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FI v - NV —JEER (Guillain-Barré syndrome : GBS) &, 2EIC3IET % H ORIEERETF I L 5 KAk
PWHRTH D, TH - W2 &EOATIEG: 1~2 8%, W OEERE L2 FRERE L, REREE - ks - |/
BAREREE 2 &2 . R ) UAEE SN DR Z WS, MRESEEINLIEMEN S H L. K
eI ) ORISR T 2 HCHUE L v 7Y F ¥ FHuR R L) 25N & 3 5 PusERA I R I ISR &
THI LI D RMMREEELZETLEDEEZLR TV,

R DEERR

P EIE BN\ SRR R A AT ) . SRR L LT, @7 7 = L ¥ A#: (PE, DFPP, IAPP), @ I1VIG
BHY, MEHENTNRL T V¥ ALl (RCT) X W AMENBD LN TWE, &8, RMIBEEATTA K
HROHMIC X 2HEAET 7 v A0 % v, HE GBS O2MEMINC, WeFREE - PR - HES 72 B A
FEREE ORNEENR - MEAB L) 2RO LEATRETHRZCB W TEGEMLLEL T, WML B
Hofa - BEFPERG 20 - VRERERIRINAS - MiAESE 2 &2 FHiT A 720U N T =Y a » 2 BT 5.

77 1L ZDIRH

GBS {HENIIIHIN & B3 2 HOPUE, #ifk, EWEY A M4 v Lo 2BRET 5 2 L % HIIAT
b b, GBSIZHT 5 PE AL, Jbk, 795 ATORBBRCT »7bh, WFhoRETYH PE B3
FETGHEREIC LI LB 2 R 2 B 2R L L HuE ST b, TAPP OF ML, RHEGHRE L LKL 72K
BB RCT 137 £, 2B RCT, PE#D L5 WIFIVIG B2 IR E L2 LR TN, PE# L IAPP #ICH
DA EAET P/ HEE N TS, DFPP OARIEL, PEBIOERER X ) ZOHFREIRD 5T
Wb,

BITEDRA > b

AHTIE GBS IR L TPE, IAPP, DFPP oW N b RBOEHZIE N, T HEBEOARNEZ K L 72 ik
E v, REREORIIL, Mgk T & OB, WHEREOPGEEICI D ELRY, HITHORERE DR D BV IGELEE
BT 5. GBS TIIHAMRE D WEINL 720, RHFMAHETA SR ERIIE, AR, SI0E7Z &% D 5 F
TR7 7Ly ZAREORPUIBEEIZL, IVIC 2 HE—RIRTNEXTH 5.

BITEZ - T DOHRT

ARF OB TIE, A ENoRES <, PE, IAPP, DFPP oW §FhhZ ity L, —#IZOXH 7HFT
AHLNTWS, PE I, 1 BOMAELIEIT 40~50 mL/kg, 2B 4~5 ], EEREIE5% 7V 7 3 izl
M5 %. PEOR#EMEE, FE 2 HEDNIZB VT, BEF G m BRAT0EE) Tk 2 Iml, REEEs (rBhk L
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TANARE) S OHEIER] (N LI EsEERE) Tld 4 b, EREFTDH 6 MU EOLEIZZR v, IAPP I, 1 HOI
HEALERE X 1,500~2,000 mL (40~50 mL/kg), 2 EMLPNIKEH 4~5 [0, FERICE D & S BIENT 5.

RIREH * 4
WESHEDOWNRE LR DBF T v - WL —EHEREICOWTIE, Hughes DEFEE T4 EL EOBEICRY, 4
RO ERMEBIE, —HICOEXH THZRES LT, 3HMICR- THET .
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11) Haupt WF, Birkmann C, van der Ven C, et al: Apheresis and selective adsorption plus immunoglobulin
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REBE

T8 S e P B BEME £ 8 = = — 1@ /¥ F — (chronic inflammatory demyelinating poly-radiculoneuropathy :
CIDP) &, 2722HPLEICHz 28 MEEATHE, 5 WIEFREOLEL NSO O @A - A O IET,
FREEZ EH L2 ERAH O R EMERETH 5. BRIERIZ, W OESREE - EKEREL RO, & X2
MR - BATRE D BE SN D, U OMKEHIETH 2 WIZHET 5. WERRRE TRy 37 Miluffeg, &
KBTI MA - AR AR CIREAT W 2 52, BRI CIE S - IEREIC BT Gd AR - MREIEE % 3o
5. BIEREATOA FIEE, 77 oLy A8, IVIG & & OREFRERICHAREIRIZSE T 5. CIDP OJERK
EAHTH 5, KRR =) O 51C (neurofascin 155, contactin-1 %2 &) 3 A ERFIZ L 54
THHCRERRBLEZ SN TV,

R DBEIRR

CIDP ®¥EAREHEE LT, OF7 7= L ¥ A, @IVIG, @RIFREA T FigE DY, wIFhd RCT
XD IZIZFAREOEFENRE RO TS, MHOBEEDRIZCTNRD 60~80% TH 275, R R EHREDTEIE
v, LIFLIEHRT 2 7-0MAfREZLEE L, BROMBREA 7T P, Gk, & XI2IVIG, 77
LY ABEMTbNGL, WEHI I s AR v, THEFEF T Y, YrukRAT77IR, UVFIITh
EORBERHSEE I 5.

77Tl ADIRK

CIDP {&B NI IN & BIE 3 2 B OPUR, ik, SIEMEY A M 24 v EomENF2RET5 2 L% HIYIC
fThib. 2004 4£® Cochrane L ¥ 2 — (2010 4£2k3]) Tl, 22D 75K (sham) & T ¥ ¥ & Ml E
RKEE (RCT) @2 ZEFDHTHN, PE 1% 33~66% @ CIDP 12 3B\ THERAEIR & Az 8 o I 10 70 S 35 %)
R onszef@m L Cwb. Dyck 513 CIDP IR LT 38, 2/:80 PE# (6 1), sham #IZ51F TR
&, PE BEIC BV THRAEIRZ S I BALEBSI Ao 28072 L i L Twb. Hahn 513 CIDP 124 L
TPEM (1010[), sham #D 7 0 X+ — =W % 17 L, PE # CTH o 22 ERIEROUE & B4 Y
A R ot Z2 R 7 L #E L Twab. Dyck 513 CIDP 2% LT PE & %\ IVIG % HifT L lbikeat, 2 B
WAHREERELS, WINOERRIERETHL LH@mL T 5.

HBITEDRA > b

AR RTEVWIEFT Y ADHHT 72 LY AFEIZ PE DA THS. PE 13 CIDP DFE—EIREHREL LT
R THA. 4, PE, IAPP OWTN G IZIZHFEOHE BRI REZ R L2 L OREND 5. PE L2 M 2wk
DYUFEATRD SN BHETIEAMEITE VY, HRENEV. COHATIIROATRER 7o 4 N3, 5GEs
HHEOUHEZERT L. 77 2L Y AFEIENER - AEEO N TIVIG, RIFREATOA FIEHRIZHS.
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RITEH - T OHRT

CIDP (ZxF§ % BB X, 2EME 0fERIT, PE, IAPP OWFhhZ/ifT L, —#Ic2o&H 7 E TR
HHNTWSD., —f#IZ, 1HAMIZ 21O PE Zifr L, MEEREOSED RO 5Nk, ©o< )& PEORKE
W3 BT A Tbs. PE, TAPP OEERRMIIIE V720, HMEHEE, H20VIEEYRTT7 7 oL ¥ R
B, MORIERESVEL 5 5.

R A * #
WO & 7 B SR E BB S AR AR R O E MBS, —llco & 7T HZREE LT3 AR
BRoTHETA.
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1R BRI
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HEIEW M J)AE (myasthenia gravis: MG) &, ‘Bi&H O MRS O% > F 7T AT BES ¥ 37 1x
T5HCHRIC X > THREMBEHTO Y F 7 ARENHE SN, HoBEIELTETLHEETHS. TOHD
ik 37 F v a) B4R (acetylcholine receptor : AChR) $URTH 545, FOMIZHMIFRF 0
¥ ¥+ —+¥ (muscle specific kinase : MuSK) #ifk, i LDL 7k & > 7327 H 4 (low-density lipoprotein
receptor-related protein 4 : Lrp4) ¥ifh7 &E05% 5. MG QKRG TE, HHETHEL, F0 9 B 70% (&MU
OB IDET, He FRESEZFEVEGRIIBITT LI L2 v, ERMETIERDADSEEIRMH & v, JE
WRICIEHNEE DS 0, EERRERLIC L D ESAR LN, KEICXVSEET S (BIE ). B, A ML A% ZE
WCRAHICHET A2 L0d ) (BMEHNE), WA HPSLELRRBICESGBGE2 7)) —EE v,

BRI DEERR

MG {H# ORI, REHRECRIBREA 7T a4 N3, REAHEEZ HwORE 2 IH LERL BiE3. 2%
BERCIZT 7 2 LY AW, IVIG, 27104 RNV AEE WA, HEsEs LTiE, fiia) v 255 —
YRESRZ V5. 50 2L T O R BRIE O & 060 I3 NI R bR 2 6179 5. &3, Pt MuSK Hifk, $it
Lrp4 ViR MG TO R IE 2 SN ew. IVIG EZRE 7 7Y v % 400 mg/kg/H % 5 HIE, i
Hd s, BHEHATFLVTL Fo=va v 8V ZAEEEAF VT L F=Va v % 500~1,000 mg/ H, 3~5 H ki
HT 5., BMENEROZTFT AL ROV 2ETIRZ ) — BB RN D 5720, IVIGRT 72 L ¥ A%
MAEDLEL Z DLV, MG RUEHO -0 MEMHIEESEH SN, ABEEA T, FE, AV a=a—
VURES (Y ruRERY Y, yra)aR) mEBHVSNS. B AChR HifkBit MG T IVIG, PE #)%EA51
SR SN WIEBI TIIALER] (=2 ) v ~<7) ISHEE, RBGET & o7z, 72, REEYIM 05 MuSK
PUABYE MG T3t CD20 €/ 7 a—F LV Fifk ()Y ¥ < 7) OFIMEIHRE IR TWDE (RETIARBE ).

77 1L ADREL

77 LY AR, MG OMER, MR, BIEREA T 04 FEBHICTICEBR L Va1
&b, 772y AREIEMNRENER R R L, SMEMERLGGEY 5 MR ERETH S, PE,
IAPP, DFPP IZ & U lfiirh$t AChR HifkzBrZ: L, W2 S 5. P AChR Btk MG T3 Z O =F O iG#E 5
DEFBNEOEFRD V. 2B, PUMuSK JihkD IgG ¥ 727 5 213 F 2 1gG4 25 7% 0, Pt AchR Pifkix
IgGl, IgG3 TH Y, £ 2V —/NTRIZ X % IAPP Tid IgG4 WAL 720, $t MuSK HUikF % MG Tl
PE $7:13 DFPP 258 L T\ 5.

HBITEDRA > b

MG OFREFYNC, B THEMEOD HHEHETH L7 7 = L ¥ AF:, IVIG 2 v A MG 0iR#%
wEEL, BX 0 AT =2 =) VIHEREBBIISEA, BORBERERA T4 FEZDRIZE &0 5 HH
ERHERE I T WD (early fast-active treatment: EFT). F 72, SMMERICOBEMBNICT 7 = L ¥ AP,
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IVIG, A7 a4 P2V AHS2 e L, AU ERIREISES ZEAFEETH S, IVIG & PE FESE MG 12
BOWTFHELRMREZRT. &b, WREEZRITEE L MG TARRIIC PE 28 A LERA TR X )RR T
Hol W IN TS, HHRIYUE MG ORI iGH & LT PE, IAPP 2 ait®RI & & 2 WREMEAVR S h
TW5.

BITEZ - B T7TOHXRT

77z VY AFEORBR AT ¥ 2 — Wik v, PERIBREA T 04 FERLQENHRISE L GEH T2, &%,
10~14 HENCEBRIMAE . (KED 4~5% Y4 E) /% 5~6 MfT\y, FOtk, FEEEROYEE & HT AChR Jufifll
DOEAEZ/RT F T 2~3HAMIZ 1 D PE ##: 083 (intermediate PE). intensive PE if7# & ) fi O %
R, 4~6 BINITHEHNRDFET 5. T, MG ORERINCT 7 = L ¥ AW, IVIG, A7 84 F23L AH
BRI T, BIBREAT O FEZDEICEED, ANV a=a—Y YIHERZE AT S EFT #ikH
HATENTWA, BHNICO) BERORIBREAT O, FEOKGPULEREFTIZ4~6HTLIZT 7L
AR BEIMLTIT 9 A% (maintenance PE), ZHIZ X ) fiESERO S, FIEREA T4 F52RRE
Mz EE 5.

RBRE A * 78

MEHEORN G L B A EEMMEIIEICOWTIE, Wk 5 EUANTHE LEIREE O D 206, 7230
PR RRIB R E AV E VAN L TR L2 WIGEIZRY, URkoER i, —#IiZ>%H 70
ZIREEEL LT3 HBICR THET 5.

X Bk

1) AR B - HOREMEMRE A TR B ORRE & iEH.  BRRAMRES: 2011 ;51 : 872-6
2) Elzliigﬁ’*j’%'?/ﬁ‘ [FEIEMIEZ RN A R T4 V] EEHS © EIEMEIEZHAA T4, 2014, &L
&, B, pp.5-9
3) Higuchi O, Hamuro J, Motomura M, et al : Autoantibodies to low-density lipoprotein receptor-related protein 4
in myasthenia gravis. Ann Neurol 2011:69(2 ) :418-22
4) Oosterhuis HJ, Limburg PC, Hummel-Tappel E, et al : Anti-acetylcholine receptor antibodies in myasthenia
gravis. Part 2. Clinical and serological follow-up of individual patients. ] Neurol Sci 1983;58(3) : 371-85
5) HPAAS— MR, T 2 LY AR ZaTVHEIH 3R, HART 7 = L ¥ ¥R, FEA T 1 IV
#, I, 2010, pp. 336-62
6) Wolfe GI, Kaminski HJ, Aban IB, et al : Randomized trial of thymectomy in myasthenia gravis. N Engl ] Med
2016;375(6 ) :511-22
7) Oosterhuis HJ, Limburg PC, Hummel-Tappel E, et al : Anti-acetylcholine receptor antibodies in myasthenia
gravis. Part 2. Clinical and serological follow-up of individual patients. ] Neurol Sci 1983;58( 3 ) : 371-85
8) Howard JF Jr, Utsugisawa K, Benatar M, et al:Safety and efficacy of eculizumab in anti-acetylcholine
receptor antibody-positive refractory generalised myasthenia gravis (REGAIN) :a phase 3, randomised,
double-blind, placebo-controlled, multicentre study. Lancet Neurol 2017 ; 16 : 976-86
9) Eﬁigﬁ%ﬁ% [EIEMHBEIIEZHREAA R4 VI (ERNERS  EEMEIEZHEATA N4 ~. 2014, L
&, B, pp. 269
10) Gajdos P, Chevret S, Toyka K : Plasma exchange for myasthenia gravis. Cochrane Database Syst Rev 2002 ;
(4) :CD002275
11) B2 — - M mEOR RIS 356 7 7 = L ¥ AFEO BN 2018, A THEZ: 2018 :47(3) : 196-202
12) Sanders DB, Wolfe GI, Benatar M, et al : International consensus guidance for management of myasthenia
gravis : Executive summary. Neurology 2016 ;87 (4 ) :419-25
13) Barth D, Nabavi Nouri M, Ng E, et al: Comparison of IVIg and PLEX in patients with myasthenia gravis.
Neurology 2011 ;76 (23) : 2017-23
14) Kohler W, Bucka C, Klingel R : A randomized and controlled study comparing immunoadsorption and plasma
exchange in myasthenic crisis. ] Clin Apher 2011;26(6 ) : 347-55
15) Schneider-Gold C, Krenzer M, Klinker E, et al:Immunoadsorption versus plasma exchange versus
combination for treatment of myasthenic deterioration. Ther Adv Neurol Disord 2016;9( 4 ) : 297-303
16) MEHM « ke, OEERHEIE. MEsLEMERE~ = 2 7 VIR, 2017, —8AEREAHART
7 x L ¥ A4, NPO A HARZME MR b#4, %, pp. 113-8
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1R BRI

NZ70O7 4 MEEMREESHFR- 2 —O/NF—/
BEERMERESE SRR 1 —O/NF—

771U ZADFEE PE, IAPP

77z L ZAOEHB M ¥ Y87 I2aF N5 HOHRORE L R
T1gG/IgA % : 1B

WL AL IgM # : 1C

Pt MAG FufkbtE « 2C
I1gG/IgA #I : T

AFd— IgA % @ 1
Pt MAG PUfRksE - 1T
RCT CT CS CR
A\ A i
XERRYERE #L . 0 3 A
REBLE

NTTuTA ViE (7 a— oWk ra ) Ve, M8 287 idE) &9 KRS OB TH Y,
% L OFIN D B, BRI BMIES 2 VISR EMBOR 7 0 — M6 2 580, BARMIZIE MGUS (monoclo-
nal gammopathy of undetermined significance) %f£9 Z & 2% WS, ZRMEGRME, EPEY 2 NE, 7V 4+ 70
7 VIdE, 7IUA F=Y AR EOMOMBEEREEZNE) T LbHDH. M T 287 3 [gM BITH 2546
My o7 03I) EERESY 2328 (myelin-associated glycoprotein : MAG), #iRE @ sulfated glucuronyl
paragloboside (SGPG) R4 > 7V 4+ ¥ FREIIHT2EREZ AT 2 HOEHAZ &EHA, M & 2287 23K ke
FEICHEMS T2 280 H 5. MAG 2T PRGNS = 2 — a8 F — eI < B5-9 % 510 MAG $UiRB 1%
BN SR BVEICUFFE L, MRl AT P o WUIBOE LB O R E £ 72 3B BB RS 2 T e 4. 1gG A, IgA
BOB4, M & 23712 X 2 EE 2 KRR EIXH & 2 Cld e,

R DBEIRR

AEREATaA N, TIVIG, 77 LY AFHEITMA, SHEGRERNGHIEELH CD20 €/ 7 1 — F IV fifk ]
BRSO, IgGB/IgA OBy u— a7y YfE (M & 2287 i) &) Bl = 2 — a3
F— T, 1@MEREMER L SR = 2 — 1 /3%F — (chronic inflammatory demyelinating polyradiculoneurop-
athy :CIDP) IC¥E U CRIBKRE AT a4 FIE, IVIG, 77 L Y APEDREEINSL. Tl 5 FEEIT
BIGWVEETH ), HORMMBEMBR LAk s &, MEg (S8 C2ERzMM Thhbs 2t bbb,

77 Lo ZDOIRA

M % 3712 E N5 HOHUE, MAEhO#ikL & OREREYE O L REREERIC X 0 RERE %
H3sLE2z0N5. MY YN ZIMHEERE) =2 —uXF -2 R E L7z RCT O THNTORER, 771 ¥
2PE 1gG/IgA BITIIAR, IgMBITIRERS TH -2 L OHENDH S, LiL, ZoRBVThOETLA
WMEZRD L EVMEEINT VS, L7ado T, BRI 1gG D 5 ik IgA Mo MGUS %49 %6128
LWFTX LA, IgM B MGUS THHEBANBIIUHETEL L EZONL. L MAG HURBEEFICH L T7 7
Ly A Hopuid: & UCHEM L 72R R 238 L2 8 DD case series Tl&, 48 Bl 24 fl T As38oH 5T
Wh, 2L, TOMPEEI—BETRT SR ERIEDEL, 1 FLALOEMTHEETIEBICHEE L2 LR
WEINTVWD, SHEMER = 2 — 0/ F — TR REIALETH 5.
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AT EDRA > b
SBGRE OB, WATHRIZRES 07 ) iR T 4 7Y )7 Y RISEET 2.

FATE - KT DD
BRBGITSL. CIDP ORI T —c oV A 7 & BRI LT, 3 AN, ZRIHHE - <2 0o
T 2 T AR 2 T 2o L R BUEE LT, 3 AN, ZhLHIRBEIIE & 5. i
H1d 10~14 H 221 TEF5~6 6479 5.

fREREF * E:

X ik

1) Dyck PJ, Low PA, Windebank A]J, et al: Plasma exchange in polyneuropathy associated with monoclonal
gammopathy of undetermined significance. N Engl ] Med 1991 ; 325 : 1482-6
2) Lunn MP, Nobile-Orazio E:Immunotherapy for IgM anti-myelin-associated glycoprotein paraprotein-
associated peripheral neuropathies. Cochrane Database Syst Rev 2006 ; CD002827
3) Lunn MP, Nobile-Orazio E:Immunotherapy for IgM anti-myelin-associated glycoprotein paraprotein-
associated peripheral neuropathies. Cochrane Database Syst Rev 2016 ; 10 : CD002827
4) Dalakas MC, Rakocevic G, Salajegheh M, et al:Placebo-controlled trial of rituximab in IgM anti-myelin-
associated glycoprotein antibody demyelinating neuropathy. Ann Neurol 2009 ; 65 : 286-93
5) Nobile-Orazio E, Meucci N, Baldini L, et al : Long-term prognosis of neuropathy associated with anti-MAG IgM
M-proteins and its relationship to immune therapies. Brain 2000 ; 123 (Pt 4) : 710-7
6) Oksenhendler E, Chevret S, Leger JM, et al : Plasma exchange and chlorambucil in polyneuropathy associated
with monoclonal IgM gammopathy. IgM-associated Polyneuropathy Study Group. ] Neurol Neurosurg
Psychiatry 1995 ;59 : 243-7
7) Vallat JM, Magy L, Ciron ], et al: Therapeutic options and management of polyneuropathy associated with
anti-MAG antibodies. Expert Rev Neurother 2016;16:1111-9
8) Gorson KC, Ropper AH, Weinberg DH, Weinstein R : Treatment experience in patients with anti-myelin-
associated glycoprotein neuropathy. Muscle Nerve 2001 ;24(6 ) : 778-86
9) Allen D, Lunn MP, Niermeijer J, Nobile-Orazio E : Treatment for IgG and IgA paraproteinaemic neuropathy.
Cochrane Database Syst Rev 2007 ; CD005376
10) Joint Task Force of the E, the PNS : European Federation of Neurological Societies/Peripheral Nerve Society
Guideline on management of paraproteinemic demyelinating neuropathies. Report of a Joint Task Force of the
European Federation of Neurological Societies and the Peripheral Nerve Society—first revision. J Peripher
Nerv Syst 2010; 15:185-95
11) Simmons Z, Albers JW, Bromberg MB, Feldman EL:Long-term follow-up of patients with chronic
inflammatory demyelinating polyradiculoneuropathy, without and with monoclonal gammopathy. Brain 1995 ;
118 (Pt 2) : 359-68
12) Gorson KC, Allam G, Ropper AH : Chronic inflammatory demyelinating polyneuropathy : clinical features and
response to treatment in 67 consecutive patients with and without a monoclonal gammopathy. Neurology
1997 ;48 : 321-8
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1R BRI

PANDAS/> 7 F L &SR

771U ADFEE PE, IAPP
77U AOHEB L e IN NN SN

IR L AN PANDAS 1B/ 77 A # B35 © 2B
hFr3dl— PANDAS II/ 3 75 2 $E B : 111

X RCT CT (ON) CR
Sk ; : : :

REBE

A BBV ESEER T (group A B-hemolytic streptococcus : GABHS) 1834l B U CI8%E 3 A s fpi s
ThY, KFEEEOMBEMILIIH 32 BOHUE (B 2532 HCRERPICL DV RBIET S L E 2
S, FEAEWWNEBITHSL. 57 F 24 (Sydenham) BEEIRIZ, V< FHO—MBIEETH Y, b — X
ZDIKT, WA E, BEESNEAONL., Fv r7HOEESZ2E0OL2 3D 5. NEHC KRR E MR &G
BE S RS fh AR 2 (pediatric autoimmune neuropsychiatric disorders associated with streptococcal infection :
PANDAS) 13 GABHS BRI AMIIHEL, UToOS5HEORKEICL Y BHsns, OmBEkEED LT
v 7 BEEOAETE, @QBFMHT (3 5 BEME) OFiE, OZRFEIED L IFBRICHEL, HREMEZHED
W, OFSFERE BT GABHS B0 Bk, GOFEEE). 7 v 7 R EOMBEANRE 2RO 5.

BRI D BERMR
GABHS B2t 4 2 JMHGED 127, ASREDH CRIERE & O VHH 5, MBFLTAT T4 FE, IVIG,
77 x LY AREDEE NS,

77 1LY ZDIRH

HOYUER BT 2 STz E oL g EEH 2 0 L CREIR Z BT L Z 26N 5.
1I8BIDY FF A BRHANRLEL, 77V YA, IVIG, BITREATOA FEOHHRE MG L7
RCT OfEH, 772 L ¥ AEEDFENE 1 H %12 chorea severity score 233 50% KT L7z Z EAHiE S Tw
%. %7z, 300 PANDAS il & MR ICHIE 707 Y REFHEREL T 72 LY AOFREERGET L7277
ARG OAE R, WINOBRETOEE 1 HEOMESERIL T 7 R EEICHER L THREICKEE, Lrbik
FENEDS 1VEMFFR L2 2 EAMESN TV 5,

BT EDRA > b
INRBIRRBERE & Y 2055V 2 & & s, WBEHHLOMR - MEIEET 5. $72, WiBeh
ERL O, WATBIASRE 7 0T ) YR T 4 T 2 RS T 5.

RBITEL - T 0HPT
PRIGESY. 7~14 HF% 513 C PE & L <13 IAPP % &t 3~6 {73 5.

RBRER * e
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1R BRI

NMDA S 74N %
TI71ILIADFE PE, IAPP
77z AOEB So Y D b Gk
WL ANV 1C
AFdY) — I

T BRHgR L RCT CT (ON) CR

REBE

AF 0 Fx ANV EY I VERZHEARD—DTH % N-methyl-D-aspartate receptor (NMDAR) @ NR1 %7
2=y b EOMBBAARN Y b — 7 %2R T 5 HCPUE (BL NMDAR HUk) 12X ) 5ET % HOREER%ET
HAH. WMOBEEMEWE TH S 7 VY I VIBOZEK, N-methyl-D-aspartate (NMDA) 7V % I Vg
ZEHRRIHT 5 HOCHRIC L 2 28RO %L 35, RAREOS#E LT, OMEGKFEROEMIELR, @
ISR, MRS - BEIRIRIER KIRE, OIS, OFREAMEEESH T 5N L, HELEICEHEL,
GREEAFTENE % SR AT 5.

RN DBEIRR

AFaA KOV AFEE:, 77 2 LY AR, IVIG 2L, HCOPUROEAEIR, BREROIEEZ HWE L72E
WL TN D, RGO CIRIESYREZ EGT 5. HBIE, FIBREATeAL FETHY, HMFE
X IVIG 207 7 = LY AFEE O Thb S, HHGCIZREIHIEE, $t CD20 €/ 7 u—F I viifk
BHNC X 5 BHMBRIBEENER_EI NS, AHEES, TuhA, RSB, EYYER EOFHENEETHS.

77 1L ZDIRH

HOPUA (Bt NMDAR k) OBEEZ ML CHRBEMIREHEIET L LE 2 6N1 5. RKPRIE 1gGL & 1gG3 ¥ 7
75 2B/ BH, FRAFEVEICRIBREE 2 kD Tid% <, NMDAR ®NIEL# 5 Z & T NMDAR O
BT Z 3720 FLEZO0NTVWE, Lo T, MikERETLIERIINDIVEEZONS. RIBEREAT
OA FHET 7 2L ¥ ZAFEOEHR R 2 BN L7/ 8, 14 B 10 BICPf Bk E i S L, BB
BEATOA FETUENRZROZIERI 3P TH 72D LT, 77L ¥y ABETIET Bl CHEmERN R
ROz ENESINT WS, Tz, /AR 241 BIZ N L7285, BIBEREAT A FEIZT 72 LY A%
PERT 5 2 & T66.7% IR A RO/ ENHESINTVE, LiL, 77z LI AFEOEMELBE L
72RCT XFEMENTBLTZETFT Y 2E+45Th\v. IAPP & PE LM% A2 ilo7- 3 5Hi50H 5.

BITLEDERAL b
RHEEB 2 2T 500V & lh s, FEERFHVOEEISHERT 5. HEERERA o &Yy, ikt
fEra 7)) MER T4 T ) Y RICEET A.

RBITEZ - & TDHPT
RIESY. HH T PE b L <13 IAPP % &7t 4~7 AT 5.
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1R BRI

F 42 1) X~ TEEEITHS BB B NE

77z ADFEE PE

77 L ZAOHB FH Y T TORSE
WL ANV 1C
AFdY) — I

CHRE R RCT CT (ON) CR

REBE

HEAT S BV E  (progressive multifocal leukoencephalopathy : PML) 1%, JC 7 £ )V 212 & 5 Hh Xtk
EPFETH D, HARDBFERAD 70% YL FIZBEEGE L TW A0S, HEORIEREIE T35 & &g L7 B Ml
HREHRENICEBAL, AV ITFy Fadg b, 7TAbad A MIEE LB EL2MaEETH L. FHYX
~ 7 (natalizumab:NTZ) &, FISEMELIFEMEBLIEICX S 5 REEEISE T, od-integrin ICX}5 5 MEE
yua—F itk (IgGd) TH Y, EMHALY ¥ S BROPERABA~ORITEZHET 5. &E, €/ 7 0—F vk
FEOEPHED—2IZ PML A5EH &7, —#ki97% PML FE=R1Z 0.9/1,000 /7 A2k L, NTZ B# PML (NTZ-
PML) Ti31.1~28/1,000 A & FIEFE D L.

RO EEIRN

— W&, PML RT3 2 A% R L T was, NTZ-PML o4& Tld, PML O RFER, —FN
F 7213kl 7% NTZ ok, FRICEEIC NTZ 2585 S 76T, NTZOBREZHIZT 7 2 L ¥ AR
PRRETEN S, LA L, NTZ-PML O¥4 Tk PE ©NTZ #BRE& L CRIEFMEEZ 1T 2 & CHIRRM: s iR
BN, BB e G R S JE SOBEEERE  (immune reconstitution inflammatory syndrome : IRIS) # &4 5 2
3% 5. NTZ-PML IZMBOFEANC L 5 PML & 0 IRISHEENLWE S, RBIET S & FHRITEN.

77 1L ZDIRH

NTZ Ot 365132 K & <, AP ILHOMAPICELE T 57207 7 2 L ¥ ABETHREZAT
V) TEDVERN LA LD AN, A, EGTFESLEBEREEICEH TP ETIHELH L. TNTZ I
IgG4 %727 5 Z12Jd L, IAPP I X 5 IgG4 O BRZHIWIFE TV 2w,

BITEDRAS > B
MSEBENME PML KT 7 72 L Y AEEE, FOBICHEET S IRISNOWNICHEETH L., FEEZ PML-
IRIS I3 FRICERT 2720 AT 04 F2NVAEEDEREEINS. NTZ %2 HRYIZ IAPP I3 L 22w,

REiTER - KT DHRT

WE, 7NVT7 I VEHRO PE 2Mibi, BHEIT TSN 1 72— VI ng.

fREREH * E

198 HAT 7 2 L ¥ RE48ME 40525 (2021)




X
1)

2)

3)
4)
5)
6)
7)
8)
9)
10)
11)
12)
13)
14)

15)

16)

17)

(73
Bloomgren G, Richman S, Hotermans C, et al:Risk of natalizumab-associated progressive multifocal
leukoencephalopathy. N Engl ] Med 2012 ;17 (366) : 1870-80
Ho PR, Koendgen H, Campbell N, et al : Risk of natalizumab-associated progressive multifocal leukoencephal-
opathy in patients with multiple sclerosis : a retrospective analysis of data from four clinical studies. Lancet
Neurol 2017 ; 16 : 925-33
Wenning W, Haghikia A, Laubenberger ], et al: Treatment of progressive multifocal leukoencephalopathy
associated with natalizumab. N Engl ] Med 2009 ; 361 : 1075-80
Lindad H, von Heijne A, Major EO, et al:Progressive multifocal leukoencephalopathy after natalizumab
monotherapy. N Engl ] Med 2009 ; 361 : 1081-7
Clifford DB, De Luca A, Simpson DM, et al : Natalizumab-associated progressive multifocal leukoencephalop-
athy in patients with multiple sclerosis : lessons from 28 cases. Lancet Neurol 2010 ;9 : 438-46
Vermersch P, Kappos L, Gold R, et al: Clinical outcomes of natalizumab-associated progressive multifocal
leukoencephalopathy. Neurology 2011 ; 76 : 1697-704
Dahlhaus S, Hoepner R, Chan A, et al : Disease course and outcome of 15 monocentrically treated natalizumab-
associated progressive multifocal leukoencephalopathy patients. J] Neurol Neurosurg Psychiatry 2013 ;84 :
1068-74
http://www.ms-supportnavi.com/med/tys/products/08.html
Landi D, De Rossi N, Zagaglia S, et al: No evidence of beneficial effects of plasmapheresis in natalizumab-
associated PML. Neurology 2017 ; 88 : 1144-52
https://www.uptodate.com/contents/progressive-multifocal-leukoencephalopathy-treatment-andprognosis?/
souece = see_link&sectionName = Natalizumab-associated%20PML&anchor = H56321583#56321583
Clifford DB : Neurological immune reconstitution inflammatory response : riding the tide of immune recovery.
Curr Opin Neurol 2015 ; 28 : 295-301
N'gbo N'gbo Ikazabo R, Mostosi C, Quivron B, et al:Immune-reconstitution inflammatory syndrome in
multiple sclerosis patients treated with natalizumab : A series of 4 cases. Clin Ther 2013;38(3) :670-5
Vennegoor A, Rispens T, Van Oosten BW, et al: Application of serum natalizumab levels during plasma
exchange in MS patients with progressive multifocal leukoencephalopathy. Mult Scler 2015;21(4 ) : 481-4
Takao M : Targeted therapy and progressive multifocal leukoencephalopathy (PML) : PML in the era of
monoclonal antibody therapies. Brain Nerve 2013;65(11) : 1363-74
Wattjes MP, Verhoeff L, Zentjens W, et al : Punctate lesion pattern suggestive of perivascular inflammation in
acute natalizumab-associated progressive multifocal leukoencephalopathy : productive JC virus infection or
preclinical PML-IRIS manifestation? J Neurol Neurosurg Psychiatry 2013 ; 84(10) : 11767
Subramanyam M, Plavina T, Khatri BO, et al: The effect of plasma exchange on serum anti-JC virus
antibodies. Mult Scler 2013:19(7 ) : 912-9
Gwathmey K, Balogun RA, Burns T : Neurologic indications for therapeutic plasma exchange : 2011 update. J
Clin Apher 2012;27(3) :138-45

HAR7 7 = LY AZ4MRE 405 25 (2021) 199




HAT 7 = L ¥ Aa0EEE 40(2) 1 200-201, 2021

1R BRI

SMHEERERER

77z ADFEE PE, IAPP
77zl AOHB EICHUE, SIEVEY A M A4 vk
HEIZL NIV 2C

HFr3dl) — I

T BRHgR L RCT CT (ON) CR

REBE

S RIEEIN B % (acute disseminated encephalomyelitis : ADEM) 1%, 2V IZ38%E 9 5 HAHM: o Bl
BThb, MAWIZITT A VA - MR FHHEMERZICAET 2. BEFRIIEFR TR 225, FIC/NEs
Zw, JERELTEIZY 3 ) TFy Far A MEY 22828 (myeline oligodendrocyte glycoprotein : MOG),
fle o #iE B PRI T 5 — @O HORIERFEICI D ZHEO R - BfiRElRE 2 E2 0N Tw5.
MRI IZZWICAHH T, MEZBROERE L UCHRBEE, RETHE, LEY, IKEE-EEERE, R,
N, FREICADNS. FPRIZBRETH Y, FEAM 2O H ToEenEIE 55~9%% & S, SETHIEMHTH
5.

RO EEIRN

ADEM OiG#IE, MRS REZR R Y BRAITHELITH . HRIZEITREA T4 FiG#EIE—EIRE LA
{fFbhTwad (AF V7L F=vnr Yy 20~30 mg/kg/day maximum 1 g/day 3~5 HfE). A TIEAF VT L
F=vu ¥ 1000mg/H, 3~5 HM, #HMHEEEITONL. BB EAT a4 FE#FIE, JURIEIER - ok
AREERIC X D RIRZRD L. AIBREAT A FIHHRICK 2 U652 LWIESITIE, TVIG d4rbii s 75, #H
BHE LTITbNE Z LIdMiTH 5.

77 1LY ZADORM

PE i, WMERT - ACHALZ L2 MY B 720G SN b, PER, BIBREAT U4 FEROKIGHEHZ
LVEBIC BWCHE LRIERE LTHV SN A, KBBZ T T 228 1o ADEM © 9 5 17 i
(7%) \CPE Z08E Lz &3 5HER D 5.

BITEDERA > b

ADEM 2817 % PE 0N HEDTIE 2. PE ORifTIX, 55 15 H AN SRR S, MEHEIR O 8EE 1
2~3 MffT LB HBTHNSE EME SN Twa, PE I, MAMEE 11~14BRINERRETH Y, EIRE
X7V 73V, FFP 2SHWHNTW5,

BITEE - T DOHPT
ADEM 28427 72 LY AFEE, FICPEMVNHWSONS., FEED 5 WIEERE ADEM I2X79 5% PE O
Bl E Tl 40% (CWEEZ RO TS, L OREFIFRE TIE PE # 5~7 BREHE L2 LG LT 5,

REREH * e
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outcome. ] Neurol 2015 ; 262 : 2013-24
Bigi S, Banwell B, Yeh EA : Outcomes after early administration of plasma exchange in pediatric central
nervous system inflammatory demyelination. J Child Neurol 2015 ; 30 : 874-80
Borras-Novell C, Rey EG, Baena LFP, et al:Theraputic plasma exchange in acute disseminated
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1R BRI

FIN—hk A — U BEDIERE

77z ADFEE PE
771 L ZAOEB HObuko k2
WL ANV 2C
HFIY-— 1

CHRE R RCT CT (ON) CR

REBE

S vN— bk - 4 — b UFERREE (Lambert-Eaton myasthenic syndrome : LEMS) &, Ef 5O KT,
AR, BERIHKT %2 3B e 32 A HEER TH 5. LEMS O 85~90% |2 ¥ F 7 AT P/Q BLVERL
AFEH V¥ 7 5 F ¥ &)V (voltage-gated calcium channel: VGCC) 1Zx4 2 HOHiA % 8, MREMpHEAEH
LOTEFNAY) YHWHPKTTH I ETHRIET A, AFIERIE, TFTREMBHOWHIMET - 7R E % 80% (252
O, MR RAE, BSOS, HAUMRRREE (RN, R, BT T2 &) Zofl, MREHFHEZRD 5.
BWiZix, FTHOEMHEMOFHIMETICZ, P/Q-VGCC HEYU koMM, BAAHANMA T waxing HE
RS 4. /NHINENRE (small cell lung cancer : SCLC), Hodgkin V ¥ /78, Mol s o BVERES 2 &0 L3
<, BEIEEMEMPERERE S Loz b >, SCLC A0k L7z LEMS 1 50~60 0B ML <, JEMEEME
LEMS I Z 4RI ER0, IFRAERIE 35 E 60 RIC 2D -7 2350, PRI LETH 5.

RN ORI

LEMS oia#, BIEEE ORI E & oMERHER TH 5. EVEEE G0 TIE, BEREICHT 0%z
79, wEFEE LT, 2V Yy X7 7 —¥HERE, 347378 Yy (RIBTRIRBOEHAKRR) 2H 1,
IAEZ L~ HE MR TAHREA MR ST, HOEYURO EAEIIH 2 H I RRGHRZ2 5 5. B2
BE, TR LGE TR, BIEREAT O M, RERRE (THFF T v, Y7 uARY YY) Bk
AT . BRI, ETPECGEETIE, BIEREA T oA N, REHHREICA, IVIG (2,000 mg/kg,
2~5 HHH) - PEDMThN 5.

77 1L ZDIRM

HOPUROBRZEZ HICT 7 = L ¥ A0 617 S5 725, LEMS 2 L Bl CHUMET L 72 3t 13 72 .
FIZPEAH VLN, TAPP OBHEMRIZHE L CRIEFARE DA TH L. PE OEHRAHRIT, HEHFHIZHBIL,
B2 )R A2 RO LD, —HNTHDL., RFETIET 7 = L ¥ ARBORBGEIEEED ST iRws, #
HOHEBIHSEHD D 0 BRMICAEIERER S Tw 5.

BITEDRA > K

PE &, 3MMIZ5~10M, 5 \WiE, 5~7 HIZ &2 5~10 MHifT9 % % EWiEDH 205, T o 2EH
E 7w, MR L ARIMFE, PEZ#0ESTI LI aREMET Vo — 2 X, EYelit, K Ca ML
(ZNIC X BHEERANENR) 2 Ehd 5.

RBITEL - T 0HPT
PRIGES. MEEAF 1~ 15 8 5U4ER, LEMS \2xF LT PE TRz L 72 ikid o,
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eRRE Bl
% M BE{LAE
TI71ILIADFE PE, IAPP
77U XAOBEBY FRREDOILEL
WL NIV pAETEEH (PE) @ 1A, AN (TAPP) : 1B
AT — RR-MS : II, SP-MS, PP-MS : III

. RCT CT CS CR
XHRRIHRS 2 0 29 NA
EENS

258 EREALAE (multiple sclerosis : MS) &, FHXHIFER D& MESREER RIS T, R - 2R E 2%
BT LEBETHD., FHRIIAHTH 5205, PIRAREMHEZEN E Lot fZ s B4R L-ACRERRTH
LEEZLNTWS, WA RRERICIE, BHARRICE 2 BIREIVET, FHEICX2MEORDEE 7213 &E
SRR, BRI X B8, DRI L 2BV E 0B A%, TNOHICRE SRR, [RRFEE, R
AU LW & THIEIER: % 29 5 IREE (clinically isolated syndrome: CIS), FISEM# (relapsing-remitting multiple
sclerosis : RR-MS), B8 F 721358 0 #1T7H (primary progressive multiple sclerosis : PP-MS, secondary
progressive multiple sclerosis : SP-MS) (253 I N 5. FIE 10~20 4RI K O BETHEITE (ZWRE) oftd
L, fIREEEIET TS, MSHWA PR SARICBIN, B, 2E, 770 7 OooE s LTHE
BRSNS, MR O E CE L, BRI R ORBENERE & DI, MS OFREAFICBWTHERE
AR, KB TIAOIO HADADIT8~9 A, Bzl :3 &Lt iEdonh5s.

R DBEIRR

UEAE, RR-MS K 2 BB SN TWE, 4 vy —7 20y B8, GERET ) 7 a—FLhik,
b2k, RORIIER EDVH 5D, TROSHEAFIC LY MS ORISR Z 5 I MRI TOFHRAERED
FEAEHS I S Tn b, —7, AT MS IS 2 0BBEOMIEITENL TS, ik, THF4+ T >,
PruRAT7 7 I RELFIVIGIZEAL TR, A - /NN MS % 5 N2 CIS o2tk MS Z1E DR 1L
SHEORIEREATOA FEIRNES-TH 5. FIBREAT A FEIRNES T 2RSS kv
JEBITIXT 7 = LY A, HAHVIREIRE AT 04 FEIRNES & OB ESHER SIS,

77 1LY ZDIRH

Weiner & 1%, RR-MS &332 RCT %47\, ACTH, Y27 a7+ A7 7 3 FPFHFIZ PE B & sham PE # &
(250 F, PE {G#if% 4 8T sham PE BEICH LA R 2 WH 2072208, BRI 28R 1E7% <, MS BEDORHKEL
b & B E 3 % & 3 L7z, Weinshenker 513, FIBE A 704 FEIRNE G-3RI CTH > 72 MS & &
te FpARPE B B VR B PE 2 4T, PE #£ 8/11 B, sham PE Bt 1/11 BITH#ME %R, F2BABNIIH L
T cross-over AE % Hif7, PE BTN TIZ 8/19 BllcthE 2 b2 2 & 25 PE I3 AV EM o {BRER) A
T BREFNC BV THBIICHW L ERIETH S i L7z, 2512, Keegan 1%, FEFIZEML, 59 HloH
PR BETE R AR L C PE 2 HtifT L, 44% \CARMEZ RO, T H AT ESRE (neuromyelitis opti-
ca spectrum disorders : NMOSD), Marburg %! MS (2B W CTHEFERIHEDTE <, EHRIOE S RIER EHET 5
LG L7z, RRMSIZx3 % IAPP ORHERRICE T % RCT 3% \w25, HRMEZ R 3Ep#HErH Y, IhE
TOKEME 207 FlOMES 205 IAPP & PE & WZFEDHBBEMRHI /R ENT WS, PP-MS 123§ % PE i,
Canadian cooperative MS study group ® RCT IZ & D A#htEIEHE s, S 512, SP-MS, PP-MS OEMEHIcE
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WTHRIEDR W EHE SR TWw 5,

BITEDRA > b

RR-MS O¥EHNI BV TREIT R E A 704 FEIRNEESERICOL L2 MS EFI T, 5~7 @ PE F7:21%
IAPP ZHE2E3 5. JIED O 14~20 HUINO R URAHEHIAE, GERSEO PR & % 5. FERE, S 60 H L
L ORERITIX PE OBEFERRIZHER I LW, 72, PPMSICHT 57 7 = L Y ABEOFHEFED ST
R\,

BITEE - T DHPT
RR-MS O3ERHNC 5~7 0D PE & % WIiZ IAPP 23235, ZNL EOBEETIIARNEZIAHTE TR
W, SP-MS, PP-MS TO7 7 x L ¥ AFEITHEIR S N,

RB&ER * #
—BIZOXH 7TRIZREL LT, SAMICR THEET 5.

X (73

1) Noseworthy JH, Lucchinetti C, Rodriguez M, et al : Multiple sclerosis. N Engl ] Med 2000 ; 343 : 938-52

2) ETHS, BAI— 2704 F - 2OV AFE L M bk om@is.  H AR 2008 ; 66 :1127-32

3) Weiner HL, Dau PC, Khatri BO, et al : Double-blind study of true vs. sham plasma exchange in patients treated
with immunosuppression for acute attacks of multiple sclerosis. Neurology 1989 ; 39 : 1143-49

4) Weinshenker BG, O'Brien PC, Petterson TM, et al: A randomized trial of plasma exchange in acute central
nervous system inflammatory demyelinating disease. Ann Neurol 1999 ; 46 : 878-86

5) Keegan M, Pineda AA, McClelland RL, et al: Plasma exchange for severe attacks of CNS demyelination :
predictors of response. Neurology 2002 ; 58 : 143-6

6) Heigl F, Hettich R, Arendt R, et al:Immunoadsorption in steroid refractory multiple sclerosis : clinical
experience in 60 patients. Atheroscler Suppl 2013 ;14 : 167-73

7) Schimrigk S, Faiss J, Kohler W, et al : Escalation therapy of steroid refractory multiple sclerosis relapse with
tryptophan immunoadsorption-observational multicenter study with 147 patients. Eur Neurol 2016 ; 75 : 300-6

8) The Canadian Cooperative Multiple Sclerosis Study Group : The Canadian cooperative trial of cyclophospha-
mide and plasma exchange in progressive multiple sclerosis. Lancet 1991 ; 337 : 441-6

9) Cortese I, Chaudhry V, So YT, et al:Evidence-based guideline update : plasmapheresis in neurologic
disorders : report of the Therapeutics and Technology Assessment Subcommittee of the American Academy
of Neurology. Neurology 2011 ; 76 : 294-300

10) Vamvakas EC, Pineda AA, Weinshenker BG: Meta-analysis of clinical studies of the efficacy of plasma

exchange in the treatment of chronic progressive multiple sclerosis. J Clin Apher 1995 ;10:163-70
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1R BRI

RER TR REERE

77z ADFEE PE, IAPP
77U AOHEB H YUk - flifkkr 2
HEZEL NI 1B
HFr3dl) — I

CHRE R RCT CT (ON) CR

REBE

ARG #25 (neuromyelitis optica: NMO) 1%, kgt HFHMELTHE L, METFOMT 7 7R v 4
(aquaporin-4 : AQP4) HUAAIRIEIC G- 2 HORZEEIIENRBTH 5. A, PLAQPL PURRME L v ) Fis
ZHCYUAZ AT 2 LHEOWREL TR LT 5 M2 A S BMBEEHRMERE (neuromyelitis optica spectrum
disorders: NMOSD) & #ME S 7z, X512, §it AQP4 fufkFsk NMOSD, $t AQP4 HufkkEtEdH 5 VIRl E
NMOSD (25788 L 7z EIBS S Wi L HE AT S T %, NMOSD OB L TIERHT 2 2L bEhTidAl, #
REIHZE L D IR HEREEEZ R T2 2 b H 5. FHiiE MR ZARE ClE LIZ LIE 3HEARDL EIC R SEWIK
ZrEL, W CEFEMOPIEICAET 5 2 L% v, iEIL AQP4 Hufkid NMO IR 2 H CPiETH
D, #70% OIEBITHEE 72 5. NMO FEBID 80~90% 15T, — ORI TIZHAMAMEOREZ RS, B
Wi 19 TMICE L, FHRIEFERBIT39®TH S, TE, P AQP4 Btk NMOSD JEBIIZ BT myelin oligo-
dendrocyte glycoprotein (MOG) 2xF9 5 Hodifk (MOG-IgG) 2% X, Ht MOG HUAAR R M BY e A
RBINTV5.

R DBEIRR

NMO oE#IE, Z3MMALAE (multiple sclerosis: MS) & [ARICAVEREI & S OBRE LT T o5,
NMO B EN <k, BHA»LDA T oA P28V AFENE - EIREN L. BIFREA T T4 PRV
JEBITIET 7 2 L Y ABEDSERIN SN D, 4, A704 KOV REEEL T 7 2 U ¥ A% BE L 72 5 00 B
1 (early combined therapy: ECT) OFZIMED Wt 3, F72, NMO OEMITIE, FIHEEH 2 HA9IZRE]
BREAT A N, RENHE (7Y FE T, Y7 LA, Y7 AR) L) BHWLNTWS.
Zofl, 3372/ —NVEREZ7 TN, IbFHrur, YvFIT, WVIG T2V IURTREND L.

77 1L ZDIRH

Weinshenker 5Z A7 T 4 7OV AFEPHR TH - 72 4 MS SMEBEL 12 61, NMO 2 6, FIv#ra
2% 1 61 % & te P P SV B B A8 22 #1126k LC, PE 11 #1, sham PE 11 1 RCT % jitif7. PE &k H T 28
MIhETT, HERDHITIE cross-over ilBR%Z 61T L7z, T O#E, 8/19 %1 (421%) ICHEEL Lo2# %2R L,
sham PE \ZHEE LARI M #8072 L fils LT\ A. Watanabe SIZREIEIRE A F 04 FBESENTH - 72
NMO 6 B2 PE # JifT, 3#Ices LARITEZEDTwb. Keegan S IZSAETEBLBITER R 59 Bl 14 A i) & 3Bk
DOEH S, NMO Tl PE IC X 283805 <, HEELL LodEs 6/10 61 (60%) 12A b, FiEFHIZ PE
ARMATTRETH S EMEL TS, FH 513 NMO 1253 % IAPP O A SMEOKES, BIBREE AT 04 Nk
PEPUE 21 B0 L C TAPP 24T L, 15/21 B (71%) CTHERREROLHZEZED /- L 2HELTwL. T/,
FFEME NMOSD 12 B\ CHERRRE L LCPE 2 @I &L, HRZHHIL-HEDH 5.
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BITEDRAL >~

NMO BB OBEHEE LT, A7 04 P28V ZAEED T SIS 20 b O T HBEMR T ICRRO b
B\, HAHWIZHFERICE 2 0b O THREBEN S HITHEITT2EMNNH L. COL) REMTIEZT 7L Y
APEEDH BRSNS, o, SPERCENNCUBORME, WIS L2 24 2 EELEM T, Bro77o L
VABRERTT A EAMRINS, ET 513 NMO #HENICEIBRZE A 7oA FiEEKSEZ Pl 5
QIgG ZilE L, QlgC B IER TIX ECT 2R L T, E512, EEOHNIBEZ R LA T 04 ik
DO HARERIIH LTH PEVARNTH 5 L OHEDTDH 5.

BITEE - T DHPT
NMO IZx$ 57 7 = L ¥ AHF:E, MS ERBRIZ, 2phby %cbwfxru4bnwxé$@m%ﬁ+\r

RSN VIEGNCRRERIY ICHEAT T 2 BH CTh 5. FfTRIEIE, —EOHEIZO X 7 [ X TORATARE SN T
W5,

fRERIE A * i

X (73

1) Wingerchuk DM, Lennon VA, Luchinetti CF, et al: The spectrum of neuromyelitis optica. Lancet Neurol
2007 ;6 :805-15
2) Wingerchuk DM, Lennon VA, Pittock SJ, et al : Revised diagnostic criteria for neuromyelitis optica. Neurology
2006 ;66 (10) : 1485-9
3) Wingerchuk DM, Banwell B, Bennett JL, et al:International Panel for NMO Diagnosis. International
consensus diagnostic criteria for neuromyelitis optica spectrum disorders. Neurology 2015;85(2) : 177-89
4) Jarius S, Kleiter I, Ruprecht K, et al: MOG-IgG in NMO and related disorders :a multicenter study of 50
patients. Part 3 : Brainstem involvement-frequency, presentation and outcome. J Neuroinflammation 2016 ; 13
(1):281
5) B8 —  NMO OiR#fikEE S5 HAREHFERR (NMO) itk rhfes g, HARERIK 2013;71(5) : 829-
38
6) TPATAS—, EFHR, SFHEE, Al JEAGEE R AR BRI A, HEAR TR BRI ¢ SRR RS
B9 2 RAIEZERE, PG 19 4R EE R, 2008, pp. 82-4
7) Weinshenker BG, O'Brien PC, Petterson TM, et al: A randomized trial of plasma exchange in acute central
nervous system inflammatory demyelinating disease. Ann Nwurol 1999 ; 46 : 878-86
8) Watanabe S, Nakashima I, Misu T, et al: Therapeutic efficacy of plasma exchange in NMO-IgG-opsitive
patients with neuromyelitis optica. Mult Scler 2007 ; 13 : 128-32
9) Keegan M, Pineda AA, McClelland RL, et al: Plasma exchange for severe attacks of CNS demyelination :
predictors of response. Neurology 2002 ; 58 : 143-6
10) Sherman E, Han MH : Acute and chronic management of neuromyelitis optica spectrum disorder. Curr Treat
Options Neurol 2015;17(11) : 48
11) Miyamoto K, Kusunoki S:Intermittent plasmapheresis prevents recurrence in neuromyelitis optica. Ther
Apher Dial 2009;13(6 ) : 505-8
12) Kleiter I, Gahlen A, Borisow N, et al : Apheresis therapies for NMOSD attacks : A retrospective study of 207
therapeutic interventions. Neurol Neuroimmunol Neuroinflamm 2018 ;5( 6 ) : €504
13) 0ji S, Tanaka S, Kojima M, et al: Quotient of cerebrospinal fluid/serum immunoglobulin G as a predictive
factor for non-responders to intravenous methylpredonisolone therapy in patients with relapsing
neruomyelitis optica sepctrum disorder : Implication for early initiation of plasmapheresis. Clin Exper
Neuroimmunol 2016 ;7 : 272-80
14) Deschamps R, Gueguen A, Parquet N, et al:Plasma exchange response in 34 patients with severe optic
neuritis. ] Neurol 2016;263(5 ) : 883-7
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1R BRI

AR BE

TI71ILIADFE PE, IAPP
77z AOEB So Y D b Gk
WL ANV 2C

AFdY) — I

T BRHgR L RCT CT (ON) CR

REBE

T&EARMAE (Hashimoto encephalopathy : HE) (&, 49K (IEM:HIRIRZE - B OREEFRIRE) 12869 BE®
PRI L D FIET A AEMRIR B TH A, BIRERIZZE T, EilEE, L8 - 2L RERE L E ok
FREAR, R I A 70— X A EOAREEES), SEERE, DNNEEE) IR, SR EAALNS. MO
BWi~—7—& L TN XKl o~/ 7 —+¥ (NHeterminal of a-enolase : NAE) (Zh3 % HOEPUE (Bifk NAE $tT
) 2 ST b,

R DEERR

BBPCRIIREREAT A FETH ), FHEANOSEI RNV L HPREEORHO—D>THL. Ll
R BN LClE, AREDSHCORIERB L OGS, REHGIZE, IVIG, 77V ¥ A, $tCD20E/ 71
—FVPUREANC X 5 BB EAE S NS,

77 1L ZDIRH

PUHARIRPUR % & L R B B OB £ R S EH 2 v L CEBIR 2 BT 5 L E 2 o b, EARRE
BH DK 50% 1P NAE Pik it SN 555, APEROBRNERIWSH TR, 772 Y AL ->TH
HURBR~OV 4 F 2 ' — ¥ (thyroid peroxidase : TPO) JUAIME T35 &, MEIER O % 780D 72 h o 72 HE B
EVRBHBL—HT, T72 VIV AVPENTH-7-902F o5 dd 5.

BT LEDRA 2 b
ABEEB 2 2T D005 LR L, REGHHBMOMECEET 5. 72, RESHEOKS,
IRERIET BT ) AR 7 4 7 ) 7V RICIERT 5.

RBITEL - T OHPT
BBETAY. 7~14 HR % 215 CaF 3~6 T 5.

REEER * 1

X Bk
1) Tran MH, Mkhikian H, Sy M, et al : Long-term plasma exchange as maintenance therapy for cerebellar-type

Hashimoto’s encephalopathy, a case report. Transfus Apher Sci 2018 ; 57 : 418-20
2) Drulovic ], Andrejevic S, Bonaci-Nikolic B, Mijailovic V :Hashimoto's encephalopathy:a long-lasting
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3)
4)
5)
6)
7)
8)
9)
10)

11)

remission induced by intravenous immunoglobulins. Vojnosanit Pregl 2011 ; 68 : 452-4

Bektas O, Yilmaz A, Kendirli T, et al : Hashimoto encephalopathy causing drug-resistant status epilepticus
treated with plasmapheresis. Pediatr Neurol 2012 ; 46 : 132-5

Boers PM, Colebatch JG: Hashimoto's encephalopathy responding to plasmapheresis. ] Neurol Neurosurg
Psychiatry 2001 ;70 : 132

Cook MK, Malkin M, Karafin MS : The use of plasma exchange in Hashimoto's encephalopathy : A case report
and review of the literature. J Clin Apher 2015 ; 30 : 188-92

Hussain NS, Rumbaugh ], Kerr D, et al : Effects of prednisone and plasma exchange on cognitive impairment
in Hashimoto encephalopathy. Neurology 2005 ; 64 : 165-6

Mijajlovic M, Mirkovic M, Dackovic J, et al:Clinical manifestations, diagnostic criteria and therapy of
Hashimoto’s encephalopathy : report of two cases. ] Neurol Sci 2010 ; 288 : 194-6

Nieuwenhuis L, Santens P, Vanwalleghem P, Boon P : Subacute Hashimoto's encephalopathy, treated with
plasmapheresis. Acta Neurol Belg 2004 ; 104 : 80-3

Nagpal T, Pande S : Hashimoto’s encephalopathy : response to plasma exchange. Neurol India 2004 ; 52 : 245-7
Pari E, Rinaldi F, Premi E, et al: A follow-up (1) (8) F-FDG brain PET study in a case of Hashimoto's
encephalopathy causing drug-resistant status epilepticus treated with plasmapheresis. J Neurol 2014 ; 261 :
663-7

Olmez I, Moses H, Sriram S, et al : Diagnostic and therapeutic aspects of Hashimoto’s encephalopathy. ] Neurol
Sci 2013; 331 :67-71
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1R BRI

1 VGKC HLifBERE

77z ADFEE PE, IAPP
77U AOHEB PGB OMH], B Ok
HEZEL NI 1B

HFr3dl) — I

T BRHgR L RCT CT (ON) CR

REBE

PUEMARLGEYES V¥ 7 W F ¥ &)V (voltage-gated calcium channel: VGCC) HufRBA#ipE L, PUBAARLTM A
)7 5F %+ (voltage-gated potassium channel : VGKC) #EAKPUKICEIE L - HERIEMRETH Y, K
B I 4+ b= — (neuromyotonia: NMT), 7 4 ¥ v 7 Z4E#EE (Isaacs syndrome : IS), PR 78 14 % 45
(antibody-mediated encephalitis : AME), Morvan fEfERE (MVS) #&HREARZ VI A TH5H. PL VGKC
HGRPURIE, MRSRICEHIT S VGKC L BAKREZ BT 250 T 183 2 HCHERORITH 5. EHIURIE
contactin associated protein (Caspr)-2, leucine-rich glioma-inactivated protein (LGI)-1 TH» 5. HCOPUKIZEH
DREG R BE T 25505 5.

RO EEIRN

Pt VGKC YRR B OBEHE TIE, AIBRERA 74 N, IVIG, 77 =L ¥ A#E (PE, IAPP), ki
WAL, VyF T EELRERESHVONS. L VGKC YURBEREDH B, AME TlE, 77= L ¥ A#
LV 1P E LTH O N, BIFREATuA FEEZEHTSZ L% v, —J, NMT/IS, MVS T,
HIEREATOA FHE, FRFIVIGIZAE I ERE LTHWOHN, F2HEIRELTT 7L I AFESHS
No. BUEROMEFRREE L TT 72 L Y ABEPHVONLZ L H 5.

77 1L ZADRK

772 LY ABEORSEHETIE R, BIBREATOA FIE, IVIC 4 SMoEEE B L, A3 s h
DAL VA, HURE O T DRI 2 B & BT 2 L WA MELRDH Y, 77 LY AL D HERWE
TH LI VGKC MAHHh 2 hET 2 2 & TRBEZHESE 5.

BITEDERA > b

REATICEE LT, MR, PRESEIRIASE (SRR 2 25 5. MFHoREraT) ¥, 7479 /) =75k
EDFEFE N T IAFRINALT 5720, HATHBOREZ ZST 558055, ARBIIHT L7 7 2L ¥ A
HERRBEE Tl .

BITEZ - L T7TDOHRT

il % OFEFNC & o THIAT M2 a2 LEXH 2205, UTFHRHZE L TORSNTWA, 2MWEE  7~14
H1Z 5~10 [ o fitif7.

MEVEM oMERED: 5N 10 |, F 7213 3 ~3 HIC 1 EEOMEfT.
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X
1)

2)

3)
4)
5)
6)
7)
8)

9)

[
Watanabe O : Neuroimmunological diseases associated with VGKC complex antibodies. Nihon Rinsho 2016 ;
71:915-20 (in Japanese)
Padmanabhan A, Connelly-Smith L, Aqui N, et al : Guidelines on the use of therapeutic apheresis in clinical
practice-Evidence-based approach from the Writing Committee of the American Society for Apheresis: The
eighth special issue. ] Clin Apher 2019; 34 :171-354
Dubey D, Samudra N, Gupta P, et al: Retrospective case series of the clinical features, management and
outcomes of patients with autoimmune epilepsy. Seizure 2015 ;29 : 143-7
Heine J, Ly LT, Lieker I, et al: Immunoadsorption or plasma exchange in the treatment of autoimmune
encephalitis : a pilot study. ] Neurol 2016 ; 263 : 2395-402
Dogan-Onugoren M, Golombeck KS, Bien C, et al: Immunoasorption therapy in autoimmune encephalitis.
Neurol Neuroimmunol Neuroinflamm 2016 ; 3 : e207
Irani SR, Gelfand JM, Bettcher BM, et al : Effect of rituximab in patients with leucine-rich, glioma-inactivated 1
antibodyassociated encephalopathy. JAMA Neurol 2014 ; 71 : 896-900
Wong SH, Saunders MD, Larner AJ, et al : An effective immunotherapy regimen for VGKC antibody positive
limbic encephalitis. ] Neurol Neurosurg Psychiatry 2010 ;81:1167-9
Vincent A, Buckley C, Schott JM, et al : Potassium channel antibodyassociated encephalopathy : a potentially
immunotherapy-responsive form oflimbic encephalitis. Brain 2004 ; 127 : 701-12
Jaben EA, Winters JL : Plasma exchange as a therapeutic option in patients with neurologic symptoms due to
antibodies to voltage-gated potassium channels: a report of five cases and review of the literature. J Clin
Apher 2012 ;27 :267-73
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1R BRI

L 7Y% LfR”

771U ADFEE PE, DFPP
77U AOHEB M7 1+ % Y EBOKE
HEIZL NIV 2C
HFr3dl) — I

CHRE R RCT CT (ON) CR

REBE

L7424 (Refsum) i MERLEIE - FUIFEE O Ml (o JR Ve | R RS AR e 7, i Ik eIl /NI G, f
W2 R L T A WYt RS BB R T, RVF F TV — A IZJG{ET S phytanic-CoA hydroxylase (phyH)
ORAIZE Y, RBSNHRVT 4 & VEEAMAPICHIN L, TRUGHEEC I, B, SEcERT 5. FHEEIE
FeRVEHAAE L, SRR - BRI - IR0 (SRR I HEAT L, AR AR B R0 /NI, AR IR < ARl 13 2ok
WCHET 5. LRI RABI D H Y, FEERIERKICE {, T E THARMNEGOHE L%\,

R DEERR

T4 5 VRS CECALRE - W B2 HIR T 2 AFFREIEART, UL A ML ALET, Shn) —f&
WD 5. BHEHEOATIISBEESCTERE, RAEREIWRE LT, 2 EIRPMER, S 054
LHHEBEDT 4 5 VX 2 2MOAEIRRL TR, FRAREEE, AT L QRS a2 b
5.

77 LT ADIRK

MAgh o7 4 % VERIZKILE ) R ¥ » /%7 (low-density lipoprotein: LDL), #{KILE ) K% > /827 (very
low-density lipoprotein: VLDL) R ED Y RE U7 IHEET 57205 TREIPKEL, BITTIEIBREINZVH
PE % DFPP, &% %\ 3 LDL-A THZE$ 5 Z &5 TH 5 (lipapheresis). AEEPRAENIFICERPL L, KA AL
PR RN, JCARAEIR, FBFEL S L 1~-3 A TREEICESAOND Z L%, BATREE D Ko H T
T5. BFREOATEILELZWIEAICHEINE ), AUMEOARALLTHRFICOENTH L. 74 57 YRR
JEDRIR L 7 .

BITEDRAL > b
INRBEARS VT, 75y K7 22 AOMHME - B, SN0 - M oA 8cEEyd 2.

BITEZ - £ T7TDOHRT

PRBE A, B 1~2 [\, &5 3~4 1 (10~70 H OFEEEIHY) ZHEZE L, WEIIL CTRADOEM»H
(38 2 [l %2 W4T L2 OBIGTHEZ T, SOOPEIC 10 FARREGT L, 20k, PEMEZ DT, S 5I204E
BB 28568055, B 1w UHRETRIERTT 2R EDLH 5.

fRERIEA * &
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1)

2)
3)
4)
5)
6)

7)

8)
9)
10)
11)

12)
13)

14)

15)

(73
Gibberd FB, Billimoria JD, Goldman JM, et al: Heredopathia atactica polyneuritiformis : Refsum’s disease.
Acta Neurol Scand 1985;72(1) :1-17
Lundberg A, Lilja LG, Lundberg PO, Try K : Heredopathia atactica polyneuritiformis (Refsum's disease).
Experiences of dietary treatment and plasmapheresis. Eur Neurol 1972 ;8( 6 ) : 309-24
Gibberd FB, Billimoria JD, Page NG, Retsas S: Heredopathia atactica polyneuritiformis (refsum’s disease)
treated by diet and plasma-exchange. Lancet 1979;17(1 ) : 575-8
Hungerbiihler JP, Meier C, Rousselle L, et al : Refsum’s disease : management by diet and plasmapheresis. Eur
Neurol 1985;24(3) :153-9
Marroun I, Deléevaux I, André M, et al: Refsum'’s disease with severe neuropathy : efficiency of the diet and
plasmapheresis. Rev Med Interne 2005 ;26( 6 ) : 523-5
Gutsche HU, Siegmund JB, Hoppmann I: Lipapheresis : an immunoglobulin-sparing treatment for Refsum'’s
disease. Acta Neurol Scand 1996;94( 3) : 190-3
Straube R, Gickler D, Thiele A, et al : Membrane differential filtration is safe and effective for the long-term
treatment of Refsum syndrome-an update of treatment modalities and pathophysiological cognition. Transfus
Apher Sci 2003;29(1) :85-91
Zolotov D, Wagner S, Kalb K, et al:Long-term strategies for the treatment of Refsum’s disease using
therapeutic apheresis. Clin Apher 2012;27(2) :99-105
Penovich PE, Hollander J, Nusbacher JA, et al : Note on plasma exchange therapy in Refsum’s disease. Adv
Neurol 1978 ;21 :151-3
Harari D, Gibberd FB, Dick JP, Sidey MC:Plasma exchange in the treatment of Refsum's disease
(heredopathia atactica polyneuritiformis). ] Neurol Neurosurg Psychiatry 1991 ;54(7 ) : 614-7
Dickson N, Mortimer JG, Faed JM, et al: A child with Refsum’s disease : successful treatment with diet and
plasma exchange. Dev Med Child Neurol 1989;31(1 ) : 92-7
Gibberd FB:Plasma exchange for Refsum'’s disease. Transfus Sci 1993:14(1) :23-6
Leppert D, Schanz U, Burger ], et al : Long-term plasma exchange in a case of Refsum’s disease. Eur Arch
Psychiatry Clin Neurosci 1991;241(2) : 82-4
Weinstein R : Phytanic acid storage disease (Refsum's disease) : clinical characteristics, pathophysiology and
the role of therapeutic apheresis in its management. J Clin Apher 1999;14(4 ) : 1814
Moser HW, Braine H, Pyeritz RE, et al : Therapeutic trial of plasmapheresis in Refsum disease and in Fabry
disease. Birth Defects Orig Artic Ser 1980;16( 1) : 491-7
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1R BRI

T ALy 2 2 BETE

771z ADEE PE, IAPP
77z AOEB HObuko k2
WL ANV 2C
AFdY) — I

T BRHgR L RCT CT (ON) CR

REHS

F AL v+ (Rasmussen) BIEIINT S 0D 7 £ IV ADEATIEGR T 7 F »EMi % 12 X BRI L 7-Mifa ki
o HCRIEEIIES R EEICAEL, BHREO TADLARBIEN R MM - MMEEEZ &2 tbv, BEHEMICHETL,
KINPERDZE M T B TH L. PRI E . HOEPUR R EoWtEniE & & b ISllaREdE: T filas 7 ) 7
fa7e EOMBEMEREDOHE G IHE SN TV,

RO EERR

SHERED & LTI CTAD AR, SENEEOHIBEIIK L TIETA»AEHGHE (BREREkUIBRA), 270
A ROV APREE, REZ a7 ) ViR, AIRATa A4 F, 7HFF7Y) 2, 270 A ZARIMEEbHRE % Bl
TP TRIITT 528, ROETRY Y F V7R F 7 ) A TOHELH 5.

77 1L ADRK

glutamate receptor 3 (GluR3) $ifk7%: LD HOCPMEARLHIAK L L2 B $5 2 L THRMMZ BT 5. EELK
MERCHBNICTEL RTHEEO TADLAITK L, EBWEERUIERMN, X704 M2V AHERREs 0 7))
VIR A ORIERENER A0 3 v b — VI T 5. Bk E SRR E e SR § AR
WL, TADAFIEOIIH], BZE#EOEMATHETH 5.

BITLEDRAS > b
INBEBEDL V2D, 7Ty BT 7 2 XORM - BlE, RO KGRR R - MEm o4 #, )V — b o
W (EkEEE, AMEEBOD LA IEET .

RBITEZ - T 0HPT

BRMGEITIOL. BEATED T A AJEIRZ HENTIE U Tl 2~3 TS 245, —BIECHE 2580 b5 < % <,
M 7 LK H C 3~6 [0 Hif7 % 2~8 AR D E3. Ao 3 1G5 i/, w3 713 1/ THFL,
SEATEHEE LT 3/ H & PR 2 &V O ER b B 5.

RBRE A * e

X (73

1) Bien CG, Granata T, Antozzi C, et al: Pathogenesis, diagnosis and treatment of Rasmussen encephalitis : a
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1R BRI

AT 4y TIN—>) GE(EEE

77z ADFEE PE
77z AOEB P ETE B O $ ]
WL ANV 2C
HFIY-— H

CHRE R RCT CT (ON) CR

REBE

AT 4 TIN—) VIEWERE (stiff-person syndrome : SPS) 1%, MO ML & FVEH AW MEO B 2 T
RET LM ACREEMERETH 5. ERITETET, &, Bk ok, A%, Bz o2
LoTHEREING., HEL LT, HAZWETS7200MFRM (y-aminobutyric acid : GABA) 1E#:, 7V &
AEEIME) OREEICX ) HEREE 2ET L LM SN TwA. SPSICEbAHECHURE LTIX, Vs I U
Wi ElE%% (glutamic acid decarboxylase: GAD), 7 74 74, 774 Y, 7)Y VEEYEIZHT 5
PR HRE ST, BHESE (LA, WA, KEAA, Hodgkin i &) &0 L, FEIESMEERER &
LCH#Z 5N b —# (paraneoplastic SPS) b AFAET 5.

RO EEIRN

B—RIAEIL, WHEREE LTHARE (VT7ERL, 70FERLREORY YT EE LV R), Witk
Nza7zy, FHEZIY), FoTADAE (FHNARYF 2, NV 7ad b)) REREZEHT 5. 7
PEWHBEE LC, IVIG, SENHF (F 70 ) a X, THEFAFTY ¥, VoFv=7) MiFEshs, 7721
AFEDNLE —BIGEHE O FOSEDA R ThH o 72BN 3 Rk & LCThifr 2, PE 2%8%) L 7238 238k
Ranhs.

77 1L ZDIRH

77 LY ABEORRNIREVPTA SN, WL O ORI E RO 5755, RCT IIFTEL 2. PE % i
7 L7z SPS @ 50~60% T/ & 2> DIEIRL A Sz L ME S TwW b, Hit GAD ksl <, PE % Hifrd
% B\ 0P GAD PURili MK T L, BRRAEIRASE 3 L 7Bl o ME 2 5. —77, Pt GAD JiikEMER b PE,
DFPP, IAPP 4% & Ot # HEGEED 5.

BITEDRA > b

SPSIZx 357 7 = L ¥ AFHEIHPFEOMES T TH Y, HIEHEHE LTE 31 IVIG % EO#)IS 17
WHIZDOWTHRE L, MoGEHEEREO KISERA T30 LB TH - 72441, 77 2L Y AEEDiTT%
MEd 5. RVHRIE, AERZ O BHEMERE2 50528 T, 77 2L Y AREORIUIEEIFT
IRETH 5.

BITEZ - T DOHRT

PE @ 1 HOIMAEALEE R L, BHEOMERIMEERD 1~15Ff& L, EIFREIE5% 7V 7 I Via T 5. 4~5
HOPEZ127—LELT8~14HETIL Z—VZITw, EROEEDESNHE121E 2 7 — VB UEORAT
ERETT A, MEFRAHEE UCTEERMICH ) @M% PE 25617 L, Z8) L7EASHE SN Tw 5,
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17)
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1R BRI

EIEE M HEE R
77z ADFEE PE
77z AOEB IR L ARND] S
WL ANV 2C
HFIY-— H

CHRE R RCT CT (ON) CR

REBE
PR EE e (paraneoplastic neurological syndrome : PNS) 1%, Wz O FREIIC & o THHR AR S

RKAGHARE, MR EAH L O RICHEERZ 2 L, EEMEOEERE, =R 5 03 2 b m:, o
PRI X ZRIER - AR E - HARERICE A2 DTIERWwE 115, EFNS (European Federation of
Neurological Societies) /PNS Euronetwork (%, PNS (ZSLfIf¥) 2 et & UC, IMEREZe, R mss, il
Bege, BEMEBVEMBE, £ 7V s a—X A - IF 70— X AfEERE, WAMEREN = 2 —a ) 8F—, @S
WBAZERE, 5 v N— b « 4 — b VS GEREMEME (Lambert-Eaton myasthenic syndrome : LEMS), JZJE %%
m A PNS &g LT\ b, dd PNS Cld, HifEMAEOA 22D 5T, SR THEEO A% 5
VI 5. PNS TIRERRFEL & B L 755800 72 B CPUR (PUiEduils) 25t S s 720, Pz
WoFHZ~—7—I2MA, HEUBEE W) SITREICER L TWw5.

PUAREDUARIL, R N BRI  2 Pufk, SR IR R N3 2 PURIC 0 s, ORI N BT
WX B PRI, BRRPEFRATHE L LT 2 Pufk : Hu $iL4k, Yo Bifk, Ribifk, Ma2 Hifk, CV/collapsin re-
sponse mediator protein 5 (CRMP5) $ifk, amphiphysin U2 H 5. 1S FARD M TIINEE O f7E % 300
L ELEEZ G L TW A REESE . /NP L T b 2 & 2 FMlT % Zicd UK, SRY-related
HMG-box gene 1 (SOX-1) $ifkaH 0, 512, M7V ¥ I VB RERE (glutamic acid decarboxylase :
GAD) kD X H TR T4 v 78— ViEMRE (Stiff-person syndrome), /M EEIJHE 2R ECThitk s %2 %
YA S 5. QMESHITEE RN T 20Uk, BT LIEREZHET 2 LITVARWIIETH 555, BAAKLE
HH ) AF v 2 (voltage-gated potassium channel : VGKC) #HAAHiA, N-methyl-D-aspartate (NMDA)
ZEARPUR, a-amino-3-hydroxy-5-methyl-4-isoxazolepropionic acid (AMPA) ZZ&&$PifK, y-aminobutyric acid
B (GABAB) #ifk, glycine &Itk E23% 5. B OPEFEOBHEEDE < TH 70% FLEE D 72 O PR DAFTEA
PNS Z/RTdDTIE %L, BEAMHELLZVHCRERBO AT 5. MiMlpERm, £ kv 7 Raik -
BRI HHYEZE b —TIIST 2P TH 0, UK & AR PR T 5 2 &, RIEBRORRDT D
HIEND, VURAKIHREERICKE 2 ZEHE2RLZLTWAEEHEIR TS, 727251, BUEEEI VY Y
L F % %) (voltage-gated calcium channel : VGCC) HuRFs 1 o /NP Bh e BRIE 11, At o> et B s SR i o
JEIZHIG T PR E R0, REREICHUE LIS W EPAILEN TV S,

RFTDEERRT

BHROIEARZ, FIKE 22 EERT 2 E8, GRS 2 EBNA, ERICH T 5 28Rk 8T
L. JEECH T B ER IR Z Lo 572012 HET, REWRBICHT 2EHE & HICREIT) 2 &k
REHNE 5 2. GRS HEO A & FEH B R BRI 3 2 PUaiEPiARR % PNS 1, Stk oR)Ro55m 0,
—75, RSB PTE 0 B U ERUARRG ME PNS 1, RSO RICZ L, GISIRE IS S N2 hE
13 %25, NMDA ZZARYURG PR 98 O IR IS I U Cirb b, AF V7L R=vua »orn A#E,
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IVIG, PE, IAPP 258 —#IRL 2 b, TNOOHMB 2 WIZHEHMOMAGHEERAA, HRUGOE Y, 203
AT a4 FIEBRZIT LA WEATIE, Y2074 2A77 3 ROV, VY F o< 7#iE, oo
PEIHH 2 T 5.

77 1Ly ADIREL

PNSHEBE LTOT 72 L Y AFFEIZOWT, 0T ET v AR LHE I v, AR R B 2= 1m0 s 12 5k
T2 PR PURIE, REREBICE ST 5700, HOHARZRET 2 2 & CHREROEENNFFTE 5. VGCC
Pufk, NMDAR $ifk, VGKC fifk, AMPAR bufkid, Pufifii & 20 FHRAMBE T2 LMo Tn5,
VGKC ¥Hifk, Bt VGCC Hutkitk PNS T3Ptk D R 212 X o THEAERIZEY L, NMDAR JifkBitk PNS Tl
JEBF B2 & BRI OMAFT ORI L > TRHELL EPZELEERTLLENTVWDE (WThy 77 L ¥ AHMIC
XA TIE ).

BITEDRA > b

EFNS/PNS Euronetwork ¥ A2 7 # — AN AT AL b HA F54 UV 2BELTWAD. DRk, Hiadk
R = 2 —aXF—, AM/NREMERE ST 2 0ERDE (RIBREA T4 N4, PE, IVIG) OR#HRIARIX
WfEcEhw, MEF TV 70— A - 34 70— X REBERETRBERESHIRFTE 2205, KA TIERIEIH
FHCTERWVWI LB H. LEMS TIIEREREESHRFETE 4. MRSH IR I PR I3 3 2 JrafEbikpatE PNS
TUE, WIS 20 RIERENFRENET 5.

HBITEIE - T DOHPT
PEBE A, S ED 72912, PE A \WIZ IAPP %38 2 0], 2 EH~4 A OMlT 2 a3 5.

fREREH * E:
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1) Graus F, Delattre JY, Antoine JC, et al: Recommended diagnostic criteria for paraneoplastic neurological
syndromes. ] Neurol Neurosurg Psychiatry 2004 ; 75 : 1135-40
2) WA IR A RE AR & B O PUfR. BRAIN and NERVE 2018 ;70 : 329-39
3) Solimena M, Folli F, Aparisi R, et al : Autoantibodies to GABA-ergic neurons and paraneoplastic beta cells in
stiffman syndrome. N Engl ] Med 1990 ; 322 : 1555-60
4) Graus F, Saiz A, Dalmau ] : Antibodies and neuronal autoimmune disorders of the CNS. J Neurol 2010 ; 257 :
509-17
5) M#Mi—, RIFE  EEEEMEEMRE. BRAIN and NERVE 2013 ; 65 : 385-93
6) Dalmau J, Lancaster E, Matinez-Hermandez E, et al: Clinical experience and laboratory investigations in
patients with antiNMDAR encephalitis. Lancet Neurol 2011 ; 10:63-74
7) Antoine JC, Camdessanché JP: Treatment options in paraneoplastic disorders of the peripheral nervous
system. Curr Treat Options Neurol 2013;15:210-23
8) Blyakhman I, Chakravarthy K : Update review and treatment recommendations on paraneoplastic neurologic
syndromes and chronic pain. Pain Physician 2013 ; 22 : 433-55
9) Grativvol RS, Cavalcante WCP, Castro LHM, et al: Updates in diagnosis and treatment of paraneoplastic
neurologic syndromes. Curr Oncol Rep 2018 :20(11) : 92
10) Dalmau J, Gleichmann A]J, Hughes EG, et al: Anti-NMDA-receptor encephalitis : case series and analysis of
the effects of antibodies. Lancet Neurol 2008 ; 7 : 1091-8
11) Vincent A, Buckley C, Schott JM, et al ; Potassium channel antibody-associated encephalopathy : a potentially
immunotherapy-responsive form of limbic encephalitis. Brain 2004 ; 127 : 701-12
12) Lai M, Hughes EG, Peng X, et al: AMPA receptor antibodies in limbic encephalitis alter synaptic receptor
location. Ann Neurol 2009 ; 65 : 424-34
13) Vedeler CA, Antoine JC, Giometto B, et al : Management of Paraneoplastic neurological syndromes : report of
an EFNS task force. Eur J Neurology 2006 ; 13 : 682-90
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1R BRI

HEN—F v MR

P71 ADEE PE
77z AOEB CRES RN
WL ANV 2C
AT — v

CHRE R RCT CT (ON) CR

REBLE

N—F x v I (Behcet's) i & 1&, BRI OELIMAE RIZHED EREET, fMEX—F =y MHIZZOHPT
FFEHLE AR SN DB TH 5. RRAERE X 0 PIAEREYRETH 2. WAL, 208 L BYET o
2O HE NS, AN, Bk - HETEICIEE LR R0 2 L 0, R B L, RIS
MRI, FLAIR Bif§ CRETHEZRD 5. BPEMETENL, FRAVERRORAAIREIR, JGEREAAT AR 4 1IZHEAT L,
MNETEBE & Kd . A B o IL-6 2RISR R Z R 9 & & B2, MRI TREROZE 280 5.

R DEEIRR

SR L BT TR S, BER T, RIRBREATEA FHNIRR AT U A ROV ZEEZ 173 4. 5
EDOFBiE LCiE, BIBRHEATe 4 FHIR, aveF N IRE4TS. BEEFECIX, A MMLFH—F
(Methotrexate : MTX), £ Y7V F I TIZLBMEZITH. 7B AR YIZX o TEWBMBEELFEIN
BHUBEVED D B 72 O FIERNZHR G- 2 1T o TV AR Tl Z I L, EEEE LTHW R,

77 1L ZADORK
EN—F 2y MHL, 772L Y AOEMBEEE LT EF Y 23w, H < CHME, BEEICk
DEBAHARTH D, 7721V AREE LR ENBRE SN D BORAN 2 EERINEICE 2 5.

RBITEDRA > b
MEN=F =y MR LT 7 = LY AOWBAMEE B L2 T Y7 Y 2id k.,

EITER - T DHPT

MIER—F 2y M LT 72 LY ADEFEERIEZRG L YT 213 7% 0.

RERIEA * &

X )

1) Hirohata S : X—F = v MFOMIENHZ. Clin Rheumatol 2015 ; 27 : 288-95

2) Borhani-Haghighi A, Kardeh B, Banerjee S, et al : Neuro-Behcet's disease : An update on diagnosis, differential
diagnoses, and treatment. Mult Scler Relat Disord 2020 ;39:1-15

3) Wechsler B, Le Thi Huong Du, Godeau P, et al: Medical treatment of Behcet's disease. ] Mal Vasc 1988 ;13
(3):262-9

4) Caruso P, Moretti R : Focus on neuro-Behcer's disease : A review, Neurol Ind 2018 ; 66 : 1619-28

5) Kaklamani VG, Kaklamanis PG: Treatment of Behcet's disease-An update. Seminars in Arthritis and
Rheumatism 2001 ; 30 : 299-312
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1R BRI

SLE (Zf# 5 #ifEIR

77U ADEE IAPP, PE, DFPP
77U AOHEB HOYUER, SREEERORRZ:
HEIZL NIV 2C

HFr3dl) — I

CHRE R RCT CT (ON) CR

REBE

T2 O HOPUERCRIEBE AL D BE - RGIB, 5 - BIES, B, ek, B, GOamdE, AL, M EAaH i
RIEWHREZETIHRBTHLoH5MET) P~ =72 (systemic lupus erythematosus: SLE) O T, FFIZE
ikl (SVESEELIRAR), ARAMEREREE, SoWE, ARRE, RN TERE 2 E O MRS SRR, B, R
AW EE) GEBIREE), HFHE, MRERHEE, CTAPA, MRS, BRREZ &% 23 5 P iaRER,
HBHVITHARESE, SIEHAMIER, ZRUEMREs, Mg, Mok E, I 2 & O R ARER 2
BET5500H 5. EROFRMENL — T 2 L) IR S SV — 7 2 (neuropsychiatric SLE : NPSLE)
ERBEND L)ootz V=T ABRE L LA SLE AMRED 1 O2TH Y, FEAR - EIHHZOH
Bt - QOLIK T & BIE L T 5,

BRI OEEKR

R A 7oA B3 (RO, 79V A, SWEIHEE (THF+7) y, a7/ -V, Y7 aAKRY
VA, AMRFLIFH—F (Methotrexate: MTX), ¥ 2707+ A7 73R LY, VuFi~<7, fRErursy) v,
772 LY AEE, SOICHERERMMBEMBEES B0 9 5. H) CIREBURIE GRS OF O 35 6 (P IMIoE
ERPlstEEE b S, A7uAf FHIZZL—FR1A/2A/B, Y707 %A 773 XXV APAEIZL—F
3D.

77Tl ADIRK

JREE L L CRUNMAS R, fifsHiia o3 2 B OPUR, SENTORIESE X 714 T — % — Q@A EHHHE S
nNTBH, HEPE (Bt RV —24 Pk, Pt Ro Pk, PtV Y IREDUA, HL N-methyl-D-aspartate (NMDA)-
NR2 Hifk7%e &) o, RIEMESA b4 > (L6, TNFa k), Mifk - EHAKRL L2 KT IEsI LICX
DRIRAERTEEZONTVAS, RCT R CT 3NV —TAHFROATHAT SN TVDA, FEH - HHEGISRHT 5
ATFuAq FHRIRY 707+ A7 7 I F28VA OB E L UERMESHA I NS, BEFERBETREY L 20
FER 26BN LHEME LIZY 2707+ A7 7 I FEDHAMEZ B L 2RI X 5 & 74% H5ek i,
13% ZEL, TDELHBHHATHIG L, BONIOHFEIRAE L7225, BBET 7 = L ¥ APEHM O & B it
T CRHERATRETDH ), FEHES 10 PO 1I3HOFMRICH LATEA K- 2707+ X773 Feoiil
WAL EE O PEIC X D 26125 3 A (1.5~8 M) TEML, 54% 2373 7 Al (2~22 HH) TEEE
RLIRD ST RTHMOEMLZEVIHED SNTVE, ZHE Y7o 7+ 27 7 3 K4 S M2 RMEEIRIC
513 % DEPP OZE#)BIREIVEH T T & 2 WIEBI~D TAPP OF#BI b i ST 5.

BITLEDRA 2 b
SRR O BRI - MM O A I, v — b OEE (MRS, RAHEEBOH 5 4) 1CEET 5.
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RBITEZ - T 0HPT

NPSLE i3 CNS V=7 ZADZ L ThH Y, HBHITH 5. CHIICIHETIE U 1~3 MOBET, §i
HEOB AL 4~20 BALERAT L, VN Y FBIETY 7874 27 7 3 FRBIT 2. $EHREOSEE 2 2
HI 1 R % BN %

RERER * H

UHREOM G L 5 EGHTY) 7= h—F 20T, KOWTIICSEUT2HITRY, Yo%
WIS, HAmZREE LCHEET S, &b, W LIS, S o 72135 DNA Hikofiz
SRS .

7 EGERAITNC X o TR ERBERERE LB SN

4 MERAG (CH50) oA 20 BATLLF, #ifks > 282 (C3) oA 40 me/dL BUF & Ot DNA $Hitko
WAE LR, AT T4 FREAIR F 72 3 BRI 150 7 %

Y AR ERAE & (RPGN) Z 723 PHRAIMEME L — 7 2 (CNS V—T2) L BMi Sz

X )

1) The American College of Rheumatology nomenclature and case definitions for neuropsychiatric lupus
syndromes. Arthritis Rheum 1999 ;42 (4 ) : 599-608
2) Piga M, Chessa E, Peltz MT, et al : Demyelinating syndrome in SLE encompasses different subtypes : Do we
need new classification criteria? Pooled results from systematic literature review and monocentric cohort
analysis. Autoimmun Rev 2017 ;16(3) : 244-52
3) Hanly ]G, Urowitz MB, Sanchez-Guerrero ], et al, Systemic Lupus International Collaborating Clinics :
Neuropsychiatric events at the time of diagnosis of systemic lupus erythematosus : an international inception
cohort study. Arthritis Rheum 2007 ;56 (1) : 265-73
4) Magro-Checa C, Zirkzee EJ, Huizinga TW, Steup-Beekman GM : Management of neuropsychiatric systemic
lupus erythematosus : Current approaches and future perspectives. Drugs 2016;76 (4 ) : 459-83
5) Popescu A, Kao AH : Neuropsychiatric systemic lupus erythematosus. Curr Neuropharmacol 2011;9(3) :
449-57
6) Gokhale YA, Bhide S, Rajadhyaksha S, et al:Plasmapheresis: an adjunct therapy in severe progressive
neuropsychiatric lupus. ] Assoc Physicians India 2001 ; 49 : 986-9
7) Neuwelt CM : The role of plasmapheresis in the treatment of severe central nervous system neuropsychiatric
systemic lupus erythematosus. Ther Apher Dial 2003:7(2) :173-82
8) Bartolucci P, Bréchignac S, Cohen P, et al : Adjunctive plasma exchanges to treat neuropsychiatric lupus: a
retrospective study on 10 patients. Lupus 2007 ; 16(10) : 817-22
9) EJEHE, FRAK T, ARARPE, 0 = R A AR A A B S S L RS 4 B
V=T AL 7 b=TZO—fl, L) 7~ F 445 2017 ;37 :18-22
10) SFHEKX, JIAE, MEHEE, b #HEV— 7 2RO —F 12 O R iiE AR & & Bin ek
< —h—D%H. KD v~F2007;19(1) :37-4
1) VLT 20, AT W, FEFEA, i SHMEEN, KEEREZ2EZ L7z NP-SLE © 10 %o, HAN
By <544 (Clin Pediatr Rheumatol) 2018;9(1) :40-4
12) Sugawara H, Takizawa H, Shimamura Y, et al : Anti-glomerular basement membrane disease accompanied by
systemic lupus erythematosus presenting central nervous system involvement) CEN Case Reports 2017 ;6 :
1-4
13) Kelley BP, Corrigan JJ, Patel SC, Griffith BD : Neuropsychiatric lupus with antibody-mediated striatal
encephalitis. AJNR Am ] Neuroradiol 2018 ; 39(12) : 2263-9
14) rhEkEk, SEMW, By, M v — 7 A REEITV A b~ VREERE, A E TAE L Ak
V—TREEzbhiz1 6. BEafamtt 2003;30(3) :290-6
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PR B E
11— L EREE
TI71ILIADFE PE, DFPP
77z AOEB F OBk - B R o kZ:
WL ANV 2C
AFdY) — I
. RCT CT CS CR
XERRVER S 0 0 3 o
EEEE

Yx—7 VL (Sjogren) FEMERHIEIBVEMERR 95 & i BEAREIR K2 BB E L, 2R HCHUEROMBIRE T~
X 7u7Y) VWEEZ KR THORERBEDO -2 THY), MOBHCREREZEGHITLI LD LRV, 2504}
SrWRASRIEI I BEE S 4, BIET - BRI - B - - B - B - B IS IEIEIRE B MESR Tl
AIEIEIZ X B, Wi, REMRES, HHidk, HHMREERLR EEA LS. PACHEEIR E U TR, REIRN 2%,
LS VEALRE AR B, MLEINJE, A, SRR, BUE, AW, BEEOE, EBl- oo BB, FHE,
MREI %, RAEMEEIR & L CRE - RSB RE %, iR se, ZMHARSR, BAUMREEI%, £ 58Ut
g, MERAHERNRSR S, BAYAREREE, HiRe XE2 235, MRMEI/MUORAERBER (thrombotic thrombocy-
topenic purpura: TTP), AR HE2M M #E (neuromyelitis optica spectrum disorders : NMOSD) % &ED &
PEAA 7 {2,

B DBEIRR

FEMGRE IR T OV 5 s D B TR3 R HERE TN 2, EGHEIHOHWTR=Y 7 3, A704 iRk
(#&O, 7SV R), fERHEE (Ve 7¥EFE TV, YruARY) Y, 33T ) —VBET = F,
HERBITIE A M P LFEY— 1 (Methotrexate: MTX), ¥ 2707+ A773IF), 77l ¥ A#EE IVIG#ik:
HIEIRESRICAE (7L — F3D), EHHITIZY Y FI~7BHER, BETIERLVF I 7THRE SN 5.

77 Ly ZOIRH

HEkokE, BEROZIEZL AN THSH. ZRMHLE - SUARTFRR L ORKRGEIEULT L2 LD
HY, FRCHEWPETRESE, AR, SR E % EOBEITEAL T 2 TII A T 0 4 FinHIZEM L TRifT
L, 1~2HMTRYT 5. HEIC X o THBRUCTED R D, ZIHBEMRRLBEMER TIIA T 04 MRESR
DL, BEARERE LML TIZE T 7)) UHRYT 5 DL, SRR R E G
THY, 77z VI AREOHEIEVRHLH L SIND. PEDAL LY DFPP b ARITH 5.

BT EDRA > b
SRR O B HEEH - IMIOF B, V— bORE (EMFEE, FHEEHOH 256) \SHEET 5.

HBITEIE - T DOHPT
PRBE AL, RIS U T 1~3 1, A5F5~9m%EZ 127 —NEd5. oGl 74 7Y /) =7 VEIZE LT
WEHMHT 5.
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13)

14)
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[
Kampylafka EI, Alexopoulos H, Dalakas MC, Tzioufas AG : Immunotherapies for neurological manifestations
in the context of systemic autoimmunity. Neurotherapeutics 2016;13(1) : 163-78
Lee HJ, Chang SH, Kang EH, et al: A Case of primary Sjogren’s syndrome presenting as mass-like
encephalitis, with progression to neuromyelitis optica spectrum disorder. Arch Rheumatol 2017 :32(4 ) : 353-
7
Schattner A, Friedman ], Klepfish A : Thrombotic thrombocytopenic purpura as an initial presentation of
primary Sjogren’s syndrome. Clin Rheumatol 2002;21(1) :57-9
Furukawa T, Matsui N, Tanaka K, et al: A case of neuromyelitis optica spectrum disorder (NMOSD) with
Sjogren’s syndrome manifested only brain involvement by preceding parotitis. Rinsho Shinkeigaku 2017 ; 57
(2):77-81
Xu X, Zhu T, Wu D, Zhang L:Sjogren’s syndrome initially presented as thrombotic thrombocytopenic
purpura in a male patient : a case report and literature review. Clin Rheumatol 2018;37(5) : 1421-6
Lalji A, Izbudak I, Birnbaum ] : Cortical blindness and not optic neuritis as a cause of vision loss in a Sjogren’s
syndrome (SS) patient with the neuromyelitis optica spectrum disorder (NMOSD) : Challenges of ascribing
demyelinating syndromes to SS: a case report. Medicine (Baltimore) 2017 ;96 (34) : e7454
Konttinen YT, Kinnunen E, von Bonsdorff M, et al : Acute transverse myelopathy successfully treated with
plasmapheresis and prednisone in a patient with primary Sjogren’s syndrome. Arthritis Rheum 1987;30(3 ) :
339-44
Yoon KH, Fong KY, Koh DR, Suri R: Central pontine myelinolysis—-a rare manifestation of CNS Sjogren’s
syndrome. Lupus 2000:9(6 ) :471-3
Rogers SJ, Williams CS, Roman GC:Myelopathy in Sjogren’s syndrome :role of nonsteroidal immuno-
suppressants. Drugs 2004 ;64( 2) : 123-32
Bak E, Yang HK, Hwang JM : Optic neuropathy associated with primary Sjogren’s syndrome : A case series.
Optom Vis Sci 2017;94(4 ) :519-26
Gerraty RP, McKelvie PA, Byrne E : Aseptic meningoencephalitis in primary Sjogren’s syndrome. Response
to plasmapheresis and absence of CNS vasculitis at autopsy. Acta Neurol Scand 1993 ;88(4 ) : 309-11
Ging K, Mono ML, Sturzenegger M, et al: Peripheral and central nervous system involvement in a patient
with primary Sjogren’s syndrome : a case report. ] Med Case Rep 2019;13(1) :165
Takakura Y, Murai H, Furuya H, et al: A case of brachial amyotrophic diplegia accompanied with Sjogren’s
syndrome presenting good response to immunotherapies in the early course of the disease. Rinsho
Shinkeigaku 2005 ;45 (5 ) : 346-50
Chen WH, Yeh JH, Chiu HC : Plasmapheresis in the treatment of ataxic sensory neuropathy associated with
Sjégren’s syndrome. Eur Neurol 2001 ;45(4 ) : 270-4
Kujawska-Danecka H, Masiak A, Smolenska Z, Zdrojewski Z : Involvement of the peripheral nervous system
in systemic connective tissue diseases : report on clinical cases. Ann Acad Med Stetin 2011:57(3) :33-8
Sawamura M, Oishi W, Nakanishi E, et al: Case of ataxic sensory neuronopathy associated with Sjégren’s
syndrome. Rinsho Shinkeigaku 2014 ;54(5 ) : 413-6
Hebbar M, Hebbar-Savean K, Hachulla E, et al : Participation of cryoglobulinaemia in the severe peripheral
neuropathies of primary Sjogren’s syndrome. Ann Med Interne (Paris) 1995;146(4 ) : 235-8
Mori K, Iijima M, Koike H, et al: The wide spectrum of clinical manifestations in Sjogren’s syndrome-
associated neuropathy. Brain 2005 ; 128 (Pt 11) : 2518-34
Chiu HC, Chen WH, Yeh JH:Double filtration plasmapheresis in the treatment of inflammatory
polyneuropathy. Ther Apher 1997;1(2) :183-6
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1R BRI

BEmE, ZHEBHRK
77U ADEE PE, IAPP, CAP
77U AOHEB BERREA - EIRAERE
HELZL NIV 2B/2C
HFr3dl) — v

CHRE R RCT CT (ON) CR

REBE

SV S HAVEIZHELT I B KRR O B AL, BHIRT, BiEEE LA RO REMEHRETH S, HIEIR
DIRDHDHE5ER %% (polymyositis : PM), BEAEIRZ GDEL 725 DD B )E K %% (dermatomyositis : DM) TH
L. BEIERE, LRIRBOFEEAE (NV 4 bo—798) 2, Fo/MEHETRHOALOME TS (Gottron B
B:) % EDVHERNTH L. BIEMEME, OEE, ENREGOGHESALNDL I ENH Y, BEMEM K, B
ARS PURBHEBICZ . ARTIZ 10 T ADH20D 2~5 A& s, LML . FEEZBOIC I 2R C SO M i
2 L AR OEIE 2 FE T 5.

RN DBEIRR

RIEREAT A FEPMEENIZHCONS, RIEEREA T A FRPEOEEGHIR L T3 f 4 o 5]
(a7 +A773IF, 7HEFFT) 2, A FLFH—F (Methotrexate: MTX), Y70 AR 7 &)
Wz, feEra 7)) Y REFEESHVORE, 772 L YRR, IROOEBICHALTHITSIhS 2 &2
B DL - TV 5.

77 1L ZDIRH

WWREICIZRIEREPHEE L TEBY, 772 LY AL HEBENESMETE S, PM & DM O3 @ ok #FT i
& LT, BMIle& CD4+ T MK AN ML T P2 B2 % < 404 L, CD8+ T MM A NI K O i N IC 7R 5.
PM T, MfMERIPEIC CD8+ T MR & MHC class I OFBITHENA S, MG ENE T Ml B85 L Tw
%. DM TiZ, st Lo o CD4 + T iz % R B & % & O ER F12 X % i K253
HLTwW5.

BITEDERA > b

BREIVEBNICH T 2% OGS H 5. BIEREA T T4 FELQIEPNHIEIR L CTHEBEEMED 35 Bl
LT, PE, 270742773 FeHwikiEhot—7REETiE, 3260 THHIOSEZROLEREINT
W5, LaL, 396)% PE, leukapheresis #f, ia#H O 3BT, 1 ABIC 12 MOBEHEZIT- 72 EEM
RERTIE, MOMBEICEEEZRED 27 UEXD, 77 2L ¥ 2B TORE RS L XL
A RMEDREN TV S5, SEBITOMDERD: & OB T S 2 REFEDRITEH S TR nizo,
fifi 2 OIEFI T L TP O BB BN > TERTRETH 5.

BITEL - 8T OHXT
PRBCETAY. DI ATAIIE R L2 a7 <, IS Rs.
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[
Choy EHS, Isenberg DA : Treatment of dermatomyositis and polymyositis. Rheumatology 2002 ; 41 :7-13
Arahata K, Engel AG: Monoclonal antibody analysis of mononuclear cells in myopathies. Quantitation of
subsets according to diagnosis and sites of accumulation and demonstration and counts of muscle fibers
invated by T cells. Ann Neurol 1986 ;16 : 193-208
AT, llE— @ 3% - BRSO REREE L H#. HNSRE 1998 ;87 : 664-9
Kissel JT, Mendell JR, Rammohan KW : Microvascular deposition of complement membrane attack complex
in dermatomyositis. N Engl ] Med 1986 ; 314 : 329-34
Dau PC : Plasmapheresis in idiopathic inflammatory myopathy. Experience with 35 patients. Arch Neurol
1981 ; 38 : 544-52
Bennington JL, Dau PC : Patients with polymyositis and dermatomyositis who undergo plasmapheresis ther-
apy. Pathologic findings. Arch Neurol 1981 ; 38 : 553-60
Brewer EJ, Giannini EH, Rossen RD, et al : Plasma exchange therapy of a childhood onset dermatomyositis
patient. Arthritis Rheum 1980 ; 23 : 509-13
FSERCT, IS, FHHPRKHER © Lymphoplasmapheresis 12 & % #EiGEVE/NB 2 I8/ 25 D 1h#E . TR
#1984 ;24 : 214-7
Maruyama T, Koh CS, Inoue A, et al:Successful treatment of “steroid-immunosuppressant resistant”
polymyositis with immunoadsorption. Rinsho Shinkeigaku 1991 ; 31 : 1208-13
Miller FW, Leitman SF, Cronin ME, et al:Controlled trial of plasma exchange and leukapheresis in
polymyositis and dermatomyositis. N Engl ] Med 1992 ; 326 : 1380-4
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PR B E
BEMHRESHDOEGHREREHR, SEHAR
7L ZADEE PMX-DHP, LCAP
77z AOEB B A
HERL NIV 2B/2C
AFdY) — I
i RCT CT cS CR
XERRYER S . 0 3 2
EEEE

polymyositis (PM)/dermatomyositis (DM) 1%, #J40% THEEMEMi%Z2 0L, SFIHETE/LTLZ LD
HBHN, A7 ERXVAPEMNTHS. RIEFEEAT A FIRPMEOREFICH LTI, YZ7u7+A773F
WNIVAR Y 7 AR YEOQRBEIHIENZYT S, LarL, MENLEEHEOREEREZZELEMS, CK
D EAD L KHRIERDZ LIER], & 5 i34 K B RIEIRD R VREBI, b 2 B R 72 i 4T, ME
PR RAFERET 5 & BHICHEL, ThOOHEBICIMPMNTH Y PHEARTH L. £ { DEHIT, Pt melanoma
differentiation-associated gene 5 (MDAS) $UikEETH - 7-.

RN DBEIRR

B RIERDZ L JE i I E BT 2 BRI T, RO LT, Y 7uAK) &y rn
TA AT 7 I ROV ZOBHFEEITMZ T, PMX-DHP 2479 2 &2 X ) PHRIPUFET 5 2 LR E ST
. ZEMEM AL D BB KT 5 LCAP OF I B EMN 2 Wb 2% wWas, —HARMBI»HE ST
W5,

77 1L ZDIRH

polymyxin B (%, WIMGEDBICHESRMAIIEESNE Y FFR Y Y (7T 2BTREOIMEOR ) & @B
% 3o, PMX-DHP 12X - C, EMAL L 20FhERRe HERD R 2, 4 h A4 YR HEIEKROBREDZ0RF &
L CHEM S, PMX-DHP M7 BB M AN ET 2 2 L5 S T\wab, 72 LCAP X, MR ICHAE
THLHD CD8+T ) v SERRCILE M %2 2§ 5 2 & TIifed et 5 Ll S, JEtIRaBrcla sk %
ML S 55, —EERRBCIRARMEIERD Lo 7.

BITEDRAS > B

77z Ly AR, PEBITOMIRENRE L NV TIEAEHEIRENTVWED, ZHFATO/MDOBEREEE D
HHERER T S D BRI ST wnize, Ficx ORBEICH L TR BRI > TER T
EThHbH.

BITEZ - L T7TDOHRT

PRBE Y. PMX-DHP X, KU IF T Y BREZBILT 74 N—12X ATV F M3 ¥ VB BET, 1HIZOX
2B C 2 M (2 HRESE) Mifrs 4. LCAP X, BEIMEH D) ¥ 58k % &t fiEkz AIMEBRIC X 0 Wb B
R BT, FERIIRBOEH S T 2 RGBT v~ FRE R RICHE U T T . R oG
TlE, 5~10x10° DY) ¥ 85k E 2 7o TV 5.
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KHUHESE, L, AOotfe, i 381 2Pk O BRIV &I L CHMERRLBEDZ G TH - 72 1 4.
% 2009 ; 28 : 1137-42
Euwer RL, Sontheimer RD : Amyopathic dermatomyositis : a review. ] Invest Dermatol 1993 ; 100 : 124-7
Sontheimer RD : Cutaneous features of classic dermatomyositis and amyopathic dermatomyositis. Curr Opin
Rheumatol 1999; 11 :475-82
Kakugawa T, Mukae H, Saito M, et al : Rapidly progressive interstitial pneumonia associated with clinically
amyopathic dermatomyositis successfully treated with polymyxin B-immobilized fiber column hemo-
perfusion. Intern Med 2008 ; 47 : 785-90
ERRE BB RICEBET 2 BRI ORE & &R, 25 60 MHAY 7 < F e - FMER Y v RY
7 A5 BB O HEETERRE 2016
Cruz DN, Antonelli M, Fumagalli R, et al : Early use of polymyxin B hemoperfusion in abdominal septic shock :
the EUPHAS randomized controlled trial. JAMA 2009 ; 301 : 2445-52
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1R BRI

HAEGH KR
7L ZADEE PE, LDL-A
77z AOEB EfRE A - B
WL ANV 2C
AFdY) — v

CHRE R RCT CT (ON) CR

REBE

HAMF 2% (inclusion body myositis : IBM) &, BN 5 W IGHIIEE NI ERT: O H AR &Y 2 780 5 4
JEMEFR B TH 5. HERWEERE 122, WGP CRIRISET T 4. HIJMKFIEois 5 b REs 2
ZEHHY, MiECK EAIEETH 5. BRI, KEMBERAZRZO 20 ETH D, &) 224 (rimmed
vacuoles) % b DOEMEFMMEE RO L OWUFHMTH 5. IBM I RIEMEEIL L FEFICHOEM % 52D 5720, o
FIEPERRE L IR 2 HEE L OEEZ LN TV AL,

R DAEEIRNR

B CHM R BEE MY SR Tniwn, BIEREA T4 FERGQEZ T 7)) v REEEOHENH 508
HRMEIZRONE., 772V 20 —WICIZERNEEZ SNTWED, —EORER THREWRHICE 7L w9
WMEND D,

77 1L ZDIRH

77 LY A MBRBE T o M WANHEE CIIENTH S, L L, IBM OFHEICIE CD8/MHC-1
complex % i, MM GREDOMS LRBEIN D720, GEEENPREINT LWL H L. Brao— Wy 7
a7 VEZ S 72 IBM THERITh - 720wl 2 &, AR "7l i 35720, oA #IcIyis
BRI L TR B IED IR ST 5.

BITEDRAL > K

PE TIEZ 0 7)) U REEK T IEERMICERESND 720, BEE (TVT7 I 50 FFP) Z:#R
THELENS L., LDL-ATIE, 747 vy v E#HEE#E (angiotensin converting enzyme : ACE) FHESE D Bf
XY, BEICT I VX UPEESNTYay 2 bbb 2 enlHb720, HHERTHS.

FEITEIE - T DHXRT
BRBCB IS, A% R L 2o 3 <, ISR S B, B S Ui did e 7z, PM/DM ICHEL 7
FIET, SOEHET 5.

RBRER * e

X Bk
1) Yunis EJ, Samaha FJ : Inclusion body myositis. Lab Invest 1971 ;25( 3) : 240-8
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10)

Askanas V, Serratrice GS, Engel WK : Inclusionbody myositis and myopathies, 1998. Cambridge Univ Press,
Cambridge

Nonaka I, Sunohara N, Ishiura S, Satoyoshi E : Familial distal myopathy with rimmed vacuole and lamellar
(myeloid) body formation. J Neurol Sci 1981 ;51(1 ) : 141-55

Askanas V, Engel WK, Alvarez RB: Enhanced detection of congo-red-positive amyloid deposits in muscle
fibers of inclusion body myositis and brain of Alzheimer’s disease using fluorescence technique. Neurology
1993;43(6) : 1265-7

Dalakas MC : Inflammatory disorders of muscle : progress in polymyositis, dermatomyositis and inclusion
body myositis. Curr Opin Neurol 2004 ; 17 : 561-7

Dalakas MC, Hohlfeld R : Polymyositis and dermatomyositis. Lancet 2003 ; 362 : 971-82

Mastaglia FL, Garlepp M], Phillips BA, Zilko P] : Inflammatory myopathies : clinical, diagnostic and thera-
peutic aspects. Muscle Nerve 2003 ; 27 : 407-25

Engel AG, Hohlfeld R : The polymyositis and dermatomyositis syndrome, Engel AG, et al (eds), mcGraw-Hill,
New York, 2004, pp. 1321-66

Dau PC : Immunomodulation during treatment of polymyositis with plasmapheresis and immunosuppressive
drugs. J Clin Apher 1994:9(1) :21-5

Kiprov DD, Miller RG : Polymyositis associated with monoclonal gammopathy. Lancet 1984 : 2(8413) : 1183-6
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1R BRI

7L ZADEE PE, IAPP, CAP
77z AOEB EfRE A - B
WL ANV 2C
AFdY) — v

CHRE R RCT CT (ON) CR

REBE

HREVER 221E, SRR LD L ZERRE TH 2205, REMILRETE LD H T, BB AR E:
& % B BRI A CTH 5. BWNIFEMZAT ). RN, IS, BEE, SRR &R
THE D, 9 A A M T &, PU osignal recognition particle (SRP) ¥U 1&, ¥t HMGCoA #& T B 3
(hydroxymethylglutaryl-coenzyme A reductase : HMGCR) HUAD B A H S LT 4. Pi SRP Prikba 6L,
HEERH KT R FTREREZ 235, BIBRERATuA FEIIMETH 2 2 L 03% <, IVIG R iiilsEZz &
OPERDLETH 5. HLHMGCR PUREERNE, A5 F #4837 —Th 0, HEKISEII RN R TH
%, PUREEVEIE B ClZEMEIES A PRS2 .

RO EEIRN

A8 F EARIE, iy A VAR, BEEG ST ARG ETEREL DL DOV HNIZTOHRHEEIT).
HBGRERIZ 22\ 23, S 5VERT 2R B 7 98 & R THEBREGUMED 2 & 3%, BEORIEMHIZER IVIG &2 L HE
YA, T72LYARIZOVWTIE, TEFVADRZLL, ERAHRE S D5,

77 1L I ZDIRA
YL HMGCR Hifk, $t SRP Pifk % 38D 2RI Tld, PURMKEEORARETILIC X 2EESL Y7 07 7 — VW
EEZF R LTWAIEENEWD, 772 Y AL BERMENIEEINS.

BITEDERA > B

77 LR, DEBITORETREMRE L NIV TIEHEHEITRENTWBED, LEBITOMDEELEE D
BT S D B R A S Tni iz, flix ORBEICN L CTIERIMEOBEBRFIC R > TEEB T
EThH5bH.

FEITEIE - T DHXRT
PRBBITIOY. IR ATANME R L7372 <, TR S N5,

REREH * s

X (73

1) Liang C, Needham M : Necrotizing autoimmune myopathy. Curr Optin Rheunmatol 2011 ; 23 :612-9
2) Kassardjian CD, Lennon VA, Alfugham NB, et al: Clinical features and treatment outcomes of necrotizing
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autoimmune myopathy. JAMA Neurol 2015 ; 72 : 996-1003

3) Momomura M, Miyamae T, Nozawa T, et al : Serum levels of anti-SRP54 antibodies reflect disease activity of
necrotizing myopathy in a child treated effectively with combinatorial methylprednisolone pulses and plasma
exchanges followed by intravenous cyclophosphamide. Mod Rheumatol 2014 ; 24 : 529-31

4) Ramanathan S, Langguth D, Hardy TA, et al:Clinical course and treatment of anti-HMGCR antibody-
associated necrotizing autoimmune myopathy. Neurol Neuroimmunol Neuroinflamm 2015 ; 2: €96
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1R BRI

POEMS fE{&EF

77z ADFEE PE
77z AOEB B A
WL ANV 2C
AFdY) — v

CHRE R RCT CT (ON) CR

REBE

AIEGERE, WEMBBE 7 o— U WML, SR —unNF—20HE L, ERLEREIE
THREMBETH SH. POEMS &, RN TH S polyneuropathy (Z3M#%4%), organomegaly (EgsAk),
endocrinopathy (NS ), M-protein (M # ¥ /37 1iiE), skin changes ORJEIEIR) 277§ . M olE
PRz 845 K+ (vascular endothelial growth factor : VEGF) B EfEAA SN, JREE & HHE T 5.

R DBEIRR

PR IR RIS S TR WS, BUR TSSO R MIIEAAAAE 3 2 A%, BB 2x0hd 2 4 Ry )
B2 SR A 1 72 B R AN IR S 5. TREMIBIE O DA 2 56, £ 73S BT WESEET 29613,
RGO EAT ) . AL, AR & OB O BEREVE R T B 5 L 5V REE O RIS
LT, Wl AV T 75 v+ TR AV UEEOE 2, HORW SRR E O3 5 KE L@,
PFYFIAF, LFYFRIF, DA20VIERVTYVITEIZLD ET L5 TRENEENTbOILTWA, IVIG, 77
= U AR ERTH 5.

771l ZDOIREL
ANT 75 EPERICHIMFEM ¥ v /37, fMRIERS L D#EZ R LI-HERH Y, PEIZMYHTHL Z L
DRENTVWAS, 772 LIV RARERITHY, REBEEICT 7 2Ly ARSI N W,

BITLEDERAL > b
KEBEFICBT L7 72 Ly AERTH Y, RSNV, KEBRICHT LT 7 2 L Y A EIIEBE#ET T
T2,

MEiTER - T DHXT

77 x by APREIEHEE L v,

REEER * 1

X Bk
1) Bardwick PA, Zvaifler NJ, Gill GN : Plasma cell dyscrasia with polyneuropathy, organomegaly, endocrino-

pathy, M protein, and skin changes:the POEMS syndrome. Report on two cases and a review of the
literature. Medicine (Baltimore) 1980 ;59 : 311-22
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Dispenzieri A : POEMS syndrome : 2017 Update on diagnosis, risk stratification, and management. Am J
Hematol 2017 ;92 :814-29; doi: 10.1002/ajh.24802

Watanabe O, Arimura K, Kitajima I, et al:Greatly raised vascular endothelial growthfactor (VEGF)
inPOEMSsyndrome. Lancet 1996 ; 347 : 702

LiJ, Zhang W, Jiao L, et al : Combination of melphalan and dexamethasone for patients with newly diagnosed
POEMS syndrome. Blood 2011 ; 117 : 6445-9

Dispenzieri A, Moreno-Aspitia A, Suarez GA, et al : Peripheral blood stem cell transplantation in 16 patients
with POEMS syndrome, and a review of the literature. Blood 2004 ; 104 : 3400-7

Kuwabara S, Misawa S, Kanai K, et al: Thalidomide reduces serum VEGF levels and improves peripheral
neuropathy in POEMS syndrome. ] Neurol Neurosurg Psychiatry 2008 ; 79 : 1255-7

Royer B, Merlusca L, Abraham J, et al : Efficacy of lenalidomide in POEMS syndrome : a retrospective study of
20 patients. Am ] Hematol 2013 ; 88 : 207-12

Tang X, Shi X, Sun A, et al : Successful bortezomib-based treatment in POEMS syndrome. Eur ] Haematol
2009 ; 83 : 609-10

Dispenzieri A : POEMS syndrome. Hematology Am Soc Hematol Educ Program 2005 ; 360-7

IR, e rhls—ER, i : IR ST & & IS EAH B L 72 POEMS SEfERED 1 6. K
B2 EF 2006 ; 60 : 1148-51

I A, RHES, REFHL, i MEEREREER OB A F VT L F=ya v KEFESRER) LA E5R
it Crow-Fukase JEfERED 1 6. R 1990 ; 31 : 448-51
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PR B E
e kA EI IS (#h
77z ADFEE PE
77z AOEB e EES T I
WL ANV 1C
AFdY) — v
. RCT CT CS CR
XERRVER S 0 5 = 23
EEEE

5 a2 i L %E  (amyotrophic lateral sclerosis: ALS) %, Ff7##i= =2 — 12 > (upper motor neuron:
UMN) Hifafk & FAsEE) = = — o > (lower motor neuron : LMN) MR EIEE - MEATHEC VRIS 3 % pikk
EVWERETH S, 5 ALS (sporadic ALS) 25K} :% 56, —#UCHKEME ALS (familial ALS) 233 4. it
1) ALS OFRREMG I, TAES = 2 — 1 VHEIR, BOREAEIR, KO EAGEH) = 2 — 1 YHERD 3 D OFEIRD S
5. EROMTIZ, —MOFREDJGFrEA A SMB A, A E R % b > TEHPEIKPEICH#EITT 5 2
ENL ., ZO%, EOICHEMNTORBEMMEITAAE TS, ALS OB WL, MR &5 E A B 3L
HE 2 HLY A A 72E] El Escorial f2 Wi A HEASHEIE S, 2008 4512 EBRERIR A% 23 C El Escorial 24 o JEHI % #
BLOOHEREE L S OICEMH L2UETRE SN (Awaji £H#E) BHVHN 5.

R DBEIRR

VIV = VORI, A E 2~3EMERT 4. LaL, EEEGERT I O H 5 WIS TR A X
O LNR, TY TR G ALS FIEED 1 ED 5 WIE 2 BT, SHMAGNE 80% Ll o i igikiE o ALS B
2B WT 24 AOUET ALS BEREFFATR B 2 B0 128G L7z, BN ALSHRERE LTIk, BAEEAINT I VO
WN5-RER, 7V % I VB e-amino-3-hydroxy-5-methyl-4-isoxazolepropionic acid (AMPA) Z&BARIEHIEE~R S
UOSAOVERIH SR, RN (hepatocyte growth factor : HGF) &R NHe5- 3k B A3 15 Fili 32 38 iR B
ELTiThh, —HOMREBROUEZ RO 7.

77 1LY ZDIRA
ALS 2% LT PE #HifT L2 3B s 5%, PE 2D b 5, SERITET L, #ETHHIZED S
o7z,

BITLEDERAL > b
HEEEATT 72 LY A0ERMIEZEH S v,

REiTER - KT DHRT

B TT7 72 LY ZAOAEIELFH SN v,

fREREH * E
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1)

2)

3)
4)

5)
6)
7)
8)

9)

(73
HARMRSS (), [HZ5mEmRmbEZ iy 4 F 94 > 2013] 1EREE S (W) © 2 m R w1 b iE
THETA FI4 22013, MILE, H, 2013
deCarvalho M, Dengler R, Eisen A, et al : Electrodiagnostic criteria for diagnosis of ALS. Clin Neurophysiol
2008 ; 119 : 497-503
SR HE—BE © M2 R LIE O RZ W, Jpn ] Rehabil Med 2018 ; 55 : 534-8
efledh, WHFE T, BRI, b FH 2 PR - BUHERIUR 2 & b %W PL voltage gated potassium chan-
nel (VGKC) #AEMRPURITEAE TH - 7= ZMtE MR REALAE O 1 H 85, ERIRARE 2014 ; 54 : 32-7
Oyama G, Izawa N, Fujishima K, et al : Familial amyotrophic lateral sclerosis with rapid progression. No To
Shinkei 2005 ; 57 : 1003-6
Vannucci P, Castiglioni M, Filidei M, et al : Amyotrophic lateral sclerosis in a patient with Waldemstrom'’s
macroglobulinemia. Minerva Med 1997 ; 88 : 167-70
Rudnicki S, Chad DA, Drachman DA, et al : Motor neruron disease and parapronteinemia. Neurology 1987 ;
37 :335-7
Vincenzo S, Guglielmo S, Giorgio V : Plasma exchange ineffective in amyotriphic lateral sclerosis. Arch Neurol
1980 ;37 :511-3

Monstad I, Dale I, Petlund CF, et al : Plasma exchange in motor neuron disease. A controlled study. ] Neurol
1979 ; 221 : 59-66
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1R BRI

7A Yy g AGEEE

77z ADFEE PE, DFPP
77 LY ZAOHM SRR INDIESS
HEZEL NI 2B
HFr3dl) — I

CHRE R RCT CT (ON) CR

REBE

7AWy 7 AfEBEE (Isaacs syndrome) &, FEGHEOMNE - RGO AR GES, HEEZ2R3REAT, 34
Fo7, Za—uIF =T EROL. GHEE, GHMEITERRC O, EEEA, J&E, RITHET 5.
Z oM, FEITEE, TH, KEEREL, BEERAHOEKRLZ &0 BEMEERZ S . BRI, B S
7 AF x4V (voltage-gated potassium channel : VGKC) #AMERPUARIZ L ) VGKC DIEFERES R D, K
MAREOBFPEIEEINL DO LHEREIN TS, ME, FREHEDE, HIRBEEICER, kY
TP =T AL ERD L. AN VIEGERE (Morvan syndrome) (&, EEEICIZ, Rk, IREZELEDS
¥ HEMEERORER E HEOANIR, KEATERYE, X5, s ELRZ CopREMEREZE T 5. 25612,
Pt VGKC BAEMRPURBI SR 281X, %, KEMMMESE, TA»ARELR EHiRMfERE 29 5.

RO BRI

BUAREE I LT, 7 A Fy 7 BRI HEREIZ TR A2 RET, RCT FOTLET ¥ Ad% .
W & L TR OBRBEEOME 2 HIIZ, NaFv ¥ AVEEE (I xEey, 72211 >,
FEMIF UL PHVONG. REHRELLTT 72 LY AL, IVIG, AT70A F/7VAHELR END 5.
FRaRieE, i % A 0F LT a0, BIBRIC & RIEIROUGEDR A LN S, il VGKC BAHIEREET, Ad
RIERE & % 2 DN LIER], BEARG, HEAEGICHE LR K L7ER T, PEICX 250 VGKC #HA KA
DEREDVHMTH 5.

771l ZADORK
Hi VGKC AR IR CIE 7 7 x L ¥ AT L U 3 VGKC Htkoid & & b 1 BRIk A+ 2 |

BITEDRAL > b

H0 VGKC BARIUEIZ, F12 1gG4 5\ & 1gGl IJET %720 PE 2R S W B, FEBIHRE Tl IAPP 12 X 2
R E RO WD 5 5. BRI PE QBB L ARGE B ICBAT, B 1~28%ICH1ND 2 E0id
5.

RBITEL - T 0HPT
PE ORI OBE A5 2 DAT, Fill PEHBUIAHCTH 5. —#IC 1TMEIC 3, H3H S FALC 3,
fibND I LBS W,

REREH * e
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1)

2)
3)

4)
5)
6)

7)
8)

9)

(73
Isaacs H: A syndrome of continuous muscle-fibre activity. ] Neurol Neurosurg Psychiatry 1961 ;24 ( 4 ) : 319-
25
Ahmed A, Simmons Z : Isaacs syndrome : A review. Muscle Nerve 2015;52(1 ) : 5-12
Irani SR, Vincent A : Voltage-gated potassium channel-complex autoimmunity and associated clinical syn-
dromes. Handb Clin Neurol 2016 ; 133 : 185-97
Nakatsuji Y, Kaido M, Sugai F, et al:Isaacs’ syndrome successfully treated by immunoadsorption plasma-
pheresis. Acta Neurol Scand 2000;102(4 ) : 271-3
Ansell ], Kirby S, Benstead T : A case of Isaacs’ syndrome with associated central nervous system findings.
Muscle Nerve 1997 ; 20(10) : 1324-7
Song J, Jing S, Quan C, et al : Isaacs syndrome with CASPR2 antibody : A series of three cases. ] Clin Neurosci
2017 ;41 :63-6
Bin Wagar SH : Waves in rxtremities : A tare teport of isolated Isaacs’ dyndrome. Cureus 2019;11(5 ) : e4687
Ishii A, Hayashi A, Ohkoshi N, et al: Clinical evaluation of plasma exchange and high dose intravenous
immunoglobulin in a patient with Isaacs’ syndrome. ] Neurol Neurosurg Psychiatry 1994 ;57( 7 ) : 840-2
Jaben EA, Winters JL : Plasma exchange as a therapeutic option in patients with neurologic symptoms due to

antibodies to voltage-gated potassium channels:a report of five cases and review of the literature. J Clin
Apher 2012;27(5) :267-73
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1R BRI

SRR EERE

P71 ADEE PE
77U AOHEB i STRINA T E ARG,
WL ANV 2C
AFdY) — I

CHRE R RCT CT (ON) CR

JEE AR R . (tumefactive demyelinating disease : TDD) & 1%, 2cm ML LEORMHKEEZ 2 L, F#/H, mass
effect Z vy, LIF LI MRI TV ¥ ZIREER) R & 80 2 JEEARBLRETERZ (tumefactive demyelinating le-
sion: TDL) % 29 iR B o cdh 5. 21 T Marburg %, BUHER 0L BHEALAE (mul-
tiple sclerosis : MS), tumefactive MS 7 &Kk 4 2 HlEE CHiE: SNTw4. TDL @ MRI & 0580, ORER%D
R, @M, @ T2 M m{§ THWHERZHOKEZI R, OEEERMHEIER (DWD) THESH IO peripheral
diffusion restriction, ®Y ¥ 7K, F—7 >V ¥ FIREERE, OWRFIROEZHT R &% 5. TDL OJFE
ST ELE, BLRE, SOSPEZ ) 4 — T R, Creutzfeldt-Peters Miffg, #ilz A& L-~ru 77—, 1) Y58k
M, HEAICEZRIIREEING 2 2 E 35, ZENTXAETEENER% (acute disseminated encephalo-
myelitis : ADEM), JWlES;, Miless, #hfkifhekpiz &L o@jsnElTch .

B DBEIRR

TDD Ti&, A7uAf Fif#, PE, 1 ¥ =720y BrEWPdb. W%, LRMEMAGETS T4 VIZHED
PERIGENINC A 70 4 B2V ZAEE R AT L7z, A7 94 FIBEORERIC PE 2173 4. TDD 721} % f#fr
L72RCT id7% <, A7 a4 FIFEOIESIZ PE 2T WIHEAI R Z RO 2L I EIZZHRDO LN L. TR,
VYR X DEERE LD S.

77Tl ZDOER
TGN BB L2 R LT Wb 720, M ORGEET A FH A4 v, #ifk, REBEGERZ ok, &
512 Thl/Th2 28T » Z0tEHYIZ PE 27hbh 5.

BITEDERA > b

MS A4 K54 2L, FBIEBINIC AT T4 F2OV ZEER fifTk, A7 04 NP ORERIC PE % i
i3 %. TDD 7217 T L7z RCT 137 &, A7 uAf FEHIEORERNIC PE 217 WIHEMN R L RO & v ) il
PEBARDON L.

MATEE - BT DHPT
ORIEEINC, 1B 2~3 0, 1 HLLERIFE% %20 C PE % W79 5.

fRERIEA * &
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X
1)

2)
3)

4)
5)

6)

(73
HEINEY, A  BWEERE ZRMMLED /ST 54 LY 7 h—IHED 5 iE# F T, Clinical Neuro-
science 2014 ;32:1271-4
1 KEEF © Tumefactive demyelinating disease. MS Frontier 2013 :2:45-8
Keegan M, Pneda AA, McClelland RL, et al: Plasma exchange for severe attacks of CNS demyelination :
predictors of response. Neurology 2002 ; 58 : 143-6
Weinshenker BG : Therapeutic plasma exchange for acute inflammatory demyelinating syndromes of the
central nervous system. J Clin Apher 1999 ; 14 : 144-8
Paus S, Promse A, Schmidt S, et al: Treatment of steroid-unresponsive tumefactive demyelinating disease
with plasma exchange. Neurology 2003 ; 61 : 1022
Tkeda KM, Lee DH, Fraser A, et al: Plasma exchange in a patient with tumefactive, corticosteroid-resistant
multiple sclerosis. Int J] MS Care 2015; 17 : 231-5
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1R BRI

$FH MR M R R

TI71ILIADFE LCAP
771 L ZAOEB CRES RN
WL ANV 2C
HFIY-— H

CHRE R RCT CT (ON) CR

REBE

ARE VAT 7% (hypertrophic pachymeningitis: HP) (&, BEZHSLHHEICBIT AMEZIRE O FME & 3 5 KIEIC
LB SFH NI U7oimiE 248 L, B, MENE, BREAERIE 22 & 0L MRS, ANt EB) g,
TN F =R EOMBRERDAE L HHEETH S, HPITHIRME L R MEIC oINS, HidtE HP o84 Tkt
I ERAI PR (anti-neutrophil cytoplasmic antibody : ANCA) B4 4%, v o7 F—W3HEE, raAf F
— VA EOSRIEMERE, MW, HE, @RS, ZREERMEE R SRR E LTEL LN T WA, T, 195
P HP &2 S T 7B BALRR A 5 1gG4 Btk 0T EMIIE 2 520 2 BlA3% ), F5EME HP 125 Tid IgG4
BB R & ORRIRIZEENT WS, FEAPEICBIT S HP OARHRFRIX 10 77 A4720 0949 TH Y, FI4FE# 58.3
%, BLiE1:091 THo.

R DBEIRR

5tk HP o354, 1gG4 BB BICHE LRI R E A T a4 FEEIMTONL I LDBE v, A7a4 K23V R
(AF VTV F=vur1,000meg/H, 3HME) BRISEDMBREZHENL W, RIEREA T4 FEOR)R
BARY S gea, A MLEF—1 (Methotrexate : MTX), THFF 7Y v, 3372/ —VEET TN,
YoruaT7 4 A7 73R EORENHEOHRR, CD20 €/ 70—F VA TH LY vV x T~ TOEMEDOH
HREFHAEINS. F72, ARHIEEEL LT v v Mire, MEERRIC X 2 80 BRE B LR o ) B
BT ENEZ LD 5.

77 1L ZDIRH

FEgEE HP, H#IC IgG4 B BIEEMEE R OF & L CTIiE, T - B ¥ 78ERIC X A SRE PR 18 238HE 2L % 0%
PALS L LI ) T T = LA ZHE, MBPHEONEZMRESEL 2 EAVRENRTW A, RidOHE]
BB A 74 RERLREIHIEIC X BB EFRII, 772 Y 20X ) BEREIREIRIESN S 2 &5
FEINDLDHEFIIAHTH 5.

BITEDRAL > b

WERERERERMIR RIS 27 72 LY AOFREOHRE L 1 HTH S, Yamamoto S I(XHHNE, B,
Frd vk 250, W TR AR L, 4RFEME HP LW L7z 48 i B2 LCAP # Hnlfifr L, R (14 AM) 2
Bl ORIEPER L2 ERE L TWE, 2B, REFIZATOA ROV ZREDPFD L72H, BONRPIZA T
04 BRI Z GO L72720, MEFREORBLELTT 72 L Y APEIRE TV 5D, Cellsorba (CS 100 ; Asahi
Medical Co., Tokyo, Japan) % F\», 484 50 mL O4Iil % $RELL T 60 4, &5 3,000 mL o4 LEE 2 5[] i
TL72. 772V Y AT L) CDA/BLLOMRTF 5 Fibe L, Zhud 14 HR$Rse, £ OMICEKRM 2RI O
ol LTwab, PEICET 2532w,

HAR7 7 = LY AZ4MRE 405 25 (2021) 241




BITER - T OHPT
LCAP O#EIGICE LT, SHBMaT 2 %57 5.

fRERIE A * i

X
1)

2)
3)
4)

5)

6)

Bk
WNGR, PHEEIEE © BIER - BB ) A - i E 0B & n IEMERE %, HNSEE 201099 :
1821-9
https://www.nanbyou.or.jp/entry/3202
De Virgilio A, de Vincentiis M, Inghilleri M, et al : Idiopathic hypertrophic pachymeningitis : an autoimmune
IgG4-related disease. Immunol Res 2017;65 (1) :386-94 ; doi : 10.1007/s12026-016-8863-1, Review. PubMed
PMID : 27592235
Yonekawa T, Murai H, Utsuki S, et al : A nationwide survey of hypertrophic pachymeningitis in Japan. ]
Neurol Neurosurg Psychiatry 2014 ; 85( 7 ) : 732-9: doi : 10.1136/jnnp-2013-306410, Epub 2013 Nov 22, PubMed
PMID : 24273222
Lu LX, Della-Torre E, Stone JH, Clark SW :IgG4-related hypertrophic pachymeningitis: clinical features,
diagnostic criteria, and treatment. JAMA Neurol 2014:71 (6 ) :785-93; doi : 10.1001/jamaneurol.2014.243,
Review. PubMed PMID : 24733677
Yamamoto T, Goto K, Suzuki A, et al:Long-term improvement of idiopathic hypertrophic cranial pachy-
meningitis by lymphocytapheresis. Ther Apher 2000;4(4 ) : 313-6

242 HAT 7 2 L ¥ REEME 40525 (2021)




HAT 7 = L ¥ AFEaEEE 40(2) @ 243-244, 2021

1R BRI

71y v —EERE

77U ADEE PE, DFPP, IAPP
771 L AOHB PGB OMH], B Ok
HEIZL NIV 2C

HFr3dl) — 111

CHRE R RCT CT (ON) CR

REBE

74 v ¥y —JEMERE (Fisher syndrome : FS) &, JGATEG D% AT 3 4 VMR F ks, EBhJei, M
BT 2 WIEHEL 3BMETRERHETH L. WEBIIHLT >~ 7 ) 4 FIUEATH 550 GQlb JufhAB# L, ¥
F v - N —JEfERE (Guillain-Barré syndrome : GBS) QUi E LTE 2z 51 CTWw5b, W FS I HARRIZ X
LEENRRETH Y, 60 H THERIZIZIZWHELT 5.

R DBEIRR

RET7OT) VHRE, T 7 2 LY AFREO AR R R TEARESHL I NS DY, —HTINS OB EIE
T H L) Ty AR, A FS Tl MRSERIEHAECRET S 2 L% w0, TVIG,
77 2Ly AEERBRAED S P ERE COLEMIZZ LS, S, A%, se 2V RT R 2 S EA L &
e HUREMEDSH AW A IITEE L TH R,

77 1L ZDIRH

FS 15 Bl & x5 & L7: PE, TAPP KON IVIG @ FS 3 B3 2R RI2O W TOLEKME Tk, PE, IAPP T
IO IEHEE R RIGHE O YA & iR U CIER oMY o 455 20 SRR AR SN TEB Y, PE, IAPP iZwT
NHEHR RS S 5. FSHRUERITHARRMCTEHET 5720, HITITEENTER SRS, FS OIFREIC
Py 7)Y FHRTH 550 GQLb PUANBE T 2 & SNTHB Y, HEHAKROBRENSEES 2 Z L 25EEsh
%. GQlb PifkiZ IgGl, 37 T AR/ T %572, PE CHREAShL LEZ LN,

BITEDRA > b

REATICEE LT, MEARTF, EEERMAEIEEZES 5. 77 o L Y AFEICvIEh ofE s a7
Y, T4 TN =7y EORBRTSIEFERNIKT T 5720, HRITHBOMELZET 256055 5. REE
X957 7 = Ly AT PRBGE Tt e,

RITEH - R TOHXT

FS O— &I B CTREE IR 25 ) GBS O¥ifE 2R3 52 &3dh 5. ZDOHETIX GBS L EkD%
PR R AT A, /2, BlMEERZEIEY Yy -2 F v 7RI % (Bickerstaff brainstem encephalitis :
BBE) 29 2 ER] TR RIZGEH LT ). GBS OFRFICHE L, 4 ORI O FRFEE % A 2D 5 H
3~4 % HZIZHET3 4. (GBS OFRFE - Hughes HAEE M T 4 L LOLAICR S, FEhRHIE—E 12
DERT7THERELLT, 3HMIZBR-> THESNS.)
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7)
8)
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10)
11)
12)

13)

Bk
Chiba A, Kusunoki S, Obata H, et al: Serum anti-GQ1b IgG antibody is associated with ophthalmoplegia in
Miller Fisher syndrome and Guillain-Barré syndrome : clinical and immunohistochemical studies. Neurology
1993:43:1911-7
Mori M, Kuwabara S, Fukutake T, et al : Clinical features and prognosis of Miller Fisher syndrome. Neurology
2001 ;56 :1104-6
Wit —, AT, BIREE, M IVIg 233 %) L 72 B 5 Miller Fisher JEMEHE O 1 . MFENE 2014 ;
80 :600-63
ANNER, HHSAR, WBEREE, M Fisher SEBER OBHFTEITOWVTORMES. KX & #lifE 2005 ; 57 : 149-52
N sR B, AR, R, i MRS R R L 7 Fisher SEBERE O 1 6. H ARIRFL =SS
2005 ;109 : 148-52
POARSERL, KW, DNEEW, fiL: NBICBITEEXT v - NU—IEBRRE, 714 v ¥ v —JEBERE OB ER.
H A= 55594 2000 ; 3997 : 8-12
KYFIEN, BERGES, WHKFSC, M W oI dEsg i o8 A 23%8%) L 72 Miller Fisher Syndrome @ 1 4
B, HAERRPEEE MRS 1998 ;26 : 43-7
ARG, KHZRIE @ S 9 2 MR E, BRI M AL DS E R T & - 72 Fisher SEMERED 1 f.
FREGHES 1994 ; 11 : 609-13
FHE, BARKEY, SEA, b WENE R L 72 ERRE 2 1 5 72 Fisher SEBERED 1 61, kG #S
1994 ; 11 :603-7
ZHIER], NVEIEE, RKRFE, A MR K OSPIIRT RRE SR U M SS 3R A3 A %) & b L7z Fisher fEf&
TED 1. HAERWRPEESHERS 1993 ; 21 : 209-15
Ejma M, Waliszewska-Prosot M, Hofman A, et al : Progressive subacute Miller-Fisher syndrome successfully
treated with plasmapheresis. Neurol Neurochir Pol 2015 ;49 : 137-8
Mori M, Kuwabara S, Fukutake T, et al : Intravenous immunoglobulin therapy for Miller Fisher syndrome.
Neurology 2007 ; 68 : 1144-6
Mori M, Kuwabara S: Fisher syndrome. Curr Treat Options Neurol 2011;13:71-8
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1R BRI

Eyh—X4ay 7 BIEREREN R

TI71ILIADFE PE, IAPP
77z AOEB WBIGEIEOMIH], B OhuikkRE:
WL ANV 2C

AFdY) — I

CHRE R RCT CT (ON) CR

REBE

Yy h—2% v 78S (Bickerstaff brainstem encephalitis : BBE) (&, WREKEByREE, EBjJHH, =ik
Mk 3 FMET2HCRERRETH S, 75% OREFITHL GQLb Pk ETH Y, 71 v ¥ v —fEMHOH
BB LR ON TS,

R DEERR

BBE 123§ BB —EDIREIHIR IR T AW, 772 LY AW, IVIG & & OGRSk AR ED HE
ENTw5b, FAETITbNI7: BBE 62 SER % k5 & L72iENAEORG ClE, BYEEENAEONTIE, EIE
BREATOA FEET 72 LY AREOPHIRDE 1 26%, 77 2L Y AREOR :23%, BIEREATTA FHE
Bl : 21%, BIEREATOA F3L IVIG O H#D: 0 8%, RIFEATu S F+7 7 = L ¥ AFP % Jitifr
B IVIGBFH 1 5%, 77 = L ¥ A fr ik IVIG : 3%, IVIG ¥k : 3%, SiEd:oltfrzL 11% Th -
TEEIN TS,

77 LT ADIRK

B A T 04 Fia#EZ GOREREICIPMEZ R L7 BBEEMICBWT, 772 L Y ABEVPHENTH
D, FIRERDSE IR L2 E B A% 5. BBE OIRREIZHLY » 7 ) 4 ¥ FHAATH 5351 GQ1b JrfhasBd L,
HOYERDOBREDE ST 2 Z L5 HEE SN 5.

BITLDERAL > b

PR SR R LTI BE A R, DUIBC DA, B ARRERE T e S 2 BAEIRZ S L, AN LW R P BRED
BREOEGEMEET L. 772 LY AFHEICE L THERDBOLH CEESLETH L. AREITHTL7
7 x b ¥ ARG REGE T T 2 v,

FEITEIE - T DHXRT
(RBESY. BRI % A 72 4% 5 3~4 % HEITHATS B, 74 7) /=4 ¥ & 128 E N T O T2k
BEET 5.

RBRER * e

1) Bickerstaff ER : Brain-stem encephalitis : further observations on a grave syndrome with benign prognosis. Br
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2)
3)

4)
5)
6)
7)
8)

9)
10)

11)

Med J 1957 ;1(5032) : 1384-7

Susuki K, Yuki N, Hirata K : Fine specificity of anti-GQ1b IgG and clinical features. ] Neurol Sci 2001 ; 185 : 5-9
VEIEL, ZNNZs, SEET, A BEIRN T Y~ a7 v KEREEDZER) L 7 Bickerstaff K #9250
10 2Bl KB aEl - E R v ¥ —BEPHERS 2017 ; 39 : 59-62

St e3¢ Bickerstaff U ERHN 25 & Guillain-Barre JEEREOF —N—F v 7 fIET O 7)) VKR
HER L7z 2 ). Bk = RORBeAERS 2009 ; 13 : 23-27

TREFE, hEsLsE BB HGE 70 7)) o REFHERENZ D) L 7- Bickerstaff BU RN & O —F1. BEL
R B 782358 2008 ;1 :114-9

YWHFT, ARHE, BEEE %70 7)) ¥ REFERIENZR) L 72 Bickerstaff ZUEA 2D 1 1. fikE
MEF 2002 ; 56 : 365-8

FRREZ, PHRAL, Hibikz, i Bickerstaff BN OB W & SVENGEE B oMbk o®H
PR DT 16, HARMRERC G ZE KRS 1998 ; 11:99-102

IR, WREGEM, W, i SRS LD R Td o 72 Bickerstaff BN L R MY T 7
7 VN T BT K B RPEWAERR D & IR E IO WL GRS 19985151 617-21

NBEHE, FPEEEE, YA, A ARSI AsZER) L 72 Bickerstaff BIUBNERAN A, FEEPIE 1995 ; 43 : 139-43
Shimokawa M, Shinoda T, Takahashi M, Watabiki S:Successful plasmapheresis in the not-so-benign
Bickerstaff’s brain stem encephalitis associated with anti-GQ1b antibody. Ther Apher 1998 ; 2 : 240-2

Koga M, Kusunoki S, Kaida K, et al: Nationwide survey of patients in Japan with Bickerstaff brainstem
encephalitis : epidemiological and clinical characteristics. ] Neurol Neurosurg Psychiatry 2012 ; 83 :1210-5
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1R BRI

SEMMEFM - 1 —0O/NF—

77z ADFEE PE
771U ZAOEHB ERRERINEFS
WL ANV 1C
AFdY) — v

CHRE R RCT CT (ON) CR

REBE

2 WA = 2 — 2% — (multifocal motor neuropathy : MMN) 1, RS 2 b 20 WA JETFRE,
BRI EM O IMKT, ML 8L T 2B REOEEREEE AR REETH L. WRIEHS LTI W
25, MMN JEF QK EEUAH T > 70 4+ ¥ F IgM B GML Hufk2sBei S, il S 20 3 CREEO T 23 % &
nNTwa,

R DBEIRR

HEHOE 1EFUL, IVIG THAH. MMN IZx$ 5 IVIG 1&, —HEMT » ¥ 2L 5Bk X ) iGHah
PHERENTBY, 80% DIEFTHMMED D LN TWD, —F, BIBREATOAf FE, 77 2L A#EE,
CLAWREZEEI LI EDH L7720, MMN IZHTZHHEE LRIV, THEFETY Y, o0
TAAT 7 I RREDGEENHZE, VYFI<T, 7)< TREDGTENEICL DEFRDREICIET VR
DIRENTZD DI\,

77 1LY ZNDIRA
PE I X Y HEIEIR, {mE 70y 7 ASEIICEE L 72 MMN BI2s#E S TB Y, MMNIZT 7 = L ¥ A3
Thb.

BITLEDRAL > b
ARECBT 27 7= LY AFHER ISR TES T, RSN Av. ARBISHT ST 7 L ¥ AFEOMR
BSE LR DT WL R,

hiTER - T DHXRT

77 x LY AFHEIIHER S N W,
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HBo®ZEMHEEHZEMEE

77z ADFEE PE
77U ZAOEHB EIRERINEES
WL ANV 2C
AFdY) — I

CHRE R RCT CT (ON) CR

REBE

H Ot B AR % (autoimmune autonomic ganglionopathy : AAG) 1Z— kM H AR = 2 — 1 /3
F—TdH 5. WHRERIE, EZERIE, RS, PORES, @k o BAmMisERe 235, HRVERIR
JEMERE (postural orthostatic tachycardia syndrome : POTS) DIEBI O —ERAARGEGERETH S L SN b, JREEIZH
BMBEEICB AT EF Va3 V23 kK (ganglionic acetylcholine receptor : gAChR) 2% 5 #T gAChR Hifkiz
X5 HORERT LT 5 LHEEINS.

R DEERR

BRFENI—EDRMBIIR I N TS, BROE 1 RIGEEIE, IVIG, 77 LY AHE, A7a4 B3
VAPRENRH SN L, 8 1 BIGEBEPER TH 256121, H2BREHWE LTIV F U7, 3072/ —
VHEE 7 = FVOERNENRE SN T L, T8 1 BIGGHEPERTH 2 55612, HHBEESAERMEZ R T
HbH 5.

77 1LY ADORM

77 2 LY ADOHRBIDHE ST WD, P gAChR PUAO B R W HIE &R CTHEE 2 B A RERE E %
B3 5035 ), P OHER & BRRERIZMHE TS, PEICX D, HURAM D ZF AT L7z VR E o
L, 7% & O HHAMREIRD S L7ZEPIHE D 2 SN Twb. 20720, HikMiizmdsEs7 7L
AWHMERRT I EDNEZLNS.

BITLEDERAL > b
HEMREE L L COME, CHBROERBREOLEIEEZET 5. AEBICHTE7 7 2 L ¥ ABEIMHR
FoosE Tl 2 o,

FEITEIE - T DHXRT
{8 DFEGIOBRARAEI % 572505 3 3~4 111 % HE W7 %.
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PR B E
SMEEEREMZ 2 —0O/NF—

77z ADFEE PE

771U AOHRB R EY E O, REOWE

WL ANV 2C

HFIY-— H

. RCT CT CS CR

XERRVER S 0 0 0 o

BB

2 HEEM RN = 2 — a3 F — (acute autonomic and sensory neuropathy : AASN) (&, ZHI8%E D HE %
HAMEERE & RERELZ 235 =2 —u8F—C, #MEIEEEEDLLR V. AASN X FRER R EOLATIRG %
FRRIHIET 2PN L W eh D, ¥T 0 - NU—EBEREUOM S 220 HOREEOEFE OS2 E SN T
WA, JREBICEE L - HOCYURIZIFE S L Tuie v,

BRI DBERR
IVIG, PE, BIRE AT a4 NEEELR EOFRIBIIE SN TWBD, G OWT—ZD RBHIR ENTW i,

77 1L ZADORK
TV N L — R EBELOM 520 HOENOE OB 529 E SN TH Y, PEICX YR IRMIE %
at HEAERERASE IR L, PE OGNS 2B E A S s,

BITEDERAL > b
HA R E L L COMEZBICERZET 5. RNEBIHTE7 7 = L ¥ AFEIIRBEEH Tld v,

FEITEIE - T DHXRT
FRPRAEI % 72 % 05 3 3~4 101 % HZ W7 %.
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1R BRI

HTLV-1 REEERELE

771U ADEE PE, IAPP, LCAP
77U AOHEB BRI A - R
HEIZL NIV 2C
HFr3dl) — 111

T BRHgR L RCT CT (ON) CR

REBE

b b THIBREIMEY A VA 1% (human T-cell leukemia virus type 1: HTLV-1) F ¥ V) 7IZA& 558417
OB L R IIRETH A, R X 2 BRTRENFEHTH D, @ ITREET Bk
$ 5. HTLV-1 ¥ %) 70#) 0.3% ([ZFHET 2 LM S, 2EOBHEBIIHER 3000 4 TH 5. FEIEIZHFELL
DR ADZL {, THEIZE .

BRI D BEIRMR

AT BN T B IR, B 2 SIS & AR B H I TR - P A OV AIRERAT) . — RN,
AT WA F7OV ABEERICRIT R R A T 1A FNIMERREE 2479 . RREATONCIE, BIBREA T 11 FIIR,
F721 3 IFN-0 2859 5. HTLV-1 237 T A A ¥ 5244k CCR4 7B T Ml I EICEGE LIWERIKICEE TH 5 2
L5, BEABIH LT MU CORA Hik0 BEHI L #mBA YT hb N TV 2.

77 1LY ZDIRH

HTLV-1 B#EH R (HTLV-1 associated myelopathy : HAM) (ZX4 57 7 = L ¥ ZAOERMEZ/RTH G H
%. PE LEIBEREATOA FIGMOLKNZE T, PEA2%U72 18 AW 11 4, EIEKEATOA FiaHE 2
7220 29 14 2 THBIRDA LN, WITNORED FEORMEN D > 72, FFICPEFAMIEZ-72 11 £ 541
AP OFHICYE L2 ESIN TS,

BITLDERAL > b

HAM 957 7 = L2 A&, SuEHEFTBI, SIRETH, HHREOWFROREFNI LT AR T
EBHN, AT F7OVAFERREIEREA 704 FNRIEEICHNTREN 2ERTH 5720, #BHIZOW
THRIZREITNETH 5.

HITEIR - T OHXRT
RS, ST ToHRETIE, PE 2 2EMoOMIZ 48, F72136 HHEfTLTWA.

RBRE A * e
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1R BRI

B RE MR R

7L ZADEE PE, IAPP, CAP
77z AOEB EfRE A - B
WL ANV 2C
AFdY) — I

T BRHgR L RCT CT (ON) CR

REBE

HOGEMTEICIAMATHY, R E R LPUEICE - THBIZR 2 5. PT leucine-rich glioma-inactivated 1
(LGI1) ¥ufkix, Wihiskr 2L, \maic% {, ADH A@EYWERE (syndrome of inappropriate secre-
tion of antidiuretic hormone : SIADH) il IE D& PE2%3 5. U contactin-associated protein-like 2 (Caspr2)
PukiE, 74 ¥y 7 AEERE (Isaacs syndrome) R E VN VEBERE (Morvan syndrome) 23815 TH Y, 1y
RIE DA 5EA%3 5. PU y-aminobutyric acid B receptor (GABARR) PuikiZ, UIE LI DR 2 £F o 72 045 R0
KB, Hi/NE OG5, PU e-amino-3-hydroxy-5-methylisoxazole-4-isoxazolepropionic acid receptor
(AMPAR) #lLfiiZ, FEHEIRCRRANE 2 11 ) 0cR s 2 2 L, MiNE, U8, WIEZ S %2 &603 5. i glycine
receptor (GlyR) PUiKIZ, stiff-person JEBEHEZFIERI L, A F VROAEIEDNDH 5. B glutamic acid decar-
boxylase (GAD) ¥ifkix, LMz % <, /IIREMGE R stiff-person JEMREREZ &% 23 4. $T NHy-terminal of al-
pha-enolase (NAE) HifRiZ, BYEHIRIRIICHE ) AREZ 1 SR 7.

RO EEIR

FEIR, i A, EkEEE, AHESER L & ORI T 2R L & b1, ERTH 2 A Chkic
T HEREEAT) . ARHOPBEIIMBEMIE R H 5 WIGMIAN > F 7 AMEOHIATH Y, BEEYEO I 7%
WA, BEFMERIIVLETHL. ATHA K8V, IVIG, 772 LY ARG EOREFEICRDYT LI EHE00
T, TS ORED T T RERE 21T

771l ZADORK
FEBIHRE L2 wd, oo PR (LGI1/Caspr2/GABAbR/AMPAR/GAD/GIyR/NAE) A3HM 45 Dk g
WS LTWwWAEEZONDZD, T7 LY AKX BEBEENUFTX 5.

BITEDRA > b
IAPP % CAP O A Z /R IREGIHE 13D 5%, MARDOERMRDVPYFTE S PEVLT L.

ITEIE - T DOHPT
BRBEHS. ChECTos ik, PEx# 2 MOMIZ 40, 72136 HiEfTLTW5.

fREREH * E
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1R BRI

AR R AHE & i BB AE

771 ADFHE PE
77z LY AOHER TEfREA
HRL AN 1D
HFIY-— H

CHRE R RCT CT (ON) CR

REBE

KR A A BiBESE  (combined central and peripheral demyelination : CCPD) 1%, HHXCHlRE & RAAFE D&
W ICRBEEN A 2 R TR ETH D, T TIEIMRA A THRE STz, REBIZMARERICIE T 531
FAMEESN, I3 UBENES /%2 (myelin-associated glycoprotein : MAG), neurofascin 28#t& S L Tw»
5. neurofascin (%, W2 D Ranvier G L VAL AT 2 HE 01 TH Y, Kawamura 51 CCPD &%
Wiz 76l095 % 66 (86%) TIMLEPL neurofascin 155 (NF155) HiAD bt TH -7z & i L7z, Lo L,
Z DBRDOIEFERIZ B\ THL NF155 HURIE KRR & 0 s BEA D 5 2 EAVRIR S N7z,

RN DBEIRR

PUNF155 PURRGIEIERITIX, AT 04 FEOEHFFIZZ L L, IVIG, PE PRI LMWL DH 5. EEIEK
AT 38 Bl CCPD A3ty S, WHHIIEIB R E A 704 NI, TVIG 25T bITW 228, R Z 5D
THEMIIVETH -7, —JF, PEIX, 8BITHIITE, 76 (88%) \ZAHRMEZEED . FEMMRE L NV TIE,
PE 2% CT& - 72 CCPD DIERIATTR SN 5.

771l XDORA

i NF155 PofkBp A BIClE, A5 T4 B2 AEA AT, PEAER LAEMZRDS 2 L2, Pl
R & RAARRI I LTS 25 T8 2 OIS OBl F O 5255 S . ik B CHiko k2
DY EETH D EEZLNRTVEY, IVIG OEBUSHEIZE N0, 772 LY A 2B LT,

BITLEDRAL > b
1o NF155 Hifkid, 1gG4 50WITh %720, IAPP TRAIREAZ LT REMEA S 5. i NF155 Hi Rk PEAE 6112 kf
LTI PE Z BRI RETH 2.

FEITEIE - T DHXRT
% SEVERALAE, MRPE SRR BEMER AR S 2 U 2 2 4T 5 . HiSHITId, PE % 4~6 lal/2 JaR, 7L C
W5,

RBRER * e
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1R BRI

2UF50a7Y > IMEE
77z ADFEE PE
77z AOEB AR AT R IE 1SS
WL ANV 2A
AFdY) — I
. RCT CT CS CR
XERRVER S

REBE

7V F 27 a7 v (cryoglobulin) IMAE &, MAICZ )+ 707 ) YIS FEETLAZRERZV), 2L 7aT
), 3TC X VEWRE T L, B L T37CU IR b LBMT 2L W) ez AT A2 REIa 7)) v &
EFEINL, 7V 707 YGER, REZTTY CORE,NS 3D0IsEINS, TRIIZHE s u— o
W T7T) LB HOT, ERXEEMEHESRT VT AN —Axsu a7 VIFETALNS, TEIK
O I #IZ 1gG, IgM 2 &L 0RAMEDIFIENS. IRIEFZL 7o — G i ra—HIgMIck b D
T, ZLIECHMFL (HCV) BETALNSG, MMIL 70— MHIgG L /7u—HIgMIZE5bDT, %
EPEE R, AR, EYYE (HCV 2&8) X TaALNL. 7Yt 7u7 Y VIEEKD 80~90% A3iR A1
THY, TOLLH»HCV EBGEZ2EHLTWAE. 2 )3 r7a7 ) VIMFEDIEARKEIL, wEra7) YIZX )k
S N RER ARG OMIMAE RS L, MR, gz ERTLIicX il sIhs
EHMEMERTH Y, T & UTHM CGREW, BOEVERE), B, KRR, BEa SR ENS. SIIEHEIE,
HRFTR, MEHMMEOIRT, 20+ 707y Yotk itk T,

R DBEIRR

HFE, EIEERERBRREOHERICE OB TITbN A, FRICRAROYEIEIED A7 ) —= v FHEET
HbH. BREBEOYEGIIFFICHERZE ST, BREGCIEBE L RIBAEREANCARNTH D, FFEEOMH TS
MWHRETH S, EIREGTIIRIENHEE (A7 F, Y207+ A773IF, VoF¥Fy~<7) 200135, U
VX TIIPLCD20 €/ 7 u—F VHARBAITH Y, BHMIROE ) 7ua—F v RE 7707 Yo
AWl 288246345, )Y X 7TESiR% RCT, KEEREICBWTHROEREDE (A7u4 K2V A
Wik, THYFE TV, a7 A7 738, PE) LKL TREFRBEEEENARINTWS, HCV BED
VA 7a 7)) YfETIE, HCVISHT 587 4 VAREPfTONL, (kDAL 5 —7 20y ZHW2iHHET
&7 AV R R AL ER 1 60% FEEE & AK Ao 7228, IEAEE Y L 72 EHIER ALY £ L Zi6H3E (direct acting
antivirals: DAAs) Tl&, FrfibaPE ba2%95% L&y SN 5 % & BRI EBRBEEIRONL X912k, 7
VA 7a 7)) VIERICH T REHREL LTOHRFINTWS., PE RRREO M AMEICH LT, #PLhIZy
VA 7u7) YOREERSLZE TEROEESIEONSL. LA L, FRIE KN TH S 720080, HIKE
BT 2RI 2 M e LTES I b Tn b,

77 1L ZDIRH

PE &, #MIC7 VA 7a 7)) »%2krE L, CRs RABIBGRHAIZB W THFEEE D 70~80% TUHE DL A LN
Twhb. PEIXFICHEEE, fktEE, BE%, BEERELEIEHNOTEELSEED s )70 Ty v
MEDFEFTITHbNTE /. PEIL, HWAE 723 EMiia & o<, BN EZ3RNINE~ A -V 2~
FMEHABE LTHifTE N5, DFPP 72134 A7 — FIE#EZEE, WD OO 7 4V & —Talid S 4% 5
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HEELTHEHINTE . ZO0MOT7T 72 LY AEFY T4 LT, 2V T4V bL—Yay, 2UF7
Q7)Y 7 7Ly ANHE. IhbiE, MIMERECIMAEZEREN T2 2B TIHTHHLZ ) 707y
VEREFET A, BRINMABIARRE TROONTHIALBEIIREINE, 7V 474V L —2 3 %, DFPP
0y 7 0F7a7) rOBREFHREIERVEENTWS, T/, PAXRZUF 707 ) VOKTICERITHS L
RL7ZZRCTIZ1DDATH 5.
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77z ADFEE PE

771 L ZAOEB CRPS O¥&Jia >~ Fa— )L
WL ANV 2C
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T BRHgR L RCT CT (ON) CR
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HWEM R AEER (complex regional pain syndrome : CRPS) (&, ¥kERHAR - HiaEH I8, mikiEs
% (LA 2, MREE»S PRSI S L) HECTRIEMFHR T 2 B0 MBEEEKNEZ e L, B
FEIR (B8, M ESHRE LR L), EHER KT, Y2 M=74Y), EwMiEk 2 - 5286, HE,
BfidHE) 2 ENAONDIEBATH S, CRPS DRIEA /= AL IZDOWTIE, MEXRTFF (372 VP, &
VY b= VBETHEA TS K (calcitonin gene-related peptide : CGRP)) D BY5-3 2 flkE I8, AR K O A
R BUT B IEAREREE, REBHKO 7O A% EpZF o, &ikl, HOIUEDOMG 3 5 %02 NET &
ERPEME STV S,

RO EEIRN

FHWIZIZE Y I Y COROEGPAHTH A, H#E LTI, NSAIDs, E A7 4+ X7+ & — MlHF, P
A H O, FVEFA N, ¥ I UERES, AV =Y, TGV HINAIRY T v —, FEEES
W, WERENONZ 0T = oG R e b A, REGRHRE LT, BIEREATEA N, IVIG, VY F <70l
HENTW5E, 77z Ly AL, PE &L REITIESLSHIIREOM, &2 W3Eli%g PE 2 fkki+ 2 & T
FEROYGEZ MR CE 2L T 250D 5.

77 1L ZDIRH

77 LY ABEORRNIREVPTA SN, WL O ORI E RO 5755, RCT IIFTEL 2. PE % i
17 L 72 CRPS 2% D 90% TEIR % & IO FERICOW T W ESE SN L MESNTWAS. PEICEY 27
FLFY Y, el 7RVFY ¥, AANY) v M2ZFRICH T2 HEHHREZRE T 52 LT, EROKEANTO %28
B REVED D 5.
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#127—=NELT, 2~3BMMFTLZ—=V2ir). 1 7= VEHAEIE, MoOGREEEz T 5%, HEpEE
ELCOPE ##E2M, 4 MK 22 & THEY54 20 ABOKIREMNZHEFFCEX T 2MEND L.
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