1%, HP & ESJEIRZSIZIRA LT
7=. LA E5, 2007 A512 Watts 512 KX D EE I
TP DT D D3 FEFAESI N 21X, 2 TD
PR3-ANCA 514451, 86% > MPO-ANCA [543 A3
GPAIZREY L7=. —J7, 2017 4E% i ACR/EULAR
OYBHRYEICAHE 21ET, 42T D PR3-ANCA B 53
GPA [Z7% ¥ L7273, MPO-ANCA [55M:511 % 24%\Z
HME -7, ZDfthd> ANCA D 1ErE e
JEPERERSS 13 GPAIZREY Lo T2, Ll kD,
ANCA DA F~— D —%Fl- 720 [BEDR
M HP &), B LN MPO-ANCA [t TdHh - T
H HP BRFATH D 7= DI 2017 8 &



ACR/EULAR 73 $EEEHEIZ T TGPA & 23N #
PREENNE, SREENE HP O HLL BicoiE -~ 7=,
et HP OB HED R E I iGM%iL@
& T BRI AR DR OB W EEYE - /3 5E
YO IE/ERHNEE TH 5.
[ B C A mmik]
Amxtémgﬁkirﬁ TEMNER S 4,
A AR EZZB N TER SN TN D (20194
11H23H )(2%2). 201310 H 1 H 7> 5 20164F9 A 30
H O3 =R %2 LTI B &2 X4
ITOIT 20164 FEAFS [H CAEEF RN E 2D
DRI - M) EE IR A CIL8T8IER (
P 364N, Pt 514 N) BEMBI N WIhun
O H EFURNIGIEDAEITS3% TH VW, NiRITHT
NMDAS EIRHURBMEAE 77%, HiIVGKCHE &K
PURBEAE 15%, HINAESUARIEAE 8% Tdh -
728 HINMDA S HAKFLIR G EAE Tlx42.1%
(118/280%1, Ak ENESE) |, HIVGKCHEAIART
{RBEPEAE T1%15.8% (10/6351, /INRRAS A, RiTAT
DS ASE) CIEBAOF, 42K T31.3% (183/584431)
CHES /\fa{% RO LN, THEROBEICHT 5
EREICEET D) (k26 15/ E55075)
ICHASXIRE SN D IREEHIL MO kR AR
DN EN TV ZENMETH D, IIEE
TEE I, AREAE T Eimmature teratomaz id U
ELTE @®TRE & DA D BN FENE AT E
FEDS TS AKERIEARTE ] THY ARG OHEREZ
BT DL OBGXRTH L0, ENLS DO
BRI IR GG CTH D (20214 HI7E). HT
NMDAZZ ARG AE D OF 385 | LR EA A7 T &
WL, IAKRIERIE) T3 ARG DO HEHE
(R 2L OGRS TH D, LLEND,
FINMDAS: FARFUAR M EAEILOFRIE O A 12 B
b od, THEROBRE I 2 RSB 514
) (CERR26EIEEEE50S) CTHESNSIEE
R OLMCE O ATREER S D, — 5, HIVGKC
B A Ik Pt IK B PE AE (L leucine-rich
glioma-inactivated 1 proteinfii{k% & Te) OHFFIE
VR AR, NI AS ARSI AR S AV NN T2
W, T OPFRIE Z FFOBIVEKCHE A IR Bk
BPEAED —EE T8 AR EEARTE ) S ORI
DML TV D ATBEMED S E .

D. #%2

BB L CHRREMEHP & AE & B ICHEEHR & L

muffénﬂ\tcu\ FE3EME HP O Wik
WIEIZIE, GPA % i,cuxbé:a‘éfi%ﬁp“ 4% 5
mg.@»u?gﬁ SYBFEE A EIEICE T 5 2
EMNMETH S, B NMDA ZEIRFURG M AE
X, PRRIEOA D ST, THER O BF 2%
T EHEICET DIEA) (R 26 1AM 50
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IR TRRERE K N2 I B E O SR & AR S L
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F R T U ADEAMITE NI LTS A
Kz A y@%ﬁ%?&i&ﬁ“&%@%a
E. fiim

R PEHP, AEMTIE RO 2 FEYE & BE 4348
D YMERFEEBIME LTz, 41, PINMDAZ R
{ZIK?MZIKF%‘%AEK%E %Y T2 e & EE

SHEOKRE, EEEFREICL ST R
HE BT A RTA VRENPFINS.

(?%%jcﬁk)

Yokoseki A, et al. Hypertrophic
pachymeningitis: significance of
myeloperoxidase anti-neutrophil cytoplasmic
antibody. Brain: a journal of neurology
2014;137:520-536.

2. Yonekawa T, et al. A nationwide survey of
hypertrophic pachymeningitis in Japan. Journal
of neurology, neurosurgery, and psychiatry
2014,85:732-739.

3. Kupersmith MJ, et al. Idiopathic hypertrophic
pachymeningitis. Neurology 2004;62:686-694.

4. Dalmau J, Graus F. Antibody-Mediated
Encephalitis. N Engl J Med 2018;378:840-851.

5. N IR, i FRFSMENRENERE IR S D2
Ut - EPER SIS BI T D78, [P s
BOTET AT KDWY - EIEE S
- A R4 DML EE QOL @
FRRIE) BFFEBE - SERK294FEERFFE#R &5 2017.

6. Watts R, et al. Development and validation of a
consensus methodology for the classification of
the  ANCA-associated  vasculitides and
polyarteritis nodosa for epidemiological studies.
Ann Rheum Dis 2007;66:222-227.

7. Robson J, et al. American College of
Rheumatology and European League Against
Rheumatism 2017 Provisional Classification
Criteria for Granulomatosis with Polyangiitis.
Oxford University Press, 2017.

8. MM &, fh. HCOSEMEMEROEERA (1
YKEHE%*%) (PR DO = 7 A

LW e - EIEE G - WA R I A
/@ﬁ(é P& B QOL OFREE) HFZEHE -
K294 EEMFIE S E 20174F.



# 1. FpIEPENEIEVERERR IS O RO FE e

Definite, Probable Z%{&: &+ 5%,

A, B
1. #EAEVEEMEEER, 2. HOOREE, 3. IR FE, 4. REGEEEE. 5. HEEMHHH
KT, 6. BEAKT, 7. HeFpEE, 8. MEkE, 9. MREE, 1 0. MHEEE, 1
1. VUfi% - (R IR T. 1 2. WilEsfEE, 1 3. REE

B. BrApT A

1. AT A

O MRI't U< X CT A& CHEE L7258, EREICBEL WD Z &

@ MRI % U< 1% CT M CREEED B 7238 380, JEEICRE#E L Tns Z &

2. JREEATR
REJE U 7= BB 0D A= i C S iE MR AR A2 78 oD JERIZBE L TWnWH Z &

C. #ERIZWr
H O B (RS R MR IEIEE, BSSI2RIMAE K, R ERM: 2 38108 R A 3
JEE, 1gG4 BIEEE, B Y v~F, Yradf F—T R X—F = v M, FRESREIK
R, 2HMETY T~ b—7 X BEMRAEBIIRE ., RLBIRE, o — 7 U ERERE, R
FiE, SAPHO SEfERE, 7 1w « TREEMERE, bt - N> MEMRRER L), SRR (B
JERECHEME Y LNl e ), RRYME G MEREIE S . RERZMEREIEIR . 7 A 20, 1P
IV Ny BRE, TAYIVXIVAIE, WU PHIE, XY T T R<HERE) ., HERRE)
R, (KRR EIE AL, B u U UL T T ALAEE

[ZWroHT 2V —]

(1) Definite

ADHS>HLT1HBAU E+BD Y S 2HA (BGRAMN R &WBEATR) 22 L C o+~

WHRERALIZLD

(2) Probable

ADIHBL1THBUEFBD Y H 1HBM EA2T L COEHTREEBEZRALTZLD

[&&FH]

(1) & (38°CLL bk, 2 #[MLLE), BEWED (6 2 AUNIZ 6kg LA E) 223561038 5

(2) 1BrEFEER, B EKEREZGIT 200355

(3) ZFMAE RVERIFIEE, TSNS R M 2%, 19G4 BIHR B 21T U & Lzt
JEPERE RS 2 8801 U 7= B CL R PEARIEVERE RS & 2 W %, RS PERRE MERE IR 12,
PUAFHERHIIE HLIA (antineutrophil cytoplasmic antibody; ANCA) % & 7= H Pk % Fr
DN, MM OFREHIERE D 22N T DIT, T EAREMERERER & ZWr T e WplnE s

(4) MEEMEILRR/T 26006 5

(5) HFHANEMEMERER A R 561058 5

(6) BREFA®S B 1. HEBEHRAEFR T, BEEAZHEATE0IIOQOLQBMETH
%, BEAZHEHTE 20 EDIXQODHTI,

(7) MEHEZERIL RN B ISR SN D Z 03 b D7, SR G A 1T NEHEZR R AT
ST A Z ENEE LW

(8) ZEFHIH1 ~ 5 ERWICHE R FEIHE TIERW

e FEPENL MR R 5% 0D B 53 48

< EEE R >

(1) B{KFEE : modified Rankin Scale (MRS), &% « ¢, IO Z NN DM A 77— /L
ZRAWT, W N 3 EEdRE+5

(2) MREE : @EAEEMEEOEEESFHANT, U, N, IVEOEZIRET D

(3) BERPEE : PAEFSAER M EGT SRS o0 B FE 5 2 IV L B E L, 264 &
75

(4) AT8oA REEICH L, QAT A NMEFEE (FOBO AT 0 A RIGREITVVE i
ALTeld, A7 v A FEESCHIECEEERL KO EEG T AR L, BT 7
WIER), @A T uA R (FoEOAT oA RiERET> CHEMEANTE
T FEEYEGERS X OEEEGRFTANELSEA) Ob0ENGET D
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# 2. HOREIENEINA - JUAE 0O F2 W7 Rk

Definite, Probable Z%{&: &+ 5%,
A. JEIR

S E T EEAERE O BRI, K, REeER O HBLZ RN - IME 2 BE O BT
B.

=

et S 7= H B HUA(NMDAR HUiK, VGKC #HA KRB, LGIL Bk, Caspr2 ik, GAD

PUASE)DMMLIE F 721N EREE O ORI ST b

2. LREUS DB SN EMEIN I B M O E O B CHUR N LG F 7 XM 0 D R
HEihTwnd

3. EIRIR (AT uA R, Vg, MBS LRE, GEmlEE) nEY+5

C. ERIZWr

YR ZE « BMIE (7 mA Y 7 )L b« YaTdiREEte), SMEREEMERK, b
— A K TSRS, — T ARG, A7 B TR (B Hu BUA - B Yo BLiREE) Bhitk:
PRIEISMENNZS « IME, ZEMER BT K 2 R8HE, M REsE, SRMEMLE, SR Eseis,
HER—F = v M

[ZWroHT 2V —]

(1) Definite

ADOB-1 £7003 2 2372 L COFERT REEBZRA LT bD. B-3 X7y

(2) Probable

A+B-3 %7z L COERIT REEBZRIALTZHO

[2E$m]

GAD HiiRLIAN D B CAE M EMEN R I 592 B PR3 b REEEIGAER TH D,

FLARRE FTREZR BB b [RE S L5 23, FRBRFEMD & < Wi EIC A H Th 5 12 i e

IR A AT

H A RN R - ANAE oD EEAE ) J5

< HE R >
modified Rankin Scale (mRS) Z AW T 3L L& %R &4 5.
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FEE AR A B CEEA MR REBUR I JEH3E)
PR RE D= BT /x (S W ALYE - BRERE B - T A BT A O & 5 QOL ORGEE
Syt ge s

GRE4) ¥ T 2« N U—EEREC O MR BIFIHE A J1 = X L Ofitr
SRS FhE PR

LFHTEE OWKSCE:, WHEIEW, e, 7T T%, WG, ATmEE
IJJDjtq'—j(%ﬁm RERIETER BRIR AR

MR s

X7« NU—JEERE (GBS) T, MR RREIM (BNB)DAHENSRIE « HEICB G953, £ DR
R AT = A NTE ETHRA STV o T2, RIS TIE, AMHIGBSEE B kGE /a7 ) G
(19G)23 & BNBH#ERK N B HERAMRIZ M E T B A AT L 7=. GBSEFE HIKIgGIEBNBAERL N S Al ONF-
k B peSEENBATR 2 F RIS &, HEtETEz2 5 X 2 Liz. RNAY—27 = R TlE, NF-

kK BW/RAT = A OHLERY, BERNES TV AEREOZELSCCXCREDEIMMAER TE /2. N 3y
T M A= TV AT A TIEEPES VU AR E H(SNRNP, SNAPCL) D ZE4l, CXCR5D M, claudin-5
KT 2R C& 72, ARWF%E CGBSEEI9gGABNBIN EAIAIZ/ER 3% £ UL snRNPIK FIZ L UNF-k B> 2
FIVEIEMAL & B ATHEME, NF- k BIEMEAL 2 L Cclaudin-54% T2 & W BNBY Y THERE AR T &8 2 Af
Rett, CXCREFEEUHMC LV U LR~ 7 1 7 7 — D ORI RNR A & 2 5 AIREMED R STz,

A BFZER Y (R~ DELIE)
X7« NL—EERE (GBS)TlE, Mmijfdikpd BEHBKRIQGEHEHT DI, LR RFESF
F'ﬂ (blood-nerve barrier: BNB) DAlE A3 FEAE « 1 MM EERIC L KR L. EARRET
(ZBI5-9 5 1), SRERFRACII R AR J\w VLI T EELEL, TTA Y
17y =TV KRR R SN D 2). —DOREICELE LT,
Wi, A GBS A M kMmE s/ n > ) v
G (IgG)% t | BNB PN B MBRERIC/E A S C. WFFERER
T, GBS T BNB it A 7 = X L % iRl L7-. (F2BR1) GBSHEFE TIZBNBIE AL ML PN Bz Ak
DONF-k B p6SEENBATHENAEIZE A>T, FF
B. #F7E 5k {2, C. jejuni, H. influenzae, M. pneumoniaei&yxt%
WRFCRBINL L7 RIS BNB # AN B2 GBSH#, GM1, GTla, GQlbHifAE GBS TNF-
Rk 2 V=, k BENBATE &1,
(288 1) 2MEH GBS76 {1/ i MEA e IR F 24 Bl (32BR2) GBS HE CIIA BB TTHE D fERR
[P ZEME R B 27 BIMER RN 24 Bl DI )~ B STz,
IgG A8 L, B2 32 L=t b BNB HkN (EBR3) /SR T = A FRHT CTIEINF- k BAA/SA T =
FARRRICER &8, N arT v b A= ADOHLERY, BENES T REAEOE
VAT MW T NF-« B p65 ENBITR SCCXCRSDEE N HEZR T & 7.
et L7z, (52Br4) GBSIEE TEIK >+ U 7N H (SnRNP,
(328 2)b ~ BNB N EHIfark i B3 1gG SNAPC1)DZE{k, CXCR5DHIM, claudin-51% T
(GBS19 /= Fr—/v 32 BN E/EH ST DR TX T,
10kDa-7 & A b 7 Gtk & et L7-.
(%8B 3) GBS4 il # 4 10 1gG % BNB D. #%
BN R M BARE TR X CELT B T % CXCRSIZTENA v ZREKD—D>T~v a7y
RNA o — 7 = A TG FRIT LT-. —VICRBT HCXCLI3EFEA L, v~/ 77—
(B 4) FEBR 3 TR L LN FREL L CHEAEIZES ST 5. snRNPIZZ LmRNA S A >
~VTEALT B E GBS22 F/EH T HTnA h e ZBRE LmMRNAEEAET H AT T A Y — A
VT U M A=V U TV AT A AW THERR W53 2N RAEATHD. EiliaTix
L. U1 snRNPDOHEREIR T 25 s il 2 &ML S 5.

36



AWFFEIC L © GBSHEA 19GABNB LA PN R il i
WZVERT 5 EULSnRNPIX FIZ K UNF-k B> 7
TV B IEAL & 5 ATHEME, NF- « BIETHEALZ I
L Cclaudin-5(% FiZ X W BNB/N U THEREA IR T
S 2 AHEM:, CXCRSZFEBUEINZ LV U 2/ gk
v u 7y —VORMMRERNRAZELT S
AlREtEA R STz,
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JEA TR A TE R B & (R PEIR BBORITIES36)
PRESUEIR B D = B 7 AT IS S SWHEYE - BIEE M - WA BT A O & B QOL O
Ak AR

GREEA) AFRIZIUT DR AL T 2« S U —SEERE O RG R B9 F X OVULIE A0 RE o fighT

WHFe s fE i IEORTPESE MeRRENR FRHER
(BRSZATECE N I E SRR RE AR AHD)

LREMFEE I, SFlEz, R I B SR ORERE
LR i AR

st

AW TIEB TR R X Z o« N —JEfERE (pGBS) 16612 L, ERARME L OULIE
VRS A fRAT U 7o, pGBSIX VUL 2 £ & 35 A GBS (cGBS) 68 & bz L, ABZRFD
THEMRCA =27 HMEL | APE2»bNadirE CO BB > T-, Fiz, 19 OFFENRE RO R
LMK o T2, IR T D BOGESCFGIC[BIE 35 £ TOHIM., RiKZEREOFGIZITH R
Fe RO o T2, pGBS & GBS TIEHNE R T&2IZ 21T H LT pGBS TISER S Bl IZ ST
HAREMENR S D, —J7, ERE T RO MK T oMtk inE 4 & X 72\ \ppGBSIE L DR fd
XY, FGZEET 5 TCOMMMNEWMERIICH -7, BLEDZ Ee . pGBSIHeGBS & 1E X
B S5 GBSOMANE U 7= F R HEA & (LT bivs,

A WFFEE
¥ 72 NL—JiEfERE (GBS) (i, FEdhL C. WFFEHH
IR 72 W R AR IS AEAE S B, kI FRET GBS pGBS 153(55 14911, Zc%:641). cGBS 6845
(paraparetic GBS, pGBS) i FEIZfRE L7= PE3OBI, ZetE29B1) D4 D HHREIX T LT
BT & R, B E & R 574 63i%[16-82], 50/%[20-88] Tdb 7=, pGBSM11
VIR TH LN, AFRIZIBIT H pGBS DFF Bl (73%) 1% EROFH KT %t 380 L
BUTBA & & 725 TR, A [EF 4 13 pGBS 72, PGBSTIXCcGBS &tz LT, (L) ABERED
O ERER PR A AT L 72, THMRCZ =27 (il B B i, EBIE
i, EREEITEOGED) 2MEVy (18 [0-26] vs
B. #7571k 24 [6-30], p=0.02). (2) AB7> & Nadirk T H
2013472 5 20204 12 Y BE~pGBSDi4: THi AREEVY (1 [1-10] vs 7 [1-29], p<0.01). (3)lgGH!
B 7V F Y REURORIEKEDN & - 72874 DHHERREIUR DGR IR (33% Vs 66%,
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72, FGIZ[l1E 9 5 % TO MR A2 L2 D
(fiiy B~ D BLE) FGIZ & 235D 72 » 72 (30 H [2-270] vs 32
AWFFEITE SR T OMmEE B DOEKREZT . H [1-100]3 & U2 [3-5] vs 2 [0-5]),
BENOA T —L R arvkr b E2RG AR T RO MK T oM A 2 S
L CEEMfi s iz, 7273 7= ppGBSDfiFEMT Tld, ERLORFEITIN X
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OHFERRE TR OB IXCGBS LV b A B
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pGBS % cGBS & Lh#k L,

I% GBS DAL L7 KRR CTh 5,
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W F

EFNS/PNSH A R Z A L 20104F-LGT RO CIDPR2 i Z57E Cdefinite & 7= [Iprobable D 4t Z-fiii 7= L 7= 1174
O B IARSE 52 . RASHRAR AR AL T L HERE AR BT WL 72 & 2 fis L7z, CIDPICE3 1T A U KIR Y (typical
CIDP, DADS, MADSAM, pure sensory) DWW HUZHPEEMRAER T~/ 07 7 — U0l 2 AR T H 2
LIZX > THEUAMBZRD A BEREG TN TV, Pineurofascin 15591 L O%icontactin 11
KoGET7a 7 ) Y77 T AXe6ATHY, ~7/u 77 —VIC L HMEEGITA ST, HKEmE OB
AR L — 7« BRI OB A RN 2 K DB M S8R E 27K LT b EHEHI X7z, Pineurofascin
155/contactin 1HUIRBERNTIREFIRIG0E 7 0 7 ) VL (IVDg) ST DUNMENRRTHY . A
TuA R, MR, VY X~ TR SIC K AIRENMTOIL TV e, ZHUSK LT, BULMIFTIR
TIIREH ~OMEIEE L~ v 7 7 — VI K D BBEBR B A B, IVIgiixtd 2 G EIX R CTH - 72,
PLEDZ NG, EM it —a X F—ltB\W T~ 27 a7 7 — V32 B 2 LT AR DR ZE
i<, BBEORIC b EEREE Z R L TRy, Fiitt= 2 — o RF—ICB ) A REEED
JREEIZII D &b, w7/ a7 7 —VENLIZLO L BEHMKRIC K DHOBEEREO2ONRHH 2 &

WHA BT 7o Tz,

A. WFEE
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Tk 5 1864 B PR EF DAL E ST 72
EIZET2ETE RO, AR, BREIOK
FHT XY CIDP OJRBI S EUC BT 2 24 A T
RET 5,

B. Wik

EENS/PNSH A R A » 20104EEET i D CIDPE2
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U 72 LITHI O ERIRAE RS, R RS R AT AT L
FIEREA R BT L 72 & 2 Mt LTz,

(fER I~ DECE)

ARFZEIE, ~ YU R ESBLOAZNS L
T 5 EFRMIICBET D mEhfest 2 8F L CF
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LTIl A5 SRR EE 2 B5F LT D, ARAFSE
BT D e b RAERARIL 2 W= HUA D ZER &
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R AR L T, BB L BEEIC O
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Tk - KBMNET LTS, 2B, b M
T B KRARARRNC DWW TITE T OBHIT LD
—ERL L TIMNIL B AA, KR THIEERND
T T,
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distal acquired demyelinating symmetric

( DADS ) 21 #i |
demyelinating sensory and motor neuropathy
(MADSAM) 155, pure sensory 154, pure motor
4], foal 14| TH 7=, Hineurofascin 1554L
{K% typical CIDP 5 &DADS 44, $icontactin
14L4ARZDADS 161, HUALMIFTA % typical CIDP 2
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multifocal acquired

D. B

W e~ a7 7 — U KD WISk D
EFNS/PNS 22 Wr 2 ¥ CHL & & v 7z U K 9 Al
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(4@ L7-Re Td o 7=, Typical CIDP & DADS
T EPUEBMER N EEn TR, Z0H b
Hineurofascin 155/contactin 1L MEW] LR
B 7R 2 A4 5 2 & Dy BISE U - R BT
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L CHILMLBUAB BN E AL D CIDP & L CF
JEDRWEE AR L TEBY, 7R OCIDPOH
BEICAD EE Z BT,
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WAy FE Al —R!
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Eﬁ e ZRMEMEE (MS) OFRIEFMENF20~401% CALIE I RE/4En I — 89 5, IEIR O RMAT

é‘L‘% Ik L CHRIBEERDME X Th2~D > 7 NSt E TR 23 TCE T 5 72 0  MSOUL RN 1 3R 2%

ET D, L ULHER3~6» HITHRENROLELS DI EDRFETH S, ITFEREBEMEDE &I
ot D MSE GHENRE DI ST EFE N EECHR A S A IR INSCIEAR HE PR ) HRFIER T AHL N E 2D
THBUEL TS, DMDE K% OMSE JHENE D R & B Qs 2 B 5 2623 5 720, B B fia245] o
DMDAEHRIIRRR . AEURHEICPE D B ~DFE, A L i3, EDSSOELAEMET L1z, D%, MS
A PHEIRIC BN TRHMA HTAE IR & b EsHIT B AT C EDSSA & 2 B b7 L, IEIRHPEICLE 5 ARRIZPETS F-H
O FEFITME] A, T LA HER P~ NIRRT E V @l T o 7=, IEURATDMD Y - /SR 03 HpE
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WCEESET, 2L T, F= Inl OZFNEN
OT 2 JBREEL =0T 2 EBER L,
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ZRMELAE (MS) OJFEER & BEE T 2R EOBNMEKEZ FE L, RETE MS (SPMS) &3
DOFAFRIRN O HEEHER Lo, YHEREEE~ 7 REE ST/ b F— F v T 22BN T,
PR AR IR 5 Th17 MR OB 7N & 3512, SRR & bl U T ORI E 2 B L7z, &6
(ZHBERE D5 ) DT OFER . YRR A FF oS LT, FREOMERE SR OHiE & X
VL. IR RS A E ORI IR 23 R B9 5 Toll-like receptor 5 (TLR5) 7 =2 k& LT, IH%
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BT D RFEOBNAEEZ FE L, YEEEN V. (T EHE, RRMS B, SPMS BED 3 B B %%
MRERIE LA B S D A= AL LNNIT IR S5 ARk & IFIT SPMS BER LA I M
5D & HINIAMREEIT -T2, END BERBFEIET D Z LB L7, RRMS A&
FAEN D HLEERESE L7- ARK & SPMS R #) 1
B. W78 51k B L7 BRROES ) LD EIToTc L
SPMSHE D HF A7) B MS DI HEME 2 1T £V 5. B HROBPHEEERICE D 586 & 5o
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~ U ADBENICES SET-, WICERMAEC
TEE R (EAE) Zi5E%, MfEED D. B2
W 2 il 3 5 LIl MRS s T WA OEE M ISR B o TR Y . BN
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WEE & X7 13, W RS A R O RHIR R AR 23
(fr B T~ OB FEI4 % Toll-like receptor 5 (TLR5) DOF =
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72, Te b &SR E T DHIELRMIRICEE T D MM WITECED S T EREMESH TV, X
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AEBmB R E R AR AR RS B
FEFIER  SIATEOE N ESCRBREREALTRE R o & —ERIRATIERR
SHRMRTS AURERE R R R R B

s s

LM LAE (MS) XA A RERY & 32 B OB MERIEMEREIMER B TH Y | R L A0 K
L7eld D, BEERY AR ECRARERERE L 92 L 2R 2 RER Ch 5, BIfE, 10MEETH D
BB ME FH ATBE & 722 0 AEERDOBICK I DOAFZEIL. XV 5877 72 5 BESRTAIR (high-efficacy therapy,
HET) ZEHNCAT91E 925 (low-efficacy therapy, LET) LU FPHENIWZ EZRLTWAE, LA
DO REDEOMFRIFED TH7< . BARANIBIT D2 ET V AIH LN TR, Foxid, 444 OMS
B (HET 1944, LET 2544) ZxiE L, 2FMOBIEM LT o7, BIEHIM O R R R R0 IR
HEPE S BRI WAL CRIR Th o 720y, KBTS EIMEOSIHUFEFE & S 4D no evidence of disease
activity-3OEAMCRIFHETH THEERTH o7-, & HIT, HETEHETIILETEAIC L L, SMMAREIRD IR
THEERBEBADRIZL LAKRENST2E OO, KIMEESCHEIIKAE (BIREE, #%) ORI
BfECTH o7, —BULBIBIRAET VTR 2i%% b, HETIX, A2 RINCEEkE, AR, H2
WEE, RGO TR 2 B0 LT, AFOMSERRIZIB W T, HETZ 3T 5 Z L IC K D RE X
74w ME, 2FEE VW FEHIN A TEL THLREVWEE X DL,

A. WFFEEHDY A L, MEErm 22 2 b 2 M Lo, JIMMRT
fEMTIZ X FreeSurfer ver. 7. 1. 12 L=, 18
ZRMAAAE (MS) XA AR &5 5 | FENRIL, THXIVA~T L7003V K%
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(AT L. BRIROG A IIBEN DR TE A F V% low-efficacy therapies (LET) & 43%H
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WA, WCKFEORFFRIZ L D, B 5 B score (MSSS) Z [HEZNR, MRIA F ¢ F-— D
D3NS B D T EMMZEMICR S B/ L TS % T B DINRITH B AN T — AL IR AT
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20164F4 H 72 5202043 H O IS & OFT R HORER R R, FriE sl e E
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