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Table 2: Prevalence rate of MS in each calendar year

Calendar Year
2011 2012 2013 2014
Male 0.010% 0.011% 0.011% 0.012%
Female 0.020% 0.021% 0.022% 0.025%
Total 0.015% 0.015% 0.016% 0.018%
Female/Male 1.92 1.83 2,06 217
Mean Age 428 425 43.0 43.4

Fig 1. Percentage of prescribed DMT (Patients prescribed DMT = 100%)
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Fig 5. Comparison of medical costs with similar diseases
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- —RERAE [ B ORI N E 2 DD NS  IMIE | &
KGR LU 2E — KA L T T T, FE
A x5 &L Cid NMDAR 4%, VGKC s 4¢, AN
JED SR BETEL TODHD, A—RFHAETIL, fEEa
BEZRO ETAEERT () BRYYEN S ESN TV,
(2) fife ez B CHURHT NADAR $ii, L VGKC
U, U NAE FUR) RS TS, F2id, iR
FEINTEINT D) D 2 AT LIzb DEXREL T
fEa% 28 2013 4510 H 1 B2>5H 2016 429 A KETD 3
RN UTE I S LTl W, 7eds, 77
TICRERHENKE T U CHERIEEEZ T QLA Yl
— A7 RN 2% | R C<EER R E 252 1T CUVH L



(2)ES

— 7 2R D 2 FEBIZRAL TR, A RO —KFHED
BN THLEWRELIZ, — R R bz s LT,
H SR PEAN S I B A 22 DR DD L5 25
NDTHRENEL ]| TIARRESNEE | DR TN
FrL UNERH O 5 BrOWT 218515 5 2 E
BEBEDY S| TR O B T LR AR DO T- 0

H AR 0) fF
R ST K D FER 0) fF

ZRESML B 2 =N LD %E (0)

G. FHIPTA MO HIRE - BRI

DAESE A~ =TV 2 I (g LRREERGER Zel
WM TR R R ORI LR L
BFZEBn)IC 5 S%  BILMEE AL (BIE 8 D)l 3.20fl %L

JOEENSHIE L7 4850 Mgk iz 1 RGHA 2 A D5

L7=(Hh 4 20%) .

« YRR T SN TIEB B LIRE Do T
BE LR 6T L C IR B A 255,

M ERE A~ OBLE : IRFAEDOBRIRIZENL D, 1Ak
SRR S I IR B R FE S SR TR R R R P IE S SR A
REROARERZHZLLET D,

CHFFErs R

BUE — KA DR R A EF T CThD, TR R%E
HEIZ TR ATTV . NMDAR fiX48E VGKC fi4
R FEAMNAE (ZBIL CRo MW SL Ve L B E B 40 S | A e
IR ARG 2 T E ThH D,

D&

ARFRAIZLD, BEE BUTOIRREZ DR, 2
Wr i HE SR B D at AR e AZE T, B
FOMAMBICER TEALDOEEbID,

Ef&#%

AFNZIT5H H C AR MR IE < IE D SEREHLHE D
OO ERE FIRELFBL, —RMELFATH T
1%, AR KT ~T T T

F AR E

(1EW
BEERAE S 0)
JRE RS L DHE 0)

NP L B a—)c L B%E (0) 1



TP MR « TIPSR IS BT DIRIR, Wi, JRH, BRFAIRR

SRR . R4 HERE—
B EY

PR R BB T PR 2

MR E

23 MERRAVSE  (multiple sclerosis: MS), fHARRIFHER (neuromyelitis optica: NMO) @
W - EIEEERIEA VR L MS IR A R T A L ORHEL L7z, E72 MS/NMO DA fE
NHEEDOUEIZ DOV THRSFGE TR L TIRE 217272, NMO OF Rl B 0
FHY, MRRERAIRREHZ LD NMO OFFEHHRZA TIEH OB L OM%A, BRVEE SN
<, WEAERICEMLOREENEZEZbNDZ LZ /R L. £HETHIC MS - NMO
DFFHTIE GLUT3 R° MCT4 241 L7z R a-CHR B D[R E 2 FLH L 7=, MS O FJE
JE, BEWERAT R, BEERHLC HLA-DRBI*04:05 J OMGER /BN H 5 2 & 2T 5>
\Z L7z, £RCKE A E BARA MS OFEES MRI AT RO B X 0 /NME BT A AN T
<, BOKRB A L RIERICIMATE, BEAME, REROESIKAERE L BEEEICADRE
HAF8 7. 3D-double inversion recovery VA2 & D HARN MS BB 23510 2 BB R BN
SEFEIZBIE U, HLA-DRBI*04:05 TR H CTIIREARBNR DN 2B NI Lz, 7
N E—PEFRER DR AR EEZRZZIES Lz, PR #E A ISEE (Combined Central
and Peripheral Demyelination, CCPD) DEERGKRZEFHFE 2TV, £ OEFHIRHE A Wt

L.

A MFFEH

ZAEMEREALAE  (multiple sclerosis: MS), ff##E
FH#iZ (neuromyelitis optica: NMO), 7 h E—%
FREIE & o T FARFRIR R D BE PR i D R2 I
He, ROBRARME N Z B L, KEDOETH
R AR 5 LTI 5.

HAANMS, NMO DR - iR 2
BT L, REFRIET RS Z OB AR BT
5.

HAX A 5 i E  (Combined Central and
Peripheral Demyelination, CCPD) D 2=[E i & & 2%
A LTV, £ ORIRIVFHEZ I 2NN 5.

B A9 51k
1. SRV - (AR HRZHIEER S5O
(2 B FE L HE D AERL

T T AT RS R O R
B« HIEFE Y - 16T VT U XA ORENTRFSE
BED MS/NMO % ORI Y BEE 2 2 LT,
W ELYE L HEE AR L, BRIRER A AR

DF— 5 it LCHBAE T L, Bk
WO EAT .

2. WiBEMEER 72 b NIRRT 3 T 2 BRI
AENZEDOIER « UGET

MOMS/NMO U —3F% > 7 7 ) —F T A —/LZ
TEREZENL, MRGEESEER~EHT 5 Z
Ll L7z, QEUBNHERE D B R E O 5 e
REGHRAE L LT, BCKTRIEAW LT
% Brief International Assessment of Cognition for
Multiple Sclerosis (BICAMS) @ H AFER A EA$
%. Z®sNvy 7 U —{X Symbol Digit Modalities Test

(SDMT )
(CVLT-II) , Brief Visuospatial Memory Test-
Revised (BVMTR) @ 3 2D KA A VDR S
NTEY, 2IETHH 15 9 THITAREE Wb
TW5. @7 b — %k ZRCITEIIN T
FREST 2 ATV, PRRR S0 B S5 Ja ~ il DR R A A1 B
RewiToz e L.

California Verbal Learning Test-II



3. HIAPRAFBEIC BT D R 2RI HEN B O 1
RSB 2 MRt R R - R ER RO ST

®  RRLER AT

FHEMRIZ 37 27 TR S, 3HEARLLEO
FHFEREAL, R TOFEEN 3ELNTHD
SN % 7 L 72 NMOT7 #il(Wingerchuck © 12 & % &
5T NMO 2B A4 7-97), NMO B B (NMO
spectrum disorder, NMOSD)9 5] % & 872 16 (15
B350 AQP4 HUARSME) & 1 AQPA HLIAFEMEA iR
SINT-SRMEELIED 15 Flzxtge L Lz, Tt
MRIT2 SRR E A G T - & bR ST 5
JREZRGE LT, IREE L HE % 6 DO
£, wiiM, HOEs, %R, A, MRS T
S oAt A R A L7z
®  {RRLHNEL AR

NMO OH[f 10 1 (9 #iliEL Wingerchuck & (2 X
% 1999 40D NMO 2l f& e 2wz L, 750 16l
%ET NMO 2k i/ 97), NMOSDI fil % i
W7z, NMO1 Bl D451 AQP4 HLIRASHIE S Aukstk
PHER S LT, A 50 st L, 7 A
R h~—H—& LT AQP4 & GFAP, I =T
Y ~—#h—~& L, Kliiver-Barrera 4{4 & MBP
Y A i L. ~/n 7y —Y~w—h—L
LT CD68 S et & T L7z, Yk o Dok
ITHFZET 11D 5 5 6 B (FL AQP4 HLIARESME: 1 151
Zate) IR R C AQP4 Yt EME T H L <
13742 (preferential AQP4 loss ), 5 FllE i
BT AQP4 BN ELERIIPRFF (preserved AQP4
) SRTWLZEPHBALTERY, 2 BT
TR0 A % el R L7z,

4. HARAN MSIZHIT DR KON HLA (2 X 5 R
B oEN

g (Ab#f 420-45°) L HA (AbkE 33°-35°)
X0, MSHEFE 434 N (hifFiE 247 N, FdHA 187
N) EfEEE 394 N (dbygiE 159 A, B HA 235

N) ZRGE L THED, BAROMALD MS ORFR
%%l U7=. %72, HLA-DRB1, -DPB1 7 L /L
DBEE &, BRI 7 VVDERRBIZE 2
DRI OV T HLBRT LTz,

5. SRV, HiMREFHRICET L7 1=
— A« FLERH IR ORI BRSO A

MS6 f5il, NMO3 i, dEarEHMmIE 1 41,
PEPEREREN S 1 B, i ZERE R SR A LSE  (ALS)
4 B, PR RRE (SPG2) 1 i, #ATHEZ
Bk BB MMAE (PML) 1 5, EAEF,EJE (MG)
1 #il% Hvy, HE Yfa, KB Y2z GLUTI,
GLUT3, GLUTS XU MCTI, MCT2, MCT4 ®
YA T Uiz, D7D, TA e
RS L LC AQP4, GFAP, Cx43, #+ VU 25
Fet A MU UfEEE LT MBP, MOG,
MAG, Nogo-A O#Edutaz JiifT L7=. APP O
PE Y a2 K0 B R O R A M T L 7.

6. HANEBKINADZIEMEMALIE B DM MRI
Bt 7LD ELigeir 78

74 A E NRBROE 2 A TIL,
Expanded Disability Status Scale (EDSS) 7% 6.0 LA T
DEENT R —INTND. R—=RF A 1
WBAFARETH > 72 HARANMS BHF 95 A, ERM
A MS BFE 84 NExtgel LT, T2m¥, T2
BARRE, T2 WEOSHICON TR Z T - 72,
F72, BARANMS BEHE 98 A, FRINNA MS BFH 276
NDWERE, BOEIK ABERME, WK AR %
ML, SIENAx (FSL) Affif] L CHE#E (L L7 &
THg L7,

7. 3D-double inversion recovery {512 &5 H AR A
MS (28T 5 EEREOR M & 2 ORI R
%



20154E5 H 1 BH225 20164 6 A 30 H OHARIZ
Yk T 3D-DIR {£4 & T MRI 2R L7z, #it
AQP4 HFUARRENE D TLfFIH MS BBF 92 A a5 & L
7-. CLs 1%, BEWJHEE (intracortical lesion, ICLs)
ERERERE  (leukocortical lesion, LCLs) (247
HLUTHEL, HR v 7 L0 y@ESny- HLA-
DRB1 15 XU DPBI s 1% & ek R #] & O
B A 1% 5 AR AL R AT L7

8. CCPD D& [EE 4

CCPD DEER 22 %2 OMRI LB & 7
72 T2 BEFRIREND L ITFRlcA LD D,
& D UMIHARRIZ MRI F721% VEP TRE % 7 &
»5, Q) RMMRAERAE CHEECEET DT
RaHEDD, @ FINEEBP LN TRV EE
B, 2007 FES 2011 FOMICEREREAZZZ2 L
ToIEG 2 REGIT, ARRNEF = d OV R iR
BLFRENEEET 2 1332 sk ok LA 2 90 L
7. —IKRAEOEIERIT 50.3% (671 ftigk) Th
D, 41 Mg T 57 JEBI A MRS Lo, SRR ERIRTE
WMEWRTDHIOOT v — MERO KA IX
38 Jifig% (92.7%) T 54 JEB] (94.7%) [AIL L 7-.
PRRAREE B DAk F A D7 &b 2 DOFKRM
PRRRIZIWNT, Wiz R 2T R & 7 & 6 D IE
Bl L ED, ORI ST 8D, Rk
Bl 14 Bl & RO L, KOS 40 SEF] CERARIG O
EIT o7

(i BR M ~DALRE)

W OWFSE S LN K F TOMBEAIC LD
FATHIEMAT R AT &, HFEICKDREE
iz, EEFREIZ OV TUIFZEIZ OV TORE,
BAGEIZONW T =7 A F&2E L TAF L.

ORIF WIS
1. ZRMEBLIE - R FHAZEEELR OV
(I EDERL

PR & JEFTE ~AF RS LTS W kv - S
FEG 2 LU TIOR T,

b AL YE
1. Z30Em{iE - MS  (Multiple Sclerosis)
2010 4E24T McDonald F&¥E % — BB ZE L7z,
A) FIEEMRA MS O
TRED 1) HHWIE2) &I L &35,
1) HRARANORIEEBBEICER T2 B2 D
D REIRAIFEAED 2 [FILL Ed D, D DR BRI
RIGEHLS 5 2 HUL EOBREEHT D, 1272
L EBOIEEIRAOREIL & 1%, ERT O FA2 2R
IC X DR, WMEORNEEOF2 Db 5 BHE
BT HHRFHERENM (VEP) 1T X DR, &
%\ T E OMRER & 5F 2 5 B IS8T D%t
JEFEAL T O MR X 2 AT L OMER TH 5.
2) HARAHRAN O RIEEBBEICER T D EE XD
N, BRIIEERAEEILO & B FER IR AED D 7
<EL 1TEIBY, X DITHARIRRRSRE ORERI
7272 2 F B RRIERE, & D WIXLLFIZE R
INDMRIFTRICEVEE & 5.
MRI (T X % ZEMIIZFEDFEN : 4 D00 MS (T8
B 7 PR AR IR (M= P, BB T, 7 b
T, B 02507 b 2 DOMEHIC T2 I
R EU LD GERIRE Th DT,
M 5 W ITEREREE 2T 2 BEFETIE, b
DIEAGE D BATIR BATIRINT 5 .)
MRI | & 5B DOFEN « EEIEGEMED T R Y
= LIEIRAE & BEREENE O IEIE IR S DI AL
FETD (DWODOREETH X)), HDH VT
LR DIFROMRIZLEARTZEDE (WODRERT
X)) THTC B U T E N i E
D T2 I/ERKWHDWIA R =7 AEEREN
H5.
HAE (%, BEE) LiL, RO 2k RIE
PEMLRE A~ MR 70 BE OERE  (BIfEDIE
Bd 2V E 1 IR EOJEETH LWv) Th




D, 24 KFHICL ERRE L, FEECRRYYIE DS o\ RE
b HOND Z ENUETH D, JERNEIERE
1%, 24 BEEILL EISh > THRD TS O TR
AU B 70, ST L7 ERET 510, 1
H AU EORIER S Z &N THD.

7 LY, thoRBOBRINVNEETH
5. FRNEROBMERAEMEN TR % (ADEM) 23
SO DA T BRL 2) 1A L.

B) —kMETR MS D2

LR OFROEST GEH DL E OB
LZCHWT %) KL TD320REHEDHH 2D
PLEZAG7=3. 1) & 2) @ MRIFTRITERERZE
Th DB, i d D WITEER - =5
LHEETIE, Z10 OEREOETHIIIRAN
5.

1) MMIZ 222 5 DREILS & 2 (MS IZRHERY 72
MR JEH, REE T, H250E7 v FFIC 1ER
FDT2IREN B D)

2) THECERIMZ OGN H 5 GEEEIC 2 [
PLED T2 RN 8 %)

3) BEK DR T R(FERESKENEC L DAY
A7 a—F NN REWHDH NI 1gGA T >
VSN

72720, thOEEDFMEZENNLETHS.

C) RMEHEITR MS O

FREMA L LCTh 2 MR L&z, 9
B DRFFE IRV G 0 BRIk A R & 12 it
1795.

2. AR NMO (Neuromvyelitis Optica)
NMO OZWiHEHE L LT 2006 40 Wingerchuk
O ORI - 7=,

Definite NMO O 25 #E  (Wingerchuk 5, 2006)
® iRk
® kI
3ODIFFHAED H B EH 2D
1. 3HEMREL BRI K Stfger) 7o Fr il MRIJHZ

2. MS OO MRI OFE#E (k) A7
S0

3. NMO-IgG (AQP4 Hifk) Btk
I MRI JEHE X Paty O JLHE (4L EOIRE, &
DV 3EOIRENH D ZED 5 6 1 EIFANEESE
WZhsn) 75

L7 L AQP4 HUIKBGMESEFIIC1X, EFRo
Wingerchuk 0D J ¥ 2 i 72 - HARRR J% & BB 17 66
ROWE AT DHIEGIZT TIEARL, HREd
DV O WT T OB E BT DIER
H5. FTHEx DIEGNED DV ITEEE GV IMR A
EETLHZEHLENTIIRY. £ 2T AQP4 HU{k
Bo it CRESIEE PRI A 2 & b2 D BAIT,
OB BRI S E, NMO O#ilE (NMO
Spectrum Disorders, NMOSD) (212 %. NMO T
AV I m—F L 1gG N » RiZ LIZ LIt T
»H5b.

NMO D FFEDEFIT MS ITHET 5.
3. Balo J55 (2N 2 —[A].0 F A LJE)

JHERLE 7213 MRIZ TR PRIRIFEE A Rl T =
LHHbD%VN.

HAEE M

FREHE & LTI, Kurtzke OfRAREEFE (EDSS)
DRl HENE>EDSS4.5 L Eaxdg e 9%, nk,
BAPEFICEL TE, AARIRFESOMEARE
PEIEOEEL /M (FRd) oI, I, VEO#HZ
RGELTD.

LB BRIERLT) 0.7 LA L, D ofilEpsesssa L
OEE - FGEWL) 0.7 AL, HlEFRAEDH Y

ILEE : FEIERL) 0.7 K, 02001

IVEE : B IEHLST 0.2 A

(7 MBIEGL), e BT, BRAFRGOROH
EEERND. )

AR MR RERE TS, AR D BRSO B PR M
% (Brief Repeatable Battery of Neuropsychological
tests : BRB-N) 72 XD /Ny 7 U —% U =WF5E0>
O, R £ - ERAE AL S LT EENR



DHNDZEBREMEN TS, 7272, BRB-NIY,
RAREFSCW S OBIfR D, H % OERR OB T
TSI CHL Z B TIEIND. £,
BRB-N%:H%\%:F% ZRBWVWTh, BRERTIEER
MR RERE S O EREE OHIEICE LT, ML
%)0)75%61/\.

2. WBEMEZE B b ONTHERIR BB BRI
A8 NEDOVERL » SET

D ZFEMERAVIE + AP BE 2% 0 1 PR i A 18
NZEOFHAIZ LT 104, BHAICH LT ot
DERZMRGERFEE R~ L. @@k
MBS RE D H B ER 0O I F AT RE 72 il 5 A I
BICAMS O HAGER® validation %1772 |-,
T AAROER CHEHTE 2008 5 nERitd
LFPETHD. QT b — IRk FEMLAFLE
HET, WSS - AR TR A AR &
B L, MRRGEE RS R g L.

3. HLMPREFRRIC R 2 KRR OE R
ﬁziﬁizﬁéﬁ“éffﬁlﬂﬁ@@% - PR B SRR IE

®  HRRRHEIRHIRRES
HU AQP4 HFLIREGIESE 51 O F5F /K T Wi il T DR Sy
L, A/ 7/15 (46.7%), HLES 14/15 (93.3%),
%A 14/15 (93.3%), HiZR 3/15 (20.0%), MR
8/15 (53.3%), % 12/15 (80.0%) ThH-7=. il
AQP4 FUARFEMEIER] CTIXATA 7/16(43.8%), HLaEH
13/16 (81.3%), #f4 13/16 (81.3%), mi%E 3/16
(18.8%), {52 9/16 (56.3%), %% 15/16 (93.8%)
Tholo. ¥R E LT, IKBEEIC
T2 &5 523 H-shape ££23 1/31 (3.2%),
BIKBEE D) 753 2/31 (6.5%), Snake-eye £k (]
MATA) 25 431 (13%) THRD, TR
AQP4 PURBBTEIERI CH - 7. F 7= HEBEFR O
xSRI T B BEREWT % 2 (holocord lesion
with spared peripheral rim) % 2/31 (6.5%) T#&

NATSY

Linear (—

7.
®  IRIRELIIRRES

Preferential AQP4 loss #f TlX a1 13/27 (48.1%),
HULER 12/27 (63.0%), #%44 15/27 (55.6%), HiZR
1327 (48.1%) , Al & 1727 (63.0%) , f& &
17/27(63.0%) C & - 7=. Preserved AQP4 Ff T Hi
4 7/23(30.4%), 0D 8/23(34.7%), %4 8/23
(34.7%), Wi 9/23(39.1%), 1HIZZ 15/23 (65.2%),
%% 14123 (60.8%) Th o7z, FFEM7RpT R & L
T, GFAP X° AQP4 Yt CHE O M & &
PEIRZEDN 4/11 61 (36.3%), FVEBEIREE F2MR7-iL
7o HF RN ES A (spared peripheral white matter
rim) % 3/11 61 (27.2%) TiHic. —F, itk
I 5 PR 28 VXK A ClI iR C& 7o 7.
4. BARANMS BT D5 K OV HLA 12 X 2 ERR
B DEN

HLA-DRB1%04:05, DRB1*15:01 2XMS (2%} L
U M A 7R L72. DRB1*04:05 ([ ek <4t
LT MS ORBIEZMET LV TH-7-. DPBI [T
WRBESZMEE OB ZRD R o 7. it{ﬁ D
MS I Barkhof 254 % Jif 7= 37 MR 995 B 1gG
B2 BT RN ESEOED MS FHiflad 235
—J5, F HAD MS X MS Severity Score (MSSS)7}
B C LY HEAE R 278072, DRB1*#04:05 %
O MS B TITIIEF R <, Barkhof J:¥E %
7279 & 9 72 MR BOHENR [eG RE 42 275
AR BIEZR MS D% hoTo. ZEEMITTYH
Barkhof JEYEZ{ifi 72 3R B, BEIE 1gG FH 1Tt
LC, fHEIZIED, DRB1*04:05 (X H D58
Zoax L7z, F£72, MSSS (& xt L CTIiLfkE -
DRB1%04:05 & & ICA DRV Z /R LTz,

U
it

5. SR, SR RICRIT S 7=
—A - ?LE&J’E%O)@ﬁﬁ@%E’%ﬁﬁ



MG JER & EFEH = he—1 & LT,
GLUT1 & MCTI1 VI PN RZ fARLZ I < 38 BLh e

EREINT-. MCT2 & GLUTS3 AR <ol 22 1
LN, MCT41%, 7 A ha¥ A MIRIRE

D, I E JE PR 2SRRI b IR < A LT
72, GLUTS X7 a7 U TICaEnHr L o b
ni-.

fdfE 2 B ClE, &N D GLUTI, MCTI
IFERIIRT L, JWERAOREFEIRO—EFT
GLUT3 3 BULICHE L T 2. MCT4 IR T
FEBUKT L, BEEOKIEET A a4 h T
PERFRO BTz, RN~ v 7 7 —UR, Uik
HOIEMAL 7 1 27U 71X GLUTS #9< BB L
TWz. PML O s 5 Tld MCT1, GLUTI &
REFSNTEY, ST A hat A Tl
GFAP, Cx43, AQP4, MCT4 |34 CHRILLHE L T
Wz, MEFEEOT A ha YA R EggEIT 5T
1B#E L, MCT4 DL @AM SR T LTz

MS ORI B2 B T
cuff 2 W58 5 MAF 1BV T GLUTI X°
MCT1 ORBUILRFF S T2, —J7, & E P
DT A haHA hREEERIZEIT D MCT4 DR BLL
flF LT 2. GLUT3 (2~ T
TIAPUZRBUL T L TV DRI E A L DTz, &
72, GLUT3 [ZFEFEHHZR O —H#F TYLAMED TR &
NTHY, APP OYefa 2 — L LT,
GLUTS I, 5N X OYR BB OIEMEL 2
sua VT [=7 87y — Y CHRNGEEMEDFE
Bz, NMO TiX, @EICEELET A et
A M ERI LD EMEHRE T MCT4 136 S
7, MCT1 = GLUTLIZfRFFS LT\ e, 7z,
NMO ZVEH B Cld APP CREE IC Y S Dl
R KIGIN R IER &5 2 DD AT RE @RI
F &8, GLUT3 X MCT2 1 L& CHH T L T
AV

, perivascular

6. HANEERMADZIEMERAVAEEA DM MRI
AT R0 Fe gt 52

AARNBE TIE, RN AR & ik U R T
T MS OEIEMELS (p=0.02), EDSS X}
Multiple Sclerosis Severity Score 2MEAET (p=
0.001, p=0.004), %EEARZELT DB 5
otz (p<0.0001). F7=, AARNEETIE
T2 EBEEN D72 < (p=0.04), /MEHEEZHT S
FEMELS (p=0.048), /MMFHIATE L A EIC
¢éﬁok(pﬂmﬁ /NI BLAR AR & EDSS

ZIFAEREOHBEEZRDTZ (=022, p=
am%

IO OFEEAL LTINS, REIK A
“*ﬁ,”%FE%*ﬁiH$A$%®ﬁﬂﬁi
WZ/NEDole (T p <0.0001). BKIZ
T % REIKAE E%@ﬂAi&MAMSTmém
23 & > 722y, TEEHIKAEAFEOBSITHAAN
MS THEIZ/NES o7z (p=0.07, p<
0.0001). MIFEIZISUNTHEEHEALIZ DINAFH, TRED
N OV DK HE 2 FE1X EDSS & FE AR
Ziiz. BB TIXHE AR & EDSS OFH
BB EZRDZN, BARANTIERD RS
7z

7. 3D-double inversion recovery 512 &5 HA A
ZBT 5 PUEIRE ORI & £ OERIRARS
1

HAAN MS 35 T4 CLs 1% 39.1%, ICLs IX
26.1%, LCLs IT 28.3%IZ#8® Hiv7=. CLs, ICLs,
LCLs # AT D8, A IRWEEEL D ki
73% <, Expanded Disability Status Scale (EDSS) (Z
LD HREFEENEE CTH 72, CLs X EDSS
A2 a7, REFHIMEIEICAHEBE L Tuvwiz. HLA-
DRB1*15:01 fRAE ILIERAH & it LT ICLs @
ﬁgkﬁﬂ%<,MADmanB%ﬁ%fi:
NOBNT DT hotz. BIERMHTIC TR, %
ﬁﬁ%,%ﬁﬁﬁwmsﬁﬂ,mk
DRBI1*15:01, HLA-DRB1*04:05 CTHilET % &,



HLA-DRB1*04:05 ® %53 ICLs D& O FH|K+ THh
-7~ (Odds ratio 0.233).

8. CCPD D4 [EE 4

EHFIEFRD T 31.7£14.1 7% & FLERAOFE R T IE T
Bbofo. PEEIZOWTIEENE 11 61, 2otk 29 fil &
BN Th o 7o, FIFIERITFARARRSE LR, K
FHARRREIR, [FIREE 72 IR R BIE X, £
39.5%, 39.5%, 21%CT&>7-. MS® McDonald 2
WrkHE, EFNS/PNS A K71 12X % CIDP @
definite criteria % ¥iili 7= TIEBNLZ I E I 67.5%,
87.5% T o7z, FRIEMEIZ DUV TIIM D
KT, BREEL 90%LL ETH L0, KT
T ATS%ICHE DT T OIEDFHISEE 47%,
B GREE L 44%I2 A & DTz, FEREEEIL 3 4
BT, AT RIZOWTIZ HbALe TV T
DIEFITHIEFFEHANTH Y, PuEhil, i SS-
A PR, HUSS-BHIUA, ANCA BIH PR, BT AQP4
iRz EAERR B SR OBERITW TR HIR
/™o 7=, Pl neurofascin 155 HFriRBGESRIT 11 il 5
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t HMGCR $UKG MR 2% & Ht AChR HURG M 2% OIRIEIZES 3 A 19T
MR E . K4 BAK O
AT« WO KR B i B N

FFFRES 1 HMG-CoA ¥R ITLEZE (HMG-CoA reductase, HMGCR) HLIKBEMEDAL 251 545 il 30

il (5.5%) THEAMERGE,
F BRI 7 B (23%)
NI TFHARETH 2D,

W2 EBH Y FREERTIT L IR RN

BEMIMET, HAMERNZ LS K EWAREMTHoTz, AH
i E T, B SO 12 61 (40%) TRDIZ.
ZOMBIOFHRE L TORMTPRITLBEMRIFEE X DT,
—J5. P AChR HUIAFEM: HE 75 4 ) E 1375 2 889 i Fh 11 ] (1. 2%) TIRERfHm KT, =i
PERIRRAE A DR 232 <, $T Titin HURBRE OB 13 E - 72
EHETH T

VRS & OF

HRISIEIZ MG DOIFRE & —F L7

AMREB

2B F b & OFE TIHIET D51 HMG-CoA 1EIT
2% (HMG-CoA reductase, HMGCR) HLIARBLMED %5 %¢
& PU AChR HUIA [ Pk L JE ) # /1% (myasthenia
MG) (ZAPFT 2 i D R IR IR ERAG 2 B & )
295k,

gravis:

B BFF G

HUHMGCR HUARREHME S 2% 0D [R] 2 13 A 2 ot 545 1] T,
P HMGCR HUAAMIE 1L ELISA V5T 272 o7, HT AChR
PURBGPER 2 D[R E 1 XA e D 889 FERIN G, A
RIS DERIRIE A G L7z, 22 holihck

WC, X 5THT Signal recognition particle (SRP)
/TIF1-y fufk (SR vbi%is), $1 Jo-1 /PLT /PLI2
/Mi-2 /PM=Scl 100 fitf& (Dotblot ¥£) & & i Tl
E LT, ERARMEHIEHAZEIC L0 %G HEICHE L
T FIRERIC OV, BUREEARZER L, BIATE
RN —F Y, P MHC-class 1 Yefa, #i
MHC-class T1 Yefa, $iC5b-9 Yeta a2 fidT L, SR
MEIToT.

(fmBRME ~DHELE)
BEFROEFCHT-»> TIL, BEL A LT- ETHE
T, FEEAT RAE R A V. R KR E SRS
FHaEZ B2 0EGR A2 = T8 2o 72 (610072).

C AFFErE R
1) T HMGCR HLiAR Bl 2
545 B, HT HMGCR HURFGMESAEFIIZ 30 41 (5. 5%) T
LMEMEAL (73%) Th o T2, A X T BEFER 7 1] (23%)
WX, EMEESEA O 12 F] (40%) TEEOT.
BRPRADICIE, dharERs, MR, MhoMER
MZ LW, CK @fE CF¥J9567IU/L) 7¢ & DR %7
D, JEELERNCIL T2 BEFEMERIEICEZ Y LTz, W1
DI RFEIRIRH E LT, T3 TAT aA RES OB
1BR &2 Uiz, BIEEG A 0Fo 12 FH 8 BFlITHIR2H
5 3AFELINICIESBI#AE L T e 2 L E 7+ a—
LA ER S 16 BITIE, 12 Bl T#% B 4T
(mRS<2) T&H > 7=. HLHMGCR FUIRFGFER 12T,
BMERRSES & OFIER D T TR AR ThH o728y, Mk
ELTORMTPHITHRABLAF LB 2 b,

2) AChR FLiRBGMHER 2%

& 889 fFlH T, HU AChR HUIREGMAEBNIL 11
(1.2%) fFAEL7=. MG &0OH5IL 8 fl, MG &2l
IR T2IEEOHENE 3 BITZ ~ 7=, g2 & MG %
JE - BEORFIIL T L —E Lo 72, MG A 0F
BlTHE TREE, PRS2 R L TR L 2 &M
M TH o= 2 FI IO EELZRD . MC &0F
B CRIZITEBO e o T2, MG B OHEITIX 6 61 TR



PERIRRIE 2 5 0F L7z, MG & 0HEl 5 B 7 FliEgle
JRICEOL LTy, 96 2 BllEE DOBERYYE CTHLT L
7. BN RIS E T Lz, mig Az
MG & HFEI D~ T TR RFFRFUKIZEMETZ 5 72723,
PrTitin PrRIZ@ESRICHETS o 72, FRESEAIIIE MG
BOBIOT X TRLEH R Th -7, BEHaA
FHESR U o IR MR IS 2 £ O FE MG 23 D E > -
7o, MG IEADHENE 1 Bl D21 Titin HUARRSME TR ER
N S B HRIH R 2 R LG A ORI & SERLO T RE &
EZz2 bz,

D.E%

1) Pt HMGCR PRI ME RS 2%

PU HMGCR HUREGH IR Tlid A 7 F > AR BETE BT
/413 E 3, EIEEE O A0 (40%) OLFFEDH &
Mg oo, FE o —EMIRERE G CK fLE TRt
T 561, CKIEFLDG 6T < Th ADL gD
BIFGERH Y, K EF(LEZIRREEL TE0
DDA ORMN D D . ENEREE A OFLS O %%
ELTORMTPHITHRBL & B2 bl

2) AChR HUARRG 2
Ht AChR HURBHER RITMH R DOH T 1.2%ToH Y # T
& o7z, MG BIlDHT AChR FURRGIER I 13, RwR ) /)
KT E22 <, BEERREADR, BT Titin PUKRBTE
DT mE o T2, AERRERCIER O B NZEE) % £ -
7= A HERBR C waning Z R L7=Bld 72 <,
RFEIEIIMG DR L —F L RN &b dhHDH T &N
RENT-. FREEEIIZIE MG B TR T AT S S A
ETHDZ EBP LN T,

K

K

E &3

AFROHL HMGCR HUABGME] C 1L BEMERESS; 0 & DF 51 D
BAPEDS A 2 T NIRBETEST & 0 20,

HUAChR FUREGE R R VTR R E D & DF 3 2 < %

F A58

(1) EN

BETREE (1)
55 57 [B] B ASRE AL S VR YT A TEFT
D RIEVET B OMEE ) $T HMGCR HUREGME X A T
— DR IFEL AR

(2) Hshresk

JFEERR ST K Do %K (3) 1
K i
Maeda MH, et. al. Shimizu J, Uesaka Y.

Sporadic late-onset nemaline myopathy as a

rare cause of slowly progressive muscle
weakness with young adult onset. Muscle Nerve

51: 772-4, 2015

Hida A, et.al. Shimizu J. Anti-TIF1-gamma
antibody and cancer-associated myositis: A
clinicohistopathologic study. Neurology 8T7:

299-308, 2016

Kadoya M, et.al. Shimizu J. Cancer association
as a risk factor for anti-HMGCR antibody
Neuroimmunol

positive myopathy. Neurol

Neuroinflamm 3: 290, 2016
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Y, EGLEA 2, KRBT 0, 1R

FEVL Y, THARET Y,

ARHIZE S, PrINge T, RAEMESL S, BTEFIERA Y, BPAAS— N, WEORRERK Y,
TR, AFEW ©, NoEs Y, BRS¢, BT, IR,
TRE T, HRME T AL T g B

LFEFFEE  datenos 2, SOHEE 2,

PRI

RN

DHEIKRYE, 2&UICKRTE, ALK, DEERT, DHEKTERKT,

6) B MEF BN, DA HRKYE, AR, OdtiEERY ¥ —, 105 EER K, 11)
UMK, 12ERNERE 2> % —, 1)ERRARFRY, 19RSHEZEHT, 15)
IRV ANE Y T —3 3 VEBE, 16)8F R 05 /N2 U = v 7 1T AR SLEFR R,
18)ALHEE K2, 19U KR, 20) ERREEEERT, 2D RER K

L7,

WMRES H AR (IBM) OJE 34 U L European Neuromuscular Center (ENMC) 2Kk vE
probable IBM (JE974) FAEIX[EFRAVIZZWIRE 2 i & &V & &4 D probable
IBM (ENMC) E#EL b K< ABLEMNREETH 7. [EFREYE L OXfS23 ATRE7R,
Inclusion body myositis functional rating scale (IBM-FRS) o HAZEIKZ{ERK L 7-.

A BFFERE)

B>k CTld European Neuromuscular Center (ENMC)
25 2013 AEIZHEME L 72 B A K & (Inclusion body
myositis: IBM) OZBEEMENPH I TWEY . &
TrEEEUE & ENMIC DRI EEME 2 Ll U, JR 9748 JRYER
M EDEEREZALNCTHILLAMIC L. F
7o, BREEEZDETO2OOEEZERT L2
LxEME LT

B BTG IE
(1) JE58 Y L ENNC D2 WL YE D Hrilkiidt
IBM JERFI % & Te 168 B0 B & JE 5974 e L
ENMC ZEHEIZ S Clde, EHEIC K 2 BBUE DR AR
Mri7z. FE IBMBREEAT & LC, rimmed vacuole (RV)
BRI D0 % G TBIGTERREE, Mo RAEER 7 E
Z &=, probable IBM (ENMC) JEVEDNZZWHIRIE 84%
Theb A RMEREW & OFATHREN D ¥ Z DHUE

&R TTR FEE A LER R L 7.

(2) BEEEEOBEEAMEICET 285

PubMed (%% 2014/11/25) 1ZBWT, RO
R AFEITL7-. “inclusion body myositis” AND
“clinical classification” AND “severity” %
OMIZEERFH L E Y R —F L. 261, &
SRS O TR S ATV 5 IBM BEAEFE S HE
ZimsC B TCRMEE L, AFRICIS I B BEAEE /S & i
L7e BT, AT 5 IBM EREEE S HE & L CIEIRR
HE LR UE D B ARGER A PER L 72

(fi i ~DfLfE)
BEFROMHICH > T, B4 L ETHE
fEH, R RAER A F 2. RO E R ARG
BHaBE B S ORAREZ B 272> (610072).
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(1) JE98 UL ENMC OB R HUED Hilehhiat
1) BB EMEDO L B3R &2 828 L
L7z, TMoMATIC e U CRBRINEER MR S D (&
5748) 1 = [MMT 2 Knee extension weakness = hip
ML OEAIZ L CREH R SN D
(B548) ) = EINET), THIMETIEE s ALLE
Ok TRERICHEST (E9554) ) = [F 12 » AL E
D THEARICHETT

2) probable IBM (JE%5%4) %% probable IBM (ENMC)
HEHEL R LX< A L. 65 Bl probable IBM
(ENMC) 1% 64 f125 probable IBM(E4E) TH Y. &
FEFEE TR S0 > 7= 1 CK 23 20001U/L
UL ETH D OB TRV 2 SR 0o TEFI Th -
=.—7J7, probable IBM(JZ574) T probable IBM(ENMC)
LR Enle ot 3 BNIFEIEFHN 40 L B> RV
ERTLBEBEMRRBRTHY, EHEEEDORIINE
H CERALAIEETH - 7.

flexion],

ENMC probable

IER & IBM non-1BM
Probable 64 3

non- ’ 90
Probable
(2) FREEMEE O FERELEICE T 2 M5t

PubMed DIRFRARIL, 1 HFOLEPFEE L7z, &6
WAy R —FI2 LY 2 fRoXEkEBEM L7z, IBM
O [E B UE 2 LB ST L T D 3id5 & L C Lloyd,
TE LOMERHY 2, BEOEVBEHAREL LT
(2013 ENMC IBM BZWriueE| VZ2H#EEL Tk, %
DO HT Inclusion body myositis functional rating
scale (IBM-FRS) ¥ % [EBRAOIZ AN S A7 TBM OO B
FEREAME A 2 — L & U CTHELRE L Tz,

D.Z%&

58 FAEDF 11540, o R S i3k S h
TH 57 ENMC AL HE & D LR IR 2 22 L T
o7 IBM BT CKAEAS 20001U/L L EDZ E3% 1

LRI OME TRl NS ERE RS S TR o7z,

40 5 LL ERIE OB RIERR R BN ER E T REFETH -
7.

BUE, AICRIT 22k s LTix, IHDEG
PEFGIR RIS BEI DA IERE ] (BER - HARIEE 3R

JERF#EZ) 1EROBWEE L Barthel Tndex AVH
FIAENT-HIEE SN AN G TN D, [EEEW
7RRHIZ & ki FTRE Ze 2 Wik e ds L OVESE Ay B D
RENATDIRBOBIREr TICHBELEEZONRD.
ZDRD, 5% ELHERRELOHROS L, HIEE
S EBWRERERENLE LB 2. HEEEL O
SEISASFTREZR, IBM-FRS O H AFERR & 1ERE L 7-.

E b

1) probable IBM (J£574) %X probable IBM
(ENMC) HEHELHEDH LGB LEMMREETH

ol BERBEREETHE A 7 —/1 & LT, IBM-FRS 2381

TEH IR FREN S 4L T D ME— oD Jiff PR L E B A AT A

T=NTHDN, AARRERMA RO, AARERZ

TERc L7z,

2) AOERLIZH -7 B OFHIZWEAED R E

DI=DIZ =T o A8 (AR | & TR ERME

BRI BT 2 A ZCEE (AR ) 23/ LT

AEED TN 2 EOEEEPER I,

'S N

1) Neuromuscular Disorders 23 (2013) 1044-1055

2) Neurology. 2014 Jul 29;83(5):426-33

3) Muscle Nerve. 2008 37(4):473-6.

F BF7E3E3R
(2) o3
HERJE (3) 1
1. Ikenaga C, Hida A, Tsuji S. Shimizu J
Diagnostic utility of p62 immuno- histochemistry
for differentiating s-IBM from PM AAN 66th
Meeting, Philadelphia, USA, 2014

2. Ikenaga C, Maeda M, Tsuji S. Shimizu J
Clinicopathological features of patients with
showing CD8-MHC-1
pathology AAN 67th Meeting,

Washington, DC, USA, 2015
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3. Ikenaga C, Kadoya M, Maeda M, Tsuji S.
Shimizu J Clinicopathological features of anti-
NT5c1A positive patients in the group of myositis
patients with CD8-MHC-1 Complex Pathology
AAN 68th Meeting, Vancouver, BC, Canada 2016
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HARNZFEMEHALE & MR EHA RS BT 2 MG L 7 Oetls LW

XM IAEPEBBE PR S & A fhRE SR AR O SR B 1T D MR A DA

PEIZ B9 D HF4E

S EbETEE AR ET
JL[EIFFEE - M H s KRR, TEK

&2 KEZY, Apll—K!

g 1. FOR R FIERNRE ARENAL

2. RUUL TIERLKE AT - HI7EH
3. RUFEERLAE BRI

MRER : H26 FEIIRERENAA A~ — I —L LTHEHIN TS LT F IO T,
AARNEEEH, MS B3 L MR EHREERE (neuromyelitis optica spectrum
disorder: NMOSD) £ O BIFEINE & OBIEIC OV THRET L7c, ZOREE, gL~
F T MS BERECITEREINCEE, ARG, IFN B & 54% THEIZIE T MS, NMODS
L BT EDSS & EOMHBENA LI, LT ATRBIRENED ~ — I — & 72 5 IR AR
W S 7o, H2T~28 fEEEIT, FARARRE SO M i 1A A & e Al SR SR Mg & DI
BT LR EOH ROV TG L, £ ORER, $ikho®E A, IL-10, w1 IL-
2 Z AT TR RIEPE DU BEE R & AR Y SIEOERNC A ] Th o 72, 3
TEART & BRI AT ME TL-2 ZRROMAEDEIC L DEIT 99.1%, FriEIT 76.9%,

ROC fi##ric X 5 AUC 1% 0.928 TH Y, MREREDOE R,

IVAERATHD Z LR

-,
H26 £ 8:21, ‘M5 40.6+8.8 7% IRIX IFN-B 14 1)
ARFRE® L. NMOSD &4 12 # (BActh 511, ¥4

WA, EIMRRIET 7 4 R A R A v & KT
NOAEPEMEWEZ AT D EZEZ LN TEHED
ZDRIND VT F INRRT T 4 BRI A~ A
A THD, VITF UL RIEREANA A~ —T
— L LTHEASN TS, AlRFaiE, FER
F O HAAMSESE & Bt Jc BER
(neuromyelitis optica spectrum disorder:
NMOSD) & DIfEH L7 F o 2 {E LIREE
Btk & OBIHLZ OV TRET LT,

B AFgE 4

MRIT, L 12 4 (Bl 11, FEER

42.7+16.8 1%) ZWrikE MS BE 5 29 4] (Bicke

51.1+15.0 %) Tdb 5, MS BHE OF R, i
IFN-B i, NMOSD B# OFEH O, Mg
L7 F & RIAEICE D JIE Lz,

(ff i ~ D BCE)

ZOMZEIT R L FER R FOMEEZERIZRB D
THEHBEGLTITV, T T4 — DRI+
JE LKA T L7,

C AFFERER

1LIIE 7' F o id MS B EE CIXA RN &,
R, IFN B 5% CTARBICIK T, 2.MS,
NMOSD #f & $12 EDSS & IEOHBI AR 7=,



D. &%

L7 F O TRl ~OEMIE, A —7 T fillaz
FI L IL—2 ZEA S, A€V —T MEcx L
TI&, IFN-y ®° TNFa #pEA7 % Thl fifg~0
Switch Z £t X1, & 7= regulatory T fifz<°> Th2
AL Z i 2 ER M STV b, gL~
T OEBIEHE~— I — & L THHAEIC DN T
X, SIDIERZHESLS L7 o TVER, T4
AT, anFy . TINABEY AT EDE
BEMZIEPREIZOWTHRFT 2 TETH D,

E &

i EB IO HAN MS, NMOSD £ fLigH v
TF o ERE LR BRI, 1R, EDSS & OB
BAEIZOWTHRET L7, Mg L7 F 0k MS 8%
FECITA RN = E, S, IFN B iR 5% CTAE
K, EDSS & EOMENRA LD BN, BHAR
ANZBWTH LT F IR RGO~ — 1 — &
72 5 FTHEME ANV RIE S Uiz,

H27—H28 £E5E

A. BFRE®

MS & NMOSD 72 & 0 HAR AR S i 1 it i P98 A8
& RIESS ORI T 5 Z & A LIE LId#EE
D, AElbIvOIVE, R IE M
& HARAR R SR B & OEERIZ T D
ODERAMEZHENITLHZETH D,

B. #FFE5#E

KGHE. 2006 4F 3 A5 2016 4= 10 H £ T
[T MS (64 44). NMOSD (35 44), TDL (20 4).
FRARIEIE (10 4), HARARRRIETE Y o ~IE (18 4).

y

=
=

PEIR R
gy

=
=

I ZEMEIEMSREEIE (32 40) . BB T ORI,

HELBE TL-6, TL-10, AIATE TL-2 5284 MBP,
OCB % £ U'gG Index & JI7E L 72, IL-6 |3 CLEIA
5, IL-10 - "J¥PE IL-2 524K - MBP (3 ELISA
B 0o, BRIRIANT A —5 — L BRIRPTRIC &
DUV AT Ay 7 IR AT RE D~ — 7

—ERFE LT,

(f B i~ O BLIE) ARWFITI T A e 1 R K O ff
HEEDCBWTA#EESTITV, 7oA 13—
DOIRFEIC o BlRE LK T L7z,

C.WroefER

1. HARARENE U o IE O IEF R (63.0£9.9)
%, MS (33.0+11.2) , NMOSD (43.1+16.5), TDL
(82.£14.2) 7 & O AR S NE M Bl i 1 5 AR & L
WLAREICEN- T2, 2. FURAREEME Y oV
T,

B o E A IL-10, AIEME IL-2 S 284K 03 MS,
NMOSD, TDL 7 & Ok S M M e 2 &
i LAEICE P72 (M2, 3), R VAT 4 v
fERT 24TV, (1) FIAEF# DY 56 bl b, (2) Bk
AIYENE TL-2 2RO LA AR Y X
TEDFEZRET 5 2 EOVHIBA L, SIEF# &
BETE FTIATE TL-2 ZRROMAE DRI L D RE
1% 99.1%. FF 21X 76.9%., ROC fi##TiZ L 5 AUC
(area under curve)lE 0.928 TH - 7=,

D.EB%

B o&E A, IL-10, AlvAErE IL-2 ZERRE
13 HAR S R L BT R & AR R U i
DEINCHEH TH o7, & BICBERMRAE & R
ROMABEDES, MERBHOENZEIVFHT
bz LIRS,

E. 5

BEWAR AT 1 ZHEME U o & R S8 i MR R i
REBOENCHR CTHD, LVENREZED S
oD% E LR DRINNETH D,

F Wf3e3ssk
1) BN
(WETER P (10) fF
ey (2)

TS (LE =72 L) oxE (0) 7
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T E OB O R — . R ER R HES.
84 : E29 -34, 2014

SR RER . JEAKEA . JEAKE. NARIERT, N
INE—AR. 2R bAE, Fiiearsizg, Hx
FRFR IR & £ 5 MR Y O BRI BT D
IgG index, Hf#R IL-6 - AJ¥EM: IL-2 254K -
MBP O A M. H & ER R MRS 84 (i
H1) : E141-148, 2014.

FRFER
BEAREA. TFRIERE T T O Y — 27 o
av 7 ROINBIEIE - TTD T B R
% 1o o5 34 [l A ARfRRRIRIR AR R K+, 2016
Ikeguchi R, Shimizu Y, Shimizu S,
Kitagawa K. Usefulness of cerebrospinal
fluid examination in the diagnosis of CNS
demyelinating diseases and CNS malignant
lymphoma. Sendai Conference,Sendai,2016
TEARE T, W H 52 KER, Ab)—3%, 28
fLIE - AR R B DR « HPEIZ L b
720 R Y o NERE T~ — U — DR
28 [A] [ AP oo 2 P R 2 (RIR)
Neuroimmunology 21(1), 122;2016
TG K7 AR R OUEYR - HPE. 5557[H]
H AR S AT R (M) 51 52016
AR T ZIMEME(LIE & AE0E. B AR
55103 Rl & X —FE T, K
M, 2015

TEAREEA- . L F SERER & . 223 PERE(LIE & s
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DfgET. H5TIE H AR P AR, 7,
2016

Shimizu Y, Makioka H, Harada N,
Nakabayashi S, Saida T, Kira J-I.
Outcomes of pregnancy during IFN beta-1a
in patients with multiple sclerosis. 56th
Annual Meeting of the Japanese Society of
Neurology, #r¥&5. 2015

AR B, & S, B A, 58
Wehn, Wil mEv, KHE e, BRI I
HE, NI H—RR, AR — R R A TR
L 72 MG DT TVIG 23 %) T db o 7o JEH.
75 26 [0 H AR S0 A AR . RS
FZ% 19(1), 167 ;2014

ShimizuY, Ota K, Ikeguchi R, Kitagawa
K.Th1/Th2-related chemokine receptors in
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1 BICAMS validation studies: mean test scores

Country SDMT CVLT-II BVMT-R p

MS NC MS NC MS NC
US! 48.4 (10.1) 62.1(10.7) 48.1(56.7) 56.7(8.1) 21.1(6.4) 26.2(95.8) <0.001
Persia? 43.9 (16.6) 55.6(16.5) 49.2(104) 553(8.5) 209(7.7) 25.0(7.4) <0.001
Czech Republic® 50 (13) 65 (9) 52(7) 60 (8) 23 (7) 29 (4) <0.001
Italy? - 56.3 (11.3) - 56.3 (9.0) - 27.9 (6.1) -
Hungary® 55.6(15.5) 66.8(12.4) 554(10.7) 59.0(8.3) 22.5(8.5) 26.7(5.6) <0.001-0.0017
Brazil® 35.9(16.1) 47.5(13.0) 42.1(12.4) 53.4(10.8) 19.9(8.6) 23.8(7.7) <0.001-0.013
Ireland’ 46.0 (12.9) 55.9(10.9) 45.3(10.2) 52.8(8.8) 17.9(7.1) 20.7(16.6) <0.001-0.013
Japan (AFFZ)  48.3(14.2) 61.6(8.0) 48.3(12.7) 56.3(10.8) 23.7(8.1) 28.7(5.0) <0.0001
MS : MS B3, NC: f@%3E. FEO EEIZ Y, NI ERZE.
F 2 BICAMS test-retest coefficients
Country SDMT CVLT-II BVMT-R
Persia? 0.790%%** 0.780%** 0.820%%**
Hungary® 0.830%** 0.678%** 0.865%#%*
Brazil® 0.860%** 0.840*** 0.770%**
Ireland’ >0.80 >0.80 >0.80
Japan (AHF72) 0.943%%* 0.813%** 0.760%**
*** P<(0.001

I'Strober et al., Mult Scler. 2009; 15: 1077-1084. 2Eshagi et al., Clin Neuropsychol. 2012; 26: 975-84. 3 Dusankova et al.,
Clin Neuropsychol. 2012; 26: 1186-200. * Goretti et al., BMC Neurol. 2014; 14: 171. * Sandi et al., MSARD. 2015; 4:
499-504. 6 Spedo et al., Clinical Neuropsychologist 2015; 29: 836-46. 7 O’Connell et al., MSARD. 2015; 4: 521-525.
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REHREBEX (neuromyelitis optica spectrum disorder; NMOSD) & ZFMEILAE (multiple sclerosis;
MS) IEREBHLRZAPIRERRECHRBERETHS. NMOSD & MS ICHWT, BEEXIC K D11
BEE B J quality of life ICHE T 2EELRHRBRHBIETH 5. BRAKPTRE T, NMOSD EF TIEHR#IRE%
RIERFICIFHENET, HEIRE TD mean deviation {E{E T, The Optic Neuritis Treatment Trial I & 213
FFEE S FETO total loss of vision ZE2FT HENED EFE%ZRD, ZDEEIEIMS KDEETH oI
MRI ERFTR TIERHERAREROEZRERDN, NMOSD I TERICKR <, optical coherence
tomography &2 Tl& NMOSD D15 ###% 2 7 B HR T retinal nerve fiber layer X U ganglion cell complex &
NEL, BERRICKD ZRNBEITHEBMREENEE TH 2 I ELHERMSI NI, BEEDOFRIC
L TI&, NMOSD fEAI TIFRHREXDREN SRAODOEEICRARZEL 2. WEFHAR T,
NMOSD fES TR R B (C ME /O DAL E, aquaporin-4 (AQP4) A FZXRWFZ A hAY A
N (pattern specific loss of AQP4) ZRH B Mic, MBS — 7 2BITZDEAED AQP4"™
periplaque white matter ICH SMI31" BAZREEANZ < B S fc. RABALICIF voltage-dependent anion
channel 1" S F AV KU P DEEER & transient receptor potential melastatin 4 D HEFRE = R EHER
NICROTc. ZDIREIE MS KDBEETH . UELD, NMOSD OFRMIEICIE ‘astrocyte-neuron
interaction Z N U 7o AQP4 K771 - L BEFEIRFIE DR Z SR DETE L, NMOSD DR TR

BO—lmZz#H > TWSARENTERINE.

A. THERER

FEBREBEA (neuromyelitis optica spectrum
disorder; NMOSD) & ZFMRELAE (multiple
sclerosis; MS) (FAERHNBZZKPIRHERRECHRE
KETHD. MEEORHFEXICK DEEERR L
quality of life (CF.E T 2EERHRBRHETHS. L
AU NMOSD & MS DFEREREE DEERICEY 2
SR ERSNTWS, ZZTHRAE, Z0E
HEEERICHDHREZASHICT Do, BRKERE
Z, FRERZ, MERSFHRE, RRREZNAE
N5, FISRERES Z LBIRET U fc.

B. AR AE

NMOSD 30 fEBI & ' MS 49 fE) D BEER#E58, 1877,
HEF, T HMIEE (optical coherence tomography;
OCT), MRI EIfRFIRZH%ARMICHERET U, M,
NMOSDERIIE, [MEF 7 7R > 4 (AQP4) A
MEREFIICRE U fz. RIT, NMOSD 13 i, MS 7 5, &
BXHE 8 FIFIRAIDFEMR, B, KNEREFN
ICEEMT U 7.

(fREEANDIERE)

AARIFRARZEZREZESOER - AR
EB/TWS. IROTREBRDBEADANIEEEZED 2
&, AERNEGRICHEZHAAL, BRELREABRE
BZE{T>TW5.

C. AEER

FRIRFURR S DFER (LU T T 5. NMOSD fESIT
(& MS fER & LB U TRERRABEROBHDER
ICIET L TUL . NMOSD fEf TR EFIRE T mean
deviation (MD) {EHMET U, The Optic Neuritis
Treatment Trial (T & % 1REFFEE 748 Tl total loss of
vision BZ 23 ZEEN LR L W e, EIRRWT
EIT, BENS 2 r BZBX THEEETIETT
B IEMHEITHEIN 25%786 5N fc. MRI BRATR Tl&
FERERREROEZRERD, NMOSD ESITIE
&<, —HBOES TIIRHFEREFEREDL DD 5
Nfz. OCT BRE TIlF NMOSD DRMHBEABERT
retinal nerve fiber layer (RNFL) & U ganglion cell
complex (GCC) EMNIEEZNLL, BHBRICLZ IR
NP ITHEREUENERE TH D I EHERS N,
S5 ICRAREAR DIFEBRICEH LV TH RNFL & GCC
BEOEEZB D, HIRICITHEBERICHD ZREM
DMIC—REENEET SREENTRE N, &
5 [C NMOSD fEfI T (E RAFFE X DFEIEN 5K DE
8 (1.010gMAR X TEIET 27cHICET DHME) (T
REBZEL, BEICESBWEABEFEL TW .

RIBZRRET DIERIFULT TH%. NMOSD #HD
2F TEHECHEARREICMER OLEDOHEILE,
AQP4 D FERWFZ ANOYA K (pattern specific
loss of AQP4) ZFR&HT=hHY, MS Bf & FREBEXIREFICIE
HOEH > Tc. NMOSD B & MSEED KAINBE & 171




RICIE, IR~ Z—72 & periplaque white matter (T
SMIBI'BHEREEKR E APP DR 7 x O4A REERNEE
U, BEL#HMBREEN TR I NN, BBAIC—HU
T, BEE7% VDACI'SE NIV RNUTFOEREBERE
BB A >F v %I TRPM4 D EERER % HIREHER
MICER& Tz NMOSD B IE MS BE IC LB U THHRES
DEENEE TH > fc. KINEE TIE NMOSD ##D
2P TREIBICZ VPRI Y 4 D FERWZTF R
RO hZ, I BICHREREROBRE, RIGMK
astrocyte DIFM, T/ 0OV 7 DIEM, BEEAND K
EMRE M A6 . NMOSD BED AR EIC [ER
B, SEcEEOmMER OELEPHEEDY
v NETELIEE E RO BN >Tc. —H, MS B TIER
BHEREZRO.

D. ER

NMOSD DRH#RIC (& “astrocyte-neuron interaction
=N UTc AQP4 IRTFIE - MRBEIRMRTFIE DFRIEE R
& HFET S.MS & NMOSD Dl D& SREIC
& TRIEEEE M NFET DD, —A, TOHELE
#IE MS & NMOSD TIERERS. Ih 5 DREFN
fHEHY, MS & NMOSD DR DEWES| S
JRRMEN DD, Bhd "RECEM) RWEZRD
MS & NMOSD T, ZR2EmH 5 KIERE &
RREBEOWMHE COBRZHRKIT 2LELH .

NMOSD Tl MS & B ICRAMEEEEENTFES
%.NMOSD Tl&, B¥ - B & WD RIE - R
ICKBRMEEERIEIC, HREUKENTFET ST
REMENTRE I, BEEEZ LU o & U mmiRiaeic
ERGHEZTRITT.

RENEHEEESEERXDRE E ZDUED T DME

DEMEE . ARR
MRS @ HRARZINIZRT - BRI AR AEAR
MREES

FEEMRERR A (hypertrophic pachymeningitis; HP) (FTERZREDFEE T2 IEUREREEKETH 5.
RN HP (& 1) #BE, &%, ERZIEUHE URRPEE, 2) YL KR— X, granulomatosis with
polyangiitis (GPA) 7% & DHTIFHIERMAZEHTIA (anti-neutrophil cytoplasmic antibody; ANCA) ES:E I E %
(AAV), 1gG4 BAEZRBREDEHCREER, 3) EBUHEEBLREICBELVLTERIET S. #TH
myeloperoxidase (MPO)-ANCA" HP (& (1) BERMEICZ L), (2) FERVEIEELDEHIZ L, (3)
WEYL EKUEICRB T 2EFANE <, MPEREDLEHIRICRIELIEDEWN, @) B8R CXCLI10,
CXCLS, interleukin-6 D ERNE 5N 3, (5) BERIZIEEL, Tyl M2, Z&ZEMEE, #EE, MEXZHEDS
RIEMRIFE S, BRERERZ & BMllizEid Z 528 5, (6) prednisolone & cyclophosphamide 1 FB
SENENTH D EWSEHMERFT 5. —7, proteinase 3 (PR3)-ANCA " HP (&, B E DL B EsICfE
ENRIEFINEL L, EEEINEL, BEFENBVWEWSKHEEET 5. MEIC AAV OFT L WK

ZILTY X L Watts D58 WS &, MPO-ANCA"™ HP @ 82% & PR3-ANCA' HP O£ HIHY GPA [C 0 4E
ENd. UEDLS AAV ICBEEL T HP D% < [d GPA EEZBRETH D, $5IC MPO-ANCA" HP Tl
HHAEGPAD I (LKEE: TREL - BIRZEK) ZHIEIBVWEETH>TH, HEE GPA [C%#
UCrEFHNRBEREEZRITINETHS.

A. THIREN

EEMERERR A (hypertrophic pachymeningitis; HP)
&, BERZREOEEE T DEERERERET, B
B, ZRENGBREELEEZRIEETHD. 1869
FD Charcot 5ITKBELHEHLIK, RRRTE R
BREBEUVTUNEDITSNTELD, AFE, MRI &
EDERZHT - BEMAEREDMBFZHTOES (T
&0, BEOHEZE CIIBICRAICEN RITNIE
BESBRWRBAEEFHRLTWS. HP &, REHTEH

B TR RANHASHG THREME) ICHES
ha. TEEE FEI5IC, ) BE, % BEEZE
UCHEULRREEE, 2) VLA K-V X,
granulomatosis with polyangiitis (GPA, |B#K; Wegener
WIFELE) & & DHFHIRMRENE (ANCA) B
HEMER (AAV), [gG4 BEKREREDECRERE,
3) BHEURBREICEEL TRET S EHAS
nNTVW3. AARTRIRBRNENE HP OREEZD
fUBDFZHESMNMCIT B EZBNE L.



B. tARAE

GENTEM - FFRE HP36 B DERRER, REFHEH
SUOREBEZNBTZRARNICT o . M,
MPO-ACNA" HP 5 f§ll, PR3-ANCA" HP 2 fl D &t - 4
1%, R - MEAZREZNS L OCRBEFENICHET
L7z

(fREEEADERE)

KARFTHIRAZEZHREZERDERE + AR
ZRTWS. IRONREBRDEANDANIEZHEED 2
®, IERNERICHARZARL, BELEABRE
BZE{T>TW5.

C. HRER

KARICE T 2RENTESE - FHME HP (F,
MPO-ANCA" HP 47%, F5FME HP 25%, PR3-ANCA"
HP 11%, 1gG4 &K E HP 6%, TI)LI4 R— RC
BEE L fc HP 6%, BENY DN FICEAEL fo HP 3%,
Mty NOXTHAE HP 3% TEREIND. DL
SIKFICAATRABENEYE - HHME HP OF T
MPO-ANCA" HP O 58 2 EIEH % LY. MPO-ANCA”
HP & (1) SfLEicZ W, Q) HEXHEIEEX
DEHMNZWL, 3) MERFBEL LSEICRET S
EFINE <, P B DeEHasIc R IEF E4
2L, (4) BER CXCL10, CXCLS, interleukin-6 M L5
NES5N3, (5 BEIZIEEL, Tyl g, Z%EM
B, #E3E, MEXRZH S MEMERFELS, BREEHR
HiEZ &L B MAZIEAE (lymphoid neogenesis) % &%
8 %, (6) prednisolone & cyclophosphamide #f FHEEDY
A THBIEVWL R ERETS. — A,
PR3-ANCA" HP (Fffi7% & D2 B lEaR ICFEEH M IE
BN <, EEENEL, BEFENBVWE VWS
WEBEITD. MEIC AAV OFLWLWEK7ZIILTUX
I Watts D%\ % &, MPO-ANCA™ HP @ 82% &
PR3-ANCA" HP D£HIH GPA [ fESh 3. U EHM
5 AAV ICEBEU T HP D% <X GPA & E X BNE
THD, I MPO-ANCA™ HP Tl HELR GPA D 3
W (EKEE- TREL- %F K) Z@lc3 WG
BTH>TH, HEE GPA [CE Ut ERNEEEE
R INRETH 5.

D. 8

HP DIRFEIL, HBERE DRBRENFLTH > e
KOS, AAV Z(F U & & U RENTEME HP YRR
M HP AEARZEHHDIRHRANEYTRLTWVWS. &
S5ICEREBNEN - FFM4E HP DFTH, MPO-ANCA”™
HP DHIHEBIC R I ENRFRICK D RSNz 1.
HAA HP ICBEY 2 2EBREFAETHRKRE
MANREINTWS. —fRIC, AAV [TH TS ANCA
status ICDWTIE, db3—0O //\"i’@ﬁ’( PR3 -ANCA"
AAV % <, HAZ&E 7 I 7Hig T

MPO-ANCAs AAV %W Z ENREINTWS. Bk
EreHECNEROMIC, BEZSOHLBAS
NOMFEZNRBEERNTEL TWD EHAEINT
W3. BTH silica, MAEY), Y I D BREHNRRE
DEFREF ER>TWD. KBORBENTENE HP I
HULWT MPO-ANCA"™ HP DI¥ M E HHBDEVWSHE

ElE, AAV OHIBZEBME L AKRBERTHDIEN
RIS,

WE, BN AAV BEEXTRE LT/ LAT4 R
BEMITNRE I N, 1) BHBVLWECEEERIL
GPA, MPA & W > o ER R EE & B IC 1F 7 <,
MPO-ANCA ¥ PR3-ANCA & W\ 5 7z ANCA status |
FHE J %, 2) PR3-ANCA"™ AAV (& HLA-DP,
SERPINA1 (al-antitrypsin), PRTN3 (proteinase 3) i&
{ZFIC, MPO-ANCA™ AAV & HLA-DQ &= F (B8 E
9%. Ih5lE MPO-ANCA™ AAV & PR3-ANCA
AAV FBEB S CEGHNERTRIEYT 2 AJEENH
B2 E,GPAPMPA E WS EBERREI LD HB L B
MPO ANCA +° PR3-ANCA & LW o fc ANCA status DY

BERERIGECFRZRET DABEENHS. ébLL
D\)\HU UYFEEE (EULAR) (ZEEEINHIC
SEEEMFEICIHU TR %%im@“&.t?&?ﬁé@b
TW3. co7ILTYXALlcEniE, B UL IE#F
@1@@%%5@%&@%? BTz AAV IEFIIE, ‘2 HE
HULKIF ‘EEER CHfEIh, EBEBEAICIEAT
O/ REVIVOT7ART7 7 ROBABREEHEL
T W % . ANCA" HP T prednisolone &
cyclophosphamide DHABENBMTH S ET DK
MEDFERIL, EULAR ZI)LT ) LD Z Y% T
T2HDTHD.

L EMS, TAAV Tld GPA ¥ MPA & L\ - fzERER
WHDOH TR, (1) BEEED2M (B, L, K, CNS,
PNS, eye &) & (2) ANCA status (MPO-ANCA,
PR3-ANCA) ICEDE, BEFZILTY X LZERT
%) CEEREETS.

E. &8

RILDEENTEME HP I MPO-ANCA" HP D 56 %
FAENEZL, ZOBBRIEIBRNICEETH S.
MPO-ANCA" HP D% < [EHIRHRREE D AAV
(GPA) D—BIEEZ 51T,
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meningeal lymphoid follicle-like structures
in the CNS inflammatory disorders. The



[ SiEROFED REMZREE |

r MR RR BB ARSI o 2 SERY7 y h O B F IR T AR
rHEAFgEE . R A& —
FriEliiek 4 . i EEF KREREERE 22— R NE

MEEE

S MEA R B OB, (1) AR 3 i 2% B 18 % FB (neuromyelitis optica spectrum

disorders: NMOSD), (2) F¥& & i ! % F& M8 (L JiE (relapsing—remitting multiple sclerosis:
MS), (3) FEERH I /)JE (myasthenia gravis: MG) IZBIF AR T-B Vo EBkY-7 b, BX
OZEDEMZDOWNTIRFL, BREBOWIBLOBEEMA AL LTz, FER, LLFOZEARE
7= : (1) NMOSD @9 %, AQP4Ab (anti-aquaporind antibody ) -NMOSD & MOGAD
(anti-myelinoligodendrocyte antibody) -NMOSD TlX, ZiL-ELD IR REIZ B 352K M. B
N5y BEBEI 5L 72%. (2) RRMSAEBITIE, KA Tth OFIEG LR BEIEIIA BIHE T 5.
(3)MG JEHIDHH, Late—onset MG T, KASIM. memory B findE| & ORMEN 1 TH .
BRI BF MG Oz I3 1T DA I plasmablast E15 O —1@ PRSI, itz Tof;
JHER O L BE A [ REM 233 5. F7~ MuSK (Muscle—specific tyrosine*kinase) BRI

ZRTDHUAMM & B PRt & D BRI T DN TORRESCIE, HUA i A> S | i R e &
FHEA3 5.

A. BIEEE

TR B DD, (1) (AR F 2%
BE38 % AR (neuromyelitis optica spectrum
disorders: NMOSD), (2) FJ-%& B fii il 2 5 44
fF{LSE (relapsing—remitting multiple sclerosis:
MS), (3) EJEA, /) JE (myasthenia gravis:
MG IZBIF AR T-B Vo ~ERkY-7 Bk,
BLOZEDEFHZOWTHFIL, FHREDOH
ReLOBhEMEZ A GNETHIEL HINEL T
B2 DBBIT OV THRELIZ.

cytotoxic—T #ifd, &ML CDS, 1&EME(k CD4,
regulatory T fiflel, NK #ifa4 7, B UL/ K
TIld transitional B #fifd, naive B #lifd,
memory B #li}fl, plasmablast D47 ERIZ 5
DLFHEA ORI GEZREL. FRM MY
PRERY Ty REA TR BT I T DR IR )RR
DBIEMEZ DWW TR A EITHRE L.
AWFIEDONTHUZISUN TS, P ~DRd
EEL THEREOMELE B 2 OKRE AT,

C. &

B. WFFGE

KR BICBIT DR MY ERY7 7y b
HEE, BEBOBELLERLIARE M 2
mL ZEH LT, T+B U/ EROAFR M 2
~—h—mYumL flow cytometry (FACS
Canto2 Becton, Dickinson and Company) %
WTHIELZZ. WIEHBIX T VoV EK;

1. NMOSD

(1 ) AQP4Ab-NMOSD 24 fi &
MOGAb-NMOSD10 fil&*tg& LAY T+B
Vo RERH T MW CIE &kt FREE (HO)
LOL BB F AT o7, KIEMm T Yoo
BRY 72w b NK RO 2V RERIZ 5 b HE|
A OTEYEIC R 251372272, —F T B Y



VRNV Ty MZOoOWTOKE T,
tranditional B ffifid: MOGAb-NMOSD 2.7 vs
AQP4Ab-NMOSD 1.2 vs HC 0.8; naive B
g MOGAB-NMOSD 15.1 Vs
AQP4Ab-NMOSD 9.2 vs HC 7.8; Memory B
) MOGAb-NMOSD 4.4 vs
AQP4Ab-NMOSD 3.5 vs HC 2.9

MOGAb-NMOSD 1.9 vs
AQP4Ab-NMOSD 5.2 vs HC 1.7 THY,
MOG-SD #2175 transitional B #ifa, BX
X naive FADORY L BRI 5 HHEIEG DI
%1%, AQP4AbL-NMOSD Bf, 3L OVHC BE&
L CHBEICEETHY, MOG-SD BEZHIT
% memory B Alfa D FLFROYELIfEIE, HC BEE
kL TCHEICAEMETH - .
AQP4Ab-NMOSD Z31F% plasmablast @ B
AN 5D D RO BT MOG-SD #,
BIOHC BEE L CHEICEE TH T,
(2) AQP4Ab-NMOSD 34 3]
MOGAb-NMOSD 13 5l & %} % & L,
AQP4Ab-NMOSD & MOGAb-NMOSD D4 %
DML RN BT DV RERY 7y b

Plasmablast

EZNEH HC BELOSRIF AT 1.

N 310 2 LR T, Naive B il
MOG-RD 12.4 vs AQP4-RD 8.2 vs HC 6.6;
Memory B fifil: MOG-RD 3.9 vs AQP4-RD
3.4 vs HC 2.3;Transitional B #lid: MOG-RD
2.7 vs AQP4-RD 1.2 vs HC 0.8; Plasmablast:
MOG-RD 2.7 vs AQP4-RD 6.9 vs HC 1.5 T&
VD, AQP-RD CiZ Transitional B #Ha, Naive
B i, Memory B #lifid, plasmablast @ B i
IZEOLEROEEEN HC LA R
HETdhofz. —J5T MOG-NMOSD T
Naive B #il, Memory B #ifo> B fRiZ 5
HELEOSYED HC L LA EIZEE T
Ho7z.

BRI B DB R R TIX,
Transitional B #il fd : MOG-RD 2.6 vs
AQP4-RD 0.3 vs HC 1.0 ;
MOG-RD 0.8 vs AQP4-RD 2.3 vs HC 1.5 T
», AQP4-RD Gl Plasmablast @ Bfifaiz 5
L RO EN HC, BXL O
MOGAb-NMOSD D%, D& EL#E L TH B H
i ¢ o7=. —J5 T MOGRD TD
Transitional B o> B Az 585D
EHIEN HC LA BICEE Th-oT.

2. RRMS

RRMS 34 JEFIZ%5 L1, Tth DAY 7 EK
(2O LEIE L BE Y S OREIFELL, EDSS
TRESNADESEE, 4 MRl TO TR, F
F[RIE D& TH B LARM M. Th OFEBIRIFRZ 1%
ARETHRF L. i F, RRMS SEBIIZII1T5
KRR Tth DAY BRI S D BEIE DI
(%) 1%, 6.27 = 3.28 ThH-o7=. Tt (%) FEHRE
MS BR[0T BB BR S R b7z
(r = —0.61; P = 0.0001; n=34). Tth (%) &
ey IH, EDSS T/RENDLEIEEE, MRI TD
T1 BB ITFRBBILRIZ 727> 7= (r = -0.09,
r=-0.30, r =-0.41).

3. MG

(1) FTIEAEESIEDS G, Early-onset JiE
(EOMG ) , Late—onset 4E ffl (LOMG) ,

Thymoma-associated JEf] (TAMG) Zxf 5L,
IS 3 HEICRITDARMIL T U/ EK, 2B
IZ B U/ SERY 72y b bR A T o 7

FER, 3 BERICRWT, KM T Vo gk~
Ty MCHBERBEM 2T e ol —HTH
I B Vo BV 7 2o b S RELB R T
1, KA M memory B flROEYL/RERICE
DHENEG DY) (%) 1%, EOMG # 3.8 vs
LOMG #f 1.7 vs TAMG #£ 2.4 THY, LOMG
FEIZE1TD memory B FlfROEIE O NEHX

Plamablast:



EOMG %, 3L TAMG fE bzl <2
NHEBEIZKECTH -7 (% P <0.05). 1FZ0D
FRG ML B UL RV 7By IR 3 BERICE B
IRFEITR DT

(2) MulEE OFEAEMEEAE 10 B2
2 R ERAT R TORRMYIL T-B Uo7 SERY
TRy OB OWTIRF L. #55, T A
fi52 Tl NK Mo 2V BRI E5EI&
DRI WTEA L, OBIZHEINT %
B oA (NK R 78T 8.4 vs #fitk
B1416.9%) . BHiiER CTldplasmablast DE| &
DT RS — @M S H N D A A /B
AU7= (plasmablast : fif §7 0.5 vs fi7 % 7 ]
2.0%).

(3) HIEMESEICHBITDI L EKYT
MZ DWW TORFHNIINZ T, seronegative MG
DHH MuSK (Muscle—specific tyrosine—kinase)
BURBB B 3155 MuSK HLIAD FFE 12O
T MuSK HLIABEE MG 6 12351 D5 A &
B R P O BB I DWW TRET L7, iR,
6 51l 5 IS\ TIfLIE MuSK AT X R
R & DOFABI A DTz,

D. B%
1. NMOSD

INETORFIT, AQPA-NMOSD Tix
plasmabst 523 AEETRSBI G- 952 MR
I TWD. A RIOFE 2 DRFHIBWTY,
AQP4-NMOSD @ U > /N ERIC o 5
plasmablast O E &N EHEEZ/RLTEY,
plasmablast | F-& AQP4AB-NMOSD JiBEL D
B E RN T INE. — F T,
MOGAb-NMOSD TiZ plasmablast Zl5 D F
HiZ s o7=. AQPAb 5 M il &
MOGADb FGPEIZ 31T DGR R BV I TFER Th
DR, ENENOFRIEICHITS B MilaoRE 5

(TSR ATREME D RIZ S LT

2. RRMS

ZHETORFT, RMIML Tth 1%, MS Ji5hE
~OBEII DN EEZ B TWA. L,
A Bl OF A~ ORETTIE, KM Tth o4V
IRERIT A5 6D HEIE O SLE & RS R T
JE D FREBEIFR A R LT, RRMS 12V TRPY
1. Tth 23 DFRREIZBIE T 5 Al RetE e
Z 25T,

3. MG

MG @ EOMG #f, LOMG B, 3L TAMG
BICBIT2Z EILBHRE T, KM
memory B RO E| 5723 LOMG BEZRBWTH
AL L L TIRE T o7z, MG 1281
DHAFE M. memory B HIAED Y SERIZ DD
BT, FIEEMEOFAHBL, FAEN E
(ZRDIFE IR UR T 5 2 i g2 i,
LOMG DFEFEAT = A LIZBIHEL TWHAHIEMN
TRIEE T,

P i ek O S5 775 JHE 79 ~C oD i iR B it
A% CORR ML T+B U/ ERY 7y b2
OV TRFTCIE, IFRTE i L Ciff %
HINZRBWT NK g0 2Y 2 RBRIC 5D HE
AN BMEICEA L, OBICHEINCERC A
MCHHIEDRHADNE T, ZORERIL, Z
NETITRENTZ NK ML RIS EE D
B DWW T O L RER O Th o7z
Fo, AL TRO LN % BN EBITD
plasmablast E|& O —E@ ML, #i% TO
B AR O AR B TS FTREME D B D,

AMFFET MuSK HUAME S B J R P
CFIBET B EAVRENT. IR 7 LA
VLIPS, EAEE OIRICA HTh L rRetE
DRIBIHT-.

v
¢



E. f&im
1. NMOSD

AQP4Ab-NMOSD & MOGAb-NMOSD TiZ,
TNENOFRBICEE LR M B a0
BT R D,
2. RRMS

PR EARRY MS JEF]TIE, RAEI Tth OF|
B ERREEEIIA EICHET 5.
3. MG

Late—onset MG TiZ, K#4If. memory B
RaDEIE DMEAE CTHDZENFFETHS.

HUMuSK Bt MG 123U T, iR 725
B E IR B, B OHRICA HThoH ]
REMEDV RIS T,

F. WFesR

(1) EXN
mEER S (47 f
JRE RS L DR R ( 0
FRUS (L= ) o%E( 17 )t

ZDILERLD
MCRR

AL

R

1. | %, ARHE BEE, NG Lk, E
R, & 2, PhUHTIR hE
BB, {BIE /A, Rl 2%, B 48—
T MOG Fuii B R A - HT AQP4 HTik
NMOSD (281 D R OARA M. T-B U
PRERYT 2y ho kg, 5 28 [A] B AMRE
T T RTINS, KR, 2016

2. AR BV, AR EY, dn ElsE,
B 5, e e, B R, SJE B
%, BE fmA, WH 2%, B K
HE 7 B ) E BB O g R R BT D78
fa L =T MO Z5 8. 55 28 3] H A

PR SRR P TR 2, KR, 2016

3. EF B, B ', ALRE BEE, R
FET-, IR Dot BRI B, N £
Ao, = WS, R ZR, A AR
Neuromyelitis optica ZZ & ¥AIZ 31T A AAY I
1L R 5 T & P 28 0 ol 2 SR oD B 4 12D
WTORGET. 528[E A AR PR
firti=, KR, 2016

(2) 5+
MR (7)1
R ST LD+ (2 )

TP (L E =72 8) D3 ( 0 )
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FRHER
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/N RV BEIE R D ER IR B9~ 5 iF5E

SVRRETEE - IEORERRR L BT
FIT I it R LJUNRZNER 20 BT/ DM 7 U = 7
MREE

HAENICE T 5N % RIEBLBEERRE (ADS) OIIEME R L OMIRERLZH LT T 572012,
2005 4F 1 H~07 4F 12 HIZ2Wr &7z 15 LA F D ADS 23t &4 2 2EFAE LI L, 1 KRB X
O 2 A ZE 2 5 L T2 [EN 977 EIRFERE DN, 723 Tk (74%) 7> B [E175 % 157, 22 Wi E Y1 X International
Pediatric Multiple Sclerosis Study Group 2007 “ERR(IPMSSG 2007)IZ%E > 7=, ADS 439 (%t 61) ADOZWN
#FUX. ADEM 244 (28). RDEM 9 (2). MDEM 12 (4), CIS 43 (5), MS 117 (16). NMO 14 (6) AT
bolo, BFEEOFIEMEE, Fin, MER KOWIERBEFES A X MEORKRIERZH 6L, o
o A OWE LR L, 4%, WO mWERNZ BT 2 UGTHUIPMSSG 126 & DWW TERL L .
/N ADS Bl OFTHE R W3 K ORI A CHIB U 72 BEEEF O R 12 1 BE T 2 MEWro gl & 23 5| & e

SHELEEZ DN,

AFFERER

B RVERBEREBRE  (Acquired demyelinating
syndromes :ADS) 350 E 2T L7 RIEMEBEIZ &
HIRIERTH B, ADS [ZFAENICIIT B IREEAL
R &V EBEOFL . T b REMEMLIE
(Multiple sclerosis, MS), 2 BIEME N BE 2 (acute
disseminated encephalomyelitis, ADEM), %1 ADEM
(recurrent ADEM, RDEM), Z#H{E ADEM (multiphasic
ADEM, MDEM ), A% 34 % (neuromyelitis optica,
NMO), HARRE R B CF R 7% 4 & T CIS (Clinically
isolated syndrome)IZ /3 S L5, AARENIZEIT 570

2 ADS OFANRCHGRFERELZ B 5T 572012,

2008~2009 4124 E A 2 i L 7=,

B ffEGE

2005 4= 1 H~2007 4 12 i@zl s iz, 15 %L
T ADS Zxt%R &4 5 EEGA L Lo, ki
#13 . International Pediatric Multiple Sclerosis Study
Group 2007 4ER  (IPMSSG 2007) % v 7=,

(fw B ~DAELE)

AFHEMFITIL, TN KFZE 2 S MR RS
DERBEG T To7= (20-64 5),

C WroefE R

B 1IRB L2 IRIRA B2 154 L 72 E N 977 5B
BN, 723 figg (74%) 7 HEEE1572, ADS 439
(B&\ 61) ADOZWTNFRIL, ADEM 244 (28) , RDEM
9 (2), MDEM 12 (4), CIS43 (5). MS 117 (16).
NMO 14 (6) AN Toh o7z, 3 FEMOFEHFNZ I
% ADEM EERIL, A1 10 HA 1 HFH7=D 0.040
A (95%(EHEX ] : 0.34-0.46 ). MS I X O'NMO
DAERFITZNZI 069 N (95%(5 FEH X[ :
0.58-0.80 A) 36 L 1r0.06 A (95%/Z X [#:0.04-0.08
N) EHEE SHLTe, HEETRBEE - GRHRICH R
AT R G- 7273, ADEM dEES TRV ME A
ZRDTZ, MS AWFEITALES (0.745) B L OHHEH
A (0.738) THHAR (0.521) XY & @EWER 2R
L7z, FEIERF O finh BT NMO 23 b < 10.3
%, %V T MS 8.3 7%, CIS 6.2 135 LUV ADEM 5.5
R Cdolz, HFHREORTLEDED LHIEGIT




NMO 80%. MS 66%. CIS 48.7%. ADEM 33% Cb
D IEFERSEVEBIZE LR 5O G &
VMM 2 /L B ivTe, BRENR & RSUFEIREE IS A L
7= (Yamaguchi Y, Neurology 2016) ,

D. &%

EBSAICILAE O B2 E  (IPMSSG 2007)
ZHWZZ LT, ADS OERKRSBIZE L TS0 o
DIFFEHRE & ORI A& R E R 5 2 & n T
7z, AEFA® 5 AFELLEEARR TR HVNE
ADS 2, PIEIBLEE A < M & ORI T4,
BROFHIREEDO DR ICEHT 2MFAPLETH
Do

E #&5m

AP X0 FDEO/NR ADS OFE )72 5T
\ZERR R D TH S L fe o7z, 2012 4R,
IPMSSG D2 B A SE S 7z (IPMSSG 2012)
A%, ENTERMEOE OB ER R L, /R

ADS B OEiRG 2 5] ot & HEWTAY IR A3 2 24
ERdH D,

F WFoe3R

(1) EN

BEER TS (3)
JFEE RS L DR+ 0)

ZTHRLSN L E 2 —8T L D¥ER 3)

ZDHIHERLO

i SLFEFR

1. BBissE, BB UNROSRMEEIE ] BAERKR 73:
241-246, 2015

2. JRFEER, RELESE
309-314, 2015

3. EET  TRMEBIEERRER ) 4 B o/NEieERES

674-675, 2015

(EWEBCENERN RS ) FOARRRIR 73:

FRIER
LR, BEFHB, flmE, FRe AMESR A
PREHE, mAGE . iRl B AR, &Y
—BR. SEMMR—. ATESEGA. KPR, JRFFRS - N
WEALIE S 31T 2 IBHIEHUIEORRET. 55 56 (8] B AN bt
RFMER 20145 AR

2. Torisu H: Nationwide survey of ADEM in Japan

The 18th Annual Meeting of Infantile Seizure Society. (Invited
Lecture) 2016, Tokyo

3. HESE NSRRI AR R ORRIR - BB R O
W LR, AAVNEMR SRS (BEEED) 2016.6 K

jol

(2) Hgshresk

EEIEREE R (1) 1
g IC L D ¥E (1) 4

ANV E 2 )L p%E (0) 1
ZDIHERLD
T
1. Yamaguchi Y, Torisu H, Kira R, Ishizaki Y, Sakai Y,
Sanefuji M, Ichiyama T, Oka A, Kishi T, Kimura S,
Kubota M, Takanashi J, Takahashi Y, Tamai H, Natsume
J, Hamano S, Hirabayashi S, Maegaki Y, Mizuguchi M,
Minagawa K, Yoshikawa H, Kira J, Kusunoki S, Hara
T: A nationwide survey of pediatric acquired
demyelinating syndromes in Japan.
Neurology 87:2006-15, 2016
FRREE
1. Torisu H, Takada Y, Kira R, Ishizaki Y, Sanefuji M,
Sakai Y, Hara T: Pediatric acquired demyelinating
syndromes of the central nervous system in Japan.

The 13th Asian and Oceanian Congress of Child
Neurology. May 14-17, 2015, Taipei.
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MOG TR G HEARERE B O ERIR - g3 2450

SrEbEEE - R 5

WHoEw g« STIE. ERY 7T 20 /NI RR REEM, BIEY SRR, =
JHFERR, mfffl=, RE H#. PR, BPE] BAAS - HAES

FIT IR it % 18 RSLE R R P L VR CIE TR i e . — M AN IRt e Ak
ZeAT HMEREALIE - BRI o 2 —, BALKRFEARNE, # K
FERMEMACIERR T, ENLREEsRE KPR N R, B RER T
WA ERE 2 — RN E

MAEEE

S YA IF Fud A MEEA (MOG) FURMHARIR B O BEIE M OV HE & fihT
LTz, $17 7 7R Y v 4AQPAHHUARRENE O RZARR S EME LB BB D 294 5l D 5 5 72 45
L MOG HURBGYETS o 72, FEIEFHR O H A I, FARRKCHBER OREFI(30 52k
NTHIRZEDIERI( 7 ) Do 1o, FFEEI Tl N HIFRE TR ZE D & 265173 £ T
X728 oTc, AT A RIBRICK VERETRIZRIF Ch o7, BT MOG HUARR R Tl
PL AQP4 HUIREG A D X 5 73 Glial Fibrillary Acidic Protein O _E&H- ZFRD 72703 o 7273,

Myelin Basic Protein |&ifi# T L5 L, ZRMMELIEMS)ICEIT 5 EH-ORE L GE R
N o7, LIZA - TH MOG LRSI IR ER TH 5 Z L AVRBR STz, At
OBER T TIE. BT MOG FUAHMER]CTIL IL-6 ° IL-8 72 & Th17 B#ED YA M A v &
OMTHREN EH L TR Y. BT AQP4 HUIA 4 NMOSD & 3L L TV =23, MS & (3572
ST F =2 THY . HL AQP4 HLIREEIE NMOSD & 5t MOG HUiRBG 51 D Fa % i RE D

B VRIZ Sz,

ABREB

pii= oAy arFr Rt A MEZ LY
MOGilkIZ, Hi7 27 7RV >4 (AQO4) Hilk
PEVEGL AR BE R BE R AR (NMOSD) R, /Mo
SMERIEMERM T REXR (ADEM) 72 TR END
D, A DZIYEMLIE (MS) D% < Tl
SN, TERNE Y7 ERoTWS, £724T
MOG HiiRBEE NMOSD 1%, HT AQP4 HiRpGHME
NMOSD & [GIRRYZR RN BRI 5 2 & 7 s
IZHE SN TWD 28, HT MOG HUiA G5 D Jp iE
DFEMIFRIR L L TARBIZ i3 2, AR
X, (1) HTMOG HUARBGMIE G O BRIRE RS, &
PSR O E~ — I — 0% A R A T m
74—V EPIE L, HL MOG HURGERF] D 0% 55
REA FET L7z,

B B3t 5tk

1) Ht AQP4 HLAAR R M oD HHX AR S iE M4 i fif e i 0D
294 Bl i % AV, HTLMOG Fiik & Lz, $t
MOG #itifiZ, & s MOG 4K cDNA # A L, &
12 MOG % il 68 & H 72 HEK293 Alifa 2 vy
TR (CBAYE) THIE L7z, migik
128 fHICHR L., BtEOGAITARGE CHER
B HUAAT 2 JE L 72,

2) PREEZEHZ T IED G, CBA IETH MOG
PR D 2 W IIHT AQP4 FUADGME T o o 7o RIENE
X AR SR D E B O BEIR A IR LT, 7ot IR
FEL LT MSHE0 i) e OFERSEMESR (16 )2 5%
ELTe, TNHORIRT, 7TA bt A FofE
~ =W =D ) T REHEVERRYE & > X7 B (GFAP) -
RV OEEY—I—ThsH IV MR



F(MBP)Z Il L, BRI HRS, Bk — i i a &
D THRET LTz,
3)AMEH < RIRATICRIR N R B S 7=, $T MOG Hit
IREG A 29 6511, 5T AQP4 HLAREG A 20 1], MS20
Bl FESAEFR B 12 BT, RIEMEY A NI A &
REAIZIE LTz,

F 7251 MOG FUAGMET IFNB fEFHEDO H 5 18
BI(PFAIEOF I DAV ) A2 % ISR L
7o (fBRE ~DHELE)
AAFFROFHENIZ DWW TREEE B S OERBE ST,
FZEICBINT 5 BEICHIENE 2B L, &
[ CRIE 2572, BFE0EhEICE L CidEE o
NERORFEITE D, ARIEED 20K S ITHLE L
77

C Wi

1) 294 fFild, 72 BITHL MOG HLiR 23 EE iz,
YL TSI D | TR AR OFBER THIFE LT E
Bl 30 BTS2 7223, WIS THRIFE LIIEBIIE 7 mk
7Eote, BIHITIEWA LN EZRITR N -
Tz FFRERSOMGPIZ X 0 BRI K CTIAE T 2 B
D3EIDN o 72, MRI CIER & 72 FVE MR 280 R 2
JEAZIRE D L BTz, 338 LT EB] Tl s
JECHIREN S DHINENTIE 2o Tz, AT 1
A FIGRIC X VR TRIZRGTE o7,

2) HL MOG HURBEHMEFIE 31 1], BT AQP4 HLIRE;
PEGIE 59 B TdH Y . CBA ¥EIZ & 0 #liE T b Ui
itk & R S L2 DX, Bt MOG Hiikis 23/31 #1,
Pt AQP4 HLIRIZ 45/59 5T d > 7=, HT MOG Hifk &
U AQP4 HUIADY & B IZHIEDIERNE /2 <. MS <
IERIEMRETIL, W bHREETH - 72,
GFAP (2B L CiIHl AQP4 HLIRBEIERI T I
HE2RBDT=M, L MOG HURBEIEFI(NMO O EgK
B OFER 2 ZTe), MS CIERIEMIEBTIX, 1T &
EERIBR N2 o7, —J7 MBP ([ZB LT
%, HL MOG HLiRBEG 3 L UL AQP4 HikpME
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