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1) FUSHIC

RIENTEME = 2 — 18 F — &1, RAYFR ORI 512 R
FTHHORIEICL a2 —uXF—TH ), 2o Guillain-
BarréfiEfiEit (GBS), BB JE MRS 56 = 2 — 13
F— (Chronic inflammatory demyelinating polyneuropa-
thy, CIDP) % IgM /85 7u 54 VIlfEE L d%hH)=2—0
NF = N5 ENS.

LAIEROBIIE A X T, M & s EdH B
S, RENEN = 2 —a R F—TEZFOLEL 5 H EERM X
DI LEAMENTWSY. MlatkfekE T, MM T
EAES L7z T MIBE S, MCARERE P % B 2 TR AR A
0, BFEOMBRERNTZHRHL, Fo~xr7u07 7 =TI 2%
THILIEDAREEZOEBITEEZONS. gl
FIEICL B2 —a N XF—DREA A= AL, BWET IV
TH 5 FEBY A CHEN = 2 — 1 /3F — (experimental auto-
immune neuropathy, EAN) I2& o TFEMICHET ENTH
Y. GBS % CIDP T HHOEF MW T2 LiEE S5
B, AR ORERPUEDTCTDH % 0%, TRME SN TR
W,

—HWHERIZEIIB VT, MRS T B M Y l#E 5
., PitkEEAT S, FOBROAHI=ZALE LT, GBS TIX
FEAT IS A A SRR D I TR O BENR Bl & IR OBESH % B
D72DITHERICH T AR ELE SN E V) A=A
(MR BE 2 5N Tnwb, MR M %282 T
KRR A o 72 BHIBROEAT PR, & 5 WIdmEst
TREA S NPURIE, KRR OBRNIUR O JRLELBAZ R &
LT, antibody-dependent cellular cytotoxicity (ADCC) & %
WIEHIARO B X ) g EE X727, ZOPUROERIZ
DWTIE, GBSRIgM /23S 7 u s A VIliEE & b %)
Za—unF—TIE, ZLOBEIIH Y TZIL Y R EDkE
JREDFEETH A ENbhroTn5b.

DUFICHESR IR 3 2 SR SOS ICB# L 72, RIEANAENE
Z2—ENRF =IOV TOREDFEE AT 5.

2) IgMNZTOFA CMEEES LD =1 —O/NF—
DFHEE

IgM /35 7a54 YJExX & b7 ) =2 —a/XF—TIig,
IgMM &AM Z BT 52 0% L, EITHPED 3
Y YDOYEY » 37 TdH 5 myelin-associated glycoprotein
(MAG) BXUHEMMEEI =Y » ORIEE TH 5 sulfated
glucuronyl paragloboside (SGPG) % #8ik35 Z £ 28 bN T
W5, MAG & SGPG iE, FMEORE#HZAELTBY, IgMM
AT ZF O Z R L ClH IS T 5. ¥t MAG/SGPG
HHEZ LD IgMMEHZ E b %) =2 —a8F— 1%, B
=2 —a3F—Tdh ) IEEREE (& ATRIPRERE) B
DIEBDL V. IsMM EHDSI Y VISHEETHIEICED
B = 2 —aXF =DV EBIINLLEEZLNTV S,

L MAG/SGPG HifkifithE % 3 D IgMM&EH %2 &L b &9
= 2 — 1% F — Ok ¥ &, IVIg, prednisolone, plas-
mapheresis, cyclophosphamide, % DO FGEEHIHIFE % &12
IV BIhbNTERD, 3L ALRES»—AEORRED
ATHRME L SN TWwb. ik CD20 (pre-B, mature B cells
OREHFALET Z) ST EE 70 —F VIR TH % Ri-
tuximab OAF M Z R THER G SN2, Thick s L,
PR (2 JEEL L C Rituximab $% 5-# ClX, 8 7 H#IZ IgM
B RHL MAG PUAROPUKMTi2ME T L, Inflammatory Neuro-
pathy Course and Treatment (INCAT) HEHEEZ 2 7%, 10
m & DIZET LM LA TH I LARENT V.

IgM /35 7a54 YIEx & b7 ) =2 —a/XF—TIig,
MAG/SGPG L4tz b, GD1b, GDla, GTlb, GM1 % & ®
HTI)FY PR E LD E0H D, GDIb id sensory
ataxic neuropathy 2, % =% & motor-dominant neuropathy
WCRET S Z EDBASNTWASAN(Table 1), #N 5 DIERT
b Rituximab 263 & 2 AW e tE23H 5. T -8B HED
CIDP iZ2WT b, FRIEORFLASLEE Bbhb.

3) GBS (& (T B¥EHICKH T B HFD RIS

GBS TiZ&, 50~60% DAEHFIT, & F T MR L TS
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Table 1 IgM 857054 ViifEx L b % H) =2 —
TN F — L BB

KR HUIR i A R BUE D JGAE
MAG/SGPG Bttt = 2 — a8 F— Iy v
(<3D1b AL R s

GT1b, GQIlb ST 2 HIY
mECbiE) | SOREE AR
GDla, GTl1b, TR BT
e — a2 —usiF—

GM1 LA [ A
Za—aNF—

PR LA A SN D, % L, BEPUR O JRAERAT % BRI
B LT, MUFOBERHEE & 23 £ 2 SN b T OME
T, YUROWM SR EbOTEETH LI L bho
T&7-.

H v 7 ) F ¥ K GDla laxtd 2 Hufkiddpe B mh £ <2 R
DGBSICMET LI L MONT WD, L Lk, it
GD1a Ptk DM 2 KUSTED#E NI & o T, B2 RIS
RERETLLDEZITLRVHDONDY, 20 LD LG
PRI HED  Petath oA, JMGEBR ORI %2 & 50 L
IS B T L RIRIET BT — & iRk S Y.

—Ji, bivbhd, O T > 7)) F ¥ F TR ZODO0
YTV G Y FOBEHEPHEMERH L OEKT A2 b—7 (F
VI F Y FEAER) EBERNICERT VAR AL
72¥. £ <12 GDla & GD1b O#A 4 (GD1a/GD1b) I
RGBT B hufkiE, ATIPRZREERSE QLT R EEFICEL WY,
HyZUF Y FIHRELICEZ - TS 7 M2 BRT A, =
OOH V)G Y FIIMEEH LT, HHlsrEbsen
WHEFH LW b—=T 2D EEZOLN, A7)+ T
BERPRE, COXICLTESNSi2 R s —T %
WL T, BEZVEBITEEZONS.

—7, PLGD1b HifkiZEE I = = — a3 — 1T B 5
52 EDHMBENEDY, HEIRHE LD R GBSICALNS
[GD1b iZ & b THRW L PiANE, GDla = o 7 771
FYREMATIY 74 A=Y a 0% L7 GDIb 213K
B LI 2B EHHLNE R 5727,

S5 TRIE, EEEEA O EIZR A GBS (acute motor axonal
neuropathy, AMAN) OfEpje L THE S Tw 5 GM1
& GalNAc-GDla DT 5 BAMITH § 2 LD A WE S
M7z, $T GM1/GalNAc-GDla Bk Rt Tld, Mk-EBR D
KRR B L, WM& 0SS S mE T y
BT 5 Z LB TH - 72, 2 OPiRIE, Ranvier #&
HRIZHFAES 5 GM1 & GalNAc-GDla 2 H EAEH L TR L
AR ERHLTWEEEZ SN S, PLGMI/GalNAc-
GDla JuiRim Bl O4E#IL, fil s X 7172 acute motor con-
duction block neuropathy (AMCBN) 23l L T v %2,
AMCBN Tlix GM1 % L3 28k LIZ Lkt e % %
& XN TV A A, HTGM1/GalNAc-GD1a Hifkid AMCBN
EOBMDS L DBV HIURLEEZ DT ENTE L.

WA, Vi v 7))+ ¥ FEAKRPURIZIE, Fisher SEBEEFIC
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Table 2 ¥i7 > 7Y 4 ¥ FEAKRIUE
(B2 & 72 2 K OBESR DML A G D

1) Gal & Sial-Gal
GDla/GD1b, GM1/GDla
GD1b/GT1b, GMI1/GT1b 7 &
2) Gal & GalNAc-(Sial-) Gal
GM1/GalNAc-GDla
3) Sial-Sial-Gal & Gal
GQ1b/GM1, GTla/GM1 7 &
Sial-Sial-Gal & Sial-Gal
GQ1b/GDla, GTla/GDla %2 &

A5 5 GQLb X GTla & & { AR T 254" b A
NT, K& 3HITHPHTE S (Table2). SHEHICVWL D
HOBARD RIS, BREROMIT A B b2
borEEZLNS.
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Abstract
Immune-mediated neuropathies

Susumu Kusunoki
Department of Neurology, Kinki University School of Medicine

Such neuropathies as Guillain-Barré syndrome (GBS), chronic inflammatory demyelinating polyneuropathy
(CIDP), and IgM paraproteinemic neuropathy are caused by autoimmune mechanisms. IgM paraproteinemic neu-
ropathies are known to be intractable. Rituximab has recently been reported to be effective for IgM paraproteine-
mic neuropathy with anti-MAG IgM M-protein in a placebo-controlled trial. The effect should be confirmed with a
larger trial. The use of this drug also may be tried for other type of IgM paraproteinemic neuropathy and for in-
tractable CIDP in future. Antiganglioside I1gG antibodies are frequently present in the acute-phase sera from GBS
patients. Recently, presence of the antibodies that recognize a conformational epitope formed by carbohydrate
portions of two different gangliosides (ganglioside complex) has been reported. Antibodies against a complex
formed by GD1a and GD1b (anti-GD1a/GD1b antibodies) are associated with severe GBS. Anti-GM1/GalNAc-
GD1a antibodies are found to be associated with pure motor GBS with frequent conduction block. Anti-ganglioside
complex antibodies may be useful diagnostic and prognostic markers of GBS. Future study is necessary to clarify
the pathogenetic mechanisms in which those antibodies are specifically involved.

(Clin Neurol, 49: 956—958, 2009)
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