CIDP OBFHEY A A L EEDRRIT
S EREE FHBLZ
S EAFIEE M RE. BFEMH, ZFEIE, DEUIE, SEE—

HREE

o (IR CD4 BBYE T MIRAN YA bl A SR RET 2R EZMIL L, 5B CIDP, LIEEMER,
FER EME R IR PR AR IR SB(OND)Y & 1t BRI BUE 21T - 7o $lik 2 Bk /= 72 B IC @y, PMA & ionomycin
FEFTTA ¥ a~—h Lictk, Ml2% CD4, IFNvy, IL-4 TREL, 7o—3A X Y —TH
E L7z, IFN vy IL4HR%IET X TOBTARMMIZIL BB CEO%ATEILEH TH -7, #f
e Hmla % 1t 5 &, OND IZH-= CIDP (Z T IFN vy MRS H BiZEmd - 7. IFNy IL4"Hija%
i, L LR L D LR TEWHERIC IS o788, BEZEAed o7, IFNy/IL4 i,
SR LERMMICHBL THMBETEELRLTWE., i/, OND 2k~ CIDP CHEKESBTH
iz, i IVIG B BIGEHTIEFHERIEE & <, IFN v IL4 MBS T B ICm W Z LR &,
tmpvmﬁEWmnwy%&Mﬁﬁ%MLfﬁb,ibﬂn«v7bbtﬁ@uﬁofw6&%
zbif. £, IFNy  IL-4#IlE%A8 IVIG IGRRICHED~— A2 ) 5 5 Z LR ahiz,)

MEEM

CIDP Tid, ARHBEREFICHE VT T Mo
BEEIEDLORDZLLY, BECKBITAET
HMEBOEEESBEIh TS, £, MK
T CXCL10 (IP-10) 23 L T3 & O,
JRAFTEE T #MET CXCR3 OFEEMBTEL TH
ZZERELD Th HRBOKRE~OEERE
Z b TWa. ELISA T CIDP OffiKiz: it
LHEMYA bPIAUERELZBRETIE, £
DORBAIRBBELL T Chot. ZDid,
BRIy A b A CEAERRIET S
EVNEBLEZONDN, HEMRIIMKET T
HY, BHRERPCERLRLTLEIRERBB WD
BERLW, bhvbh i fidEianNy 4
A VEAELRET D REHILL, 4H CIDP
LCHIERTT o7, £, IVIG IBHERIGEE &
BRI R S B WD THIRM RN Y A P A
CEEAREOENE LB LT,

UM R ZE PRI

WRAE

Xt CIDPY i, %7 B2 (MNM)8 4,
AR AE T FRAP R R BB(OND) 12 4 T3 5. CIDP
X2f IVIG [T L D162 T 7. BRI
®-7EHIT 4°C, 800rpm T 5 AYREL, FH
iR % L BRI EE T R E S LT
#oh/-MlE%E PMA, ionomycin, brefeldin A
DFFET T 37C, 4 WlHEE# L, CD4, IFNvy,
IL-4 CTH@EHE, 7a—3A1 b A U —1LTH
JE LTz, F£7=, CIDP OHESERE % Hughes’ grading
score TREAf L, IVIG #E#EI(C score 7% 1 BXP&
UL®ELLLLOEBERICHEER L.
T ) 8 O #E BT F HIAF 4T 1L Mann-Whitney U
Test & FV 7.

MREE

IFN y "IL-4 fifa%ix, +<TOT, KM
CHA, BHRICBVWTEO%RERICHHET
bHoTo. MR E T 5 L, OND o,
CIDP 128\ T IFN vy BBHEMR% ST E &
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-7z, MNM Tid IFN y Bt O %L 6>
LTz, IFN y IL-4"f#A8%1L, #F8 & |
L LEBmM TR WEBINIZIES 12D, FE
EIIRH AN o, £, BElok#Eg T
LAEEE R oT=. IFN y/IL-4 X, IFNy
BEEMR D% 2 B LT, B L LRI
LT caRiEE R L. £7-, OND (Z
A~ CIDP CHEICEH THh-/12 (W 1). £/-
ZRBEK T A—F DS, @laly A kb
A EEEREHETIM—D/INT A —F R
IVIG SRS TH - 7. YRR IR
B L S, IFN y BRI D %A HEICE
VY (50.4% vs 38.8%) T & AR (H2).

B

CIDP Tit OND X » & fifi#+ Tik IFN v "IL-
FHR%BEFTICEHL, Thl 7 FLTWHZ
EMTFBRERE., T TREREES AT
% CIDP §i&P D 1P-10 LR EHFETDHERT
Hotz. MNM Tit IFN vy 'TL-4 %O @D T
BOWTWed, ZHIEHEBD heterogeneity
EaAmELTWALoEFLbRAE T, £
SEME= 2 —a RF DL 53, OND THE
WTIIRHML DS Tht 7 FLTBZ L
BiREANhfE., Zhi3srEhsfLre72—0
HRTLBEWINTEY, TOBROHEHMN
b, S%EHETLE @ Thl subgroup A5 .k
LTV 20 ERFTITFETHS. &1,
ZRET CIDP I8\ T IVIG Zx4 555K
IR FRHIT ARV —D —IFEE Lo
fe. SEIOE~ OBFKETiX, #iko IFN vy IL-
4 MRL% DS B BE CIR RIS ESN L <, T s
IVIG BHIRIEED - —h—iZ/ b 5 D alaedE
AIRME STt

et

CIDP CiX OND & ¥ &, 8% Cid IFNy 'IL-
RSB FEICF o 72, BEEO IFN y "IL-4
HIRE% A IVIG RSO~ — A —IZik v 9
LEREMER TR SN, KEM = 2 — 2 3F
—OH# 5T, OND THEHE CitFAm L v
4 Thl &7 b LTz,

RREERTEER
2L

HIMBMEEOLR - BHKR
FEFBUS - 22 L
EFFHRBE 2L
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CIDP iz 3% ra 7)) yiEgkoORIGECED 3

HARTHY

STERTSEE AT T

ER2OMRE

SLFEAFFEE REIEHE D AREER ", BPERD, LUAIEEZ Y

L

B = 2 — o RXF— DB AT L OFESE LSRRI E T A T4 HE

MRRE

RERFHITRECHE T2 LELonTVS CIDPICREIBEEAF o4 F, Mg LieE,
#IET 0T AFRE (IVig) #%, L EFr A2 BLENEE LTHAERTHS, & hbif Vg
B LTz oEMECnE, MEGL OB L THHSh s fRLEo s NG, L
LRI DBY| FRRERIGHOFELROND X I k> TEL, £ I THHENEHRK
SERC BRI R A AR R, A CRIEFRBREN. BEFLEFHC L IHEOERE
BREt L 2o Z ORI R OIS BAT B¢ iR P o B X b iljH 2 Frg-o ) 2 85 mas
fFoni, FLBEFRABR TIRIET N L TARBRO RERRR T OHFEESER S 1 b,
BIEUCH Tl B RME T Bl TR— i L EE ok, £RRETERHEBRN T, B
IGHHECAHE L SNP MHIBEEE S © iz, Vg MBI 2 HE T 2T & L CAEMMS
& BREFRROBE L DY IR 2 & oGS T 2R TRR I 0,

MERBEM

CIDP @ IVIg Fig:DHIME I DT B
Praho LEDBLBEOEEIAORTE
h. ZOFRICIWMBEREOFENMET 2
) EEENRINOOH B, WA izhE
a7 DEBERICHECES T 2ETFICD
VT, FEEE#E L BEEY, BRAEEN
A, B DNA 7o 7 74 viciko
¢ B #7. single nucleotide polymorphism
KET GRETHERORW WA, CIDP
DIWBICHE T 2EEICO SR LG T 3,

1) 4t BRF AR PR
Nra Ty IR AY AL ATHR

HmRAE

IVig fevk: % MENEHHC 2 7 341 FERIOD
CIDPE#HE®D 5L M BEERMEREZ R 312
FER) % BREE RSB RO BN R &L
1z 1VIg Bi# @ modified Rankin scale ¥ X
{¥ ODSS arm disability scale T 1 S LD
Aa7HBLLRHLDERIGE, 2h st
EIERISEEE BRI,

FBULE T B4 L AR RBEBE AR D e 4 2
07 LA BT E A, IBERRIGENC 9600 9
BHLRE T TORRAE AT L 72, IR
B ERETT %2 CIDP FESICEmByE
IVig 27 LG 2w Tz, Exlicft
S EETORIGE (6 5EH) . JERIGHE
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(6HEBI) o, REEMERGE A Z 0w
Ef >y o= (3HEH) ZMATZ A
F— R R AT L e, BHRT SRR
I WA v 7 A — A Fa v
v b DFEFEMR LA 120 FEHIT SNP
(single nucleotide polymorphism) #* % &t
L. e 7 i i BEE TlE e 2
T3 Lo, BRI R EE T, HH
¥ & RS T 2 Bl s T & L CTERA)
L. BTL A, 2o SNPIHHL Tk,
allele #ifE . genotype HifE. My 4 7
{dominant type, recessive type, additive
type) BID x ZEBUE Z T, WIS O

R E R L,

MRER
BRI ORERT & LT, 5 (K
MEBRE ovs dE NG B =1.8:1.0 vs 2.9:1.0

p<0.05) . MiZEHR(51.5% vs 63.2% p<0.0005),

Bt E ToMR(7.8+£4.0 A vs 9.8£3.5 B
p<0.0005),
score ; 2.6+1.2 vs 2.21£1.3p<0.0001) &
Zzont, BEITOHNE >y FEEL
Bt (144 EM) C°H RO EH, B
IR R C 4 1 oo o S i i A G
(p<0.000) B X P iEH, R4, BEE fifE
B MR SEE B (p<0.05~p<0.0001) T
BRAERERS, M EXDERERE?IVIg
RISt RELBERTH 2 2 LRI N,
B{EF MR T TNF alpha 7% D i
B B{ETFT CIDP EFRE LR 2 b
— L EDMTHELREDRD & R DTHEK
EHTCIF A RENRO R, o, T, EE

ADL A 27 (modified Rankin

- 2 BUBRAR C LR 8 & AT B A
{GRFT, 2FVyAO7 I /R — FHlgic
14387 SNP offfEssnidh, A To7
3/ EEEED S EE L f,

. BE

CIDP DEiKE & CBHETMARTIE VIg
ESIGIERRET 28T & LT, #isREEE
DEMNERIZZOBIENNBELUETH S L
#HZonl, ThbbUiEmof K. CMAP
AT Ry iEHE BUGHE % BObe LT v 2 Tl gAY &
3, ¥NEEFHREBITCIRIERICHTR
RRBEETVRERTH - 2 EGEERE I
EECT 208, JEFREIUIITIZW S 0 B2 3Y
Bt Db, B S ICHET % TR Rl
R B B O ERE T T, ARG T
7 E L/ EEERAE T SNP 220k L
26 IVIg WEHESOEH: & BE T 5 A
JERORDAERIZE YR o, WEOMETH
THEHI L IC 5 3 240 2 & D b 0EE- T
WAL 2 WHEREDYR & S,

E
Wig KitkEic X b CIDP OH{E TSRO
Mt Sk b BEELHERHO Z >tk
h9 3T EBRENE,

HERIRTEE
L

HMABAEEOLHEE - BHKR
Fraviuss 2 L
EMMBERER - 2L
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P RAE IR 2 AR (CIDP) OFRRMHAILIZEET S
RIEHRFRIRRES

FKE AR IR
HE. HEK

W E
HEMFEE BT, =

R E

CIDP Oz B A HHEHEELIZRMCEFHEI N TR WS, a3 CIDP 15 #EFA O RLICE
U CHRIGHISSEN T2 E0 TRH Uz, TORR. BRARMEORNE S fl. &1 7EEE 10 #, target
Bl 5L ivpe 2 BHEERA 7 WIS, RIEMIRBRIZITHECHLON |, #EODHOH L0 HITF
1E L7z, B i % 10 iR fo. JE BT AR AE A AN L~ O BB O B PESE BN 5 1, HLA-ABC
A8 . HLA-DR A% 2 ffil, Cob-9 OB 1| HITHETH 2. £, Cob-9 DRHEADLGEE 4 HIT

Wi, CIDP O CIZEHBUET., REFWNELNGFEET L LN SNk, FFHEEHHRME LD
HLA-ABC ORMMEREAASHIEFIIHEROGEIET 2@MMNH 0. #HEAO LCA BYERIlRORINE

EREL 7. CIDP OBBEAD GIEFN T {LOBRII DOV TREISIZARFTTHLEND B,
EFE A A (Eic B g St s UTid, HMSN 5 A,

JEHtE neuropathy 3 ], MND 5 #HZ W=,
T T7#—L R hEEBEERNZBOTHR

CIDP Oz BT SR BELEIEITEHEIN

TV, WmEFICIRTT U A KR AR S HEC R

EHMNEITTHEEH 0, BOMEELICOERT
HBRENH D, ETAT, MR TR
oIl B JREVLA AR AE I HLA-ABC O3B %528,
G A A LR O AERTE S BT 5 2 &AHNG
NTHY, FEROELDGEET 20 CIDP O
PRI L THEHEBFEMELES O TRET 2.

Wroe i ik

1990 1 Mo L TREREEN, 7T AU HH#EE
# Ad Hoc NEEZO CIDP ORRKEEEGLT
BETHB RGBS HORRERESI N 14
f5il & b B E X7z 1 (Definite 7 {1
Probable 8 i), ERKRFTRET v — X OBETL
oo MARMATRE., V—F ¥t (HE $#a.
Gomori-Tri #fa. NADH-TR #f8, NSE 3,
ATPase H: (1) & ®ERE (LCA., HLA-ABC.
HLA-DR. C5b-9) Z{TWHH L7z, BHORES

L,

TWE S R
AEFIT 18 mins 81 %, RE TOMMIZ

2 5 AMS 36 # ATH-f, THOHHDFEET
2.7/5. WHERIL 7 HICIRS . EREELD K
Tid, HHREREORNE & 6. BOKRE R
Dy THAL%E 10 #IZi2%. target B E 5 {4,
tvpe 2 fREEREE 7 FHCRO L, SEMRENI
20 WA LOERAS 1 . 5 LA DK 10 HIfF
fE, MEDREZ 10 FHIRO., ERFHC R
D E L DIER THREEIEZES type 2 BMEERA
BDIEofN, IS OIS L FER WIS 7
HETFEEBL TN, £, type BHED
BEDEFATIE. REORBICOAHH S THEHE
Elamods (F 1. FEUMBMERRE LAOH
Bt o RiriERBMERD 51, HLA-ABC % 8 fi
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(% 1), HLA-DR A% 2 fi (% 2). C5b-9 D3

M1 THT,
4 HITS . JFEIEATHE LD HLA-ABC @
SERRPE R AT A 5 N 2 E G TR B D 1ET %
WH G, HBERO LCA BIERINE OR P &ML
7= {$2). TO&D 7 RERNELIESRXHO
DI g PR BB IR BN o 7.

C5b-9 OMEA~DILT %

%R

CIDP T, B#ficE>mE 7oy 7, IR
S 2 REYRMBRIRESAEN L KT O3
WTHDH, SEgkcid CIDP @48 TRl
TREFNEENGFEET S zBHoNILE. €
DEED T HERETH 0 EEFEEICHD 2 X
Mg &gz, 2O &k, CIDP O
WD REEF O SNEETD EE AT, &
BETTH S MC o7 CIDP BT BT S ks
ZAEAY, SAETERLNENARZ T DB TR D
hOTHEM, FRTHENEZH TV L DICHR
OB B ERIFZTHOTHLIMNMEL, THITR
HLTOWSHAENS D,

1. CIDP fE B O FRGES 10}, HLA-ABRC %2
: T

e Y
EhRAE B I1Z TR EEIC T HLA-ABC O EFTiE R %
BB 5
& 2. CIDP fE# D fFGER| 13), HLA-DR B &

¥ 1. MHAREERR R & ERIRP RO X6

ERERFR LI

[T
e | 2«7 | rvped LEIRON CE A o 1 N e a

L] B | BHRA | Taget | FH § 08 T BT im/s} | tmesal)

(M)

case 1 | 74M + 4+ ++ - ++ + 1 (+4) + 20 73
case 2 | B1M ES ++ - - - 4 [CXH - 21 57
case 3 | 33 b + + ++ + 7 [£23] + 22 529
case 4 | 49F + - 4 + 7 (res) 1 12 EXS
cose S | 34F - + - - - 4+ (+} - 30 29¢
case 6 | 63M * + + + 1| (eed) - M.E. es
case 7 f 32F + + - + n () - 41.3 494
case 8 | 544 t - + Z {#44) - 24.6 a1
case9 | 25F +4 - 24 {+) - 32.9 | 239
rase 10 | 44F kS t - - - 4 [£]] - 48.5 LA
case 11 | 36F + - + + 10| {=4) - 349 | 145
case 12 | 30M ES 4+ + - - 36 | (++-) + 48.5 LE]
case 13 | S3F + + + - + 14 (+} * 361 34
case 14 | 73M - + + + + 4 [ tesn)| o+ 23 434
case 15 | tEM S 4+ + - + 4 {4} + 436 | 364

2. RO RIEFHE(L LR R

BOREFERIL ass
CETRET BT aomn | EAEe ua
ae | A | C5es Lea Co- RA | G | GEN| MV | Ea
ABC oR L 1] uM | BT sy | tmyrad
1) L]

case ! | TaM + - B + £ ] ) + 20 74

case2 | BIM - - - 4 * L] (£33} - 21 57

cage 3 | 3am + Es - + £ ? (+4) + 22 529

cused | oasf 4+ - + £ 7 | lees) 12 33

cueh | MF + - - + 1 & () - 1o 290

caied | BIM * - + + 10 | (+¢4) - N.E. Ba

e |nFl % z - t - 1| (+} - 41.3 | a4

cate B | Sam - - - E3 + Il EEXY] - 246 a

cased 25F + = ES + + Fal {+) - 129 239

ase 10 | 44F * + + + + A [E3] - 485 e

case 1 [36F | - - + - 10 | t+4) 348 | 145

casn 12 3om| - = - - E 36 |(1ea3] 4 465 | B3

care 1y | 53F + + - +4 ++ 14 (+} + 361 34

casels [TaM| £ * - + - ) + 23 434

case 15 | 18M - = = + - 4 3] + 43.6 364
I

i im

CIDP O TS E T, LM L TD
HLA-ABC BXU HLA-DR G RFTESERAEIET
HIEMBOEMTES, COZELD. CIDP T
IR R DTRIERTOHEMNERT DI &1
MR, MRBECMEREIEETFICMA. AR D Rk
FREE DR OBARE SREd S EENEAD
nic.

fER B 15 1% %
Izl

HIKINEPE R D 4T - AR B
AR 73 L
RIVHRIES 5L
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uZRY L A R FWCT-EERME CIDP DR

SYHRRTEE A S
HFERFFEE REZFEAN, MREMA, FHE—
MREE

SIE T VKRR (IVIg) ORI EA 7oA R TERL TUEIBHEIEOBME%
FEMBE £ =2 —12/3F — (CIDP) (2, 2R ARRAT, 8 FIOSL 4 FliTSE S EARIC
9,2 FIIBRMESER L, 789 2 Gl RS HBLSIIE L, IVIg R K EAT
2ARECEARL LR CELWEHRYED CIDP 10, v 7aRAR) - AZBE T ~&Llbhl, /o
ARV A DBEREL T, BB M2 TR @AM LB E TR ERHD,

WRE/M

G RIE PG RINE 2 JE = = 123 F —
(CIDP) CHY, ffE s o7V Ktk itk
(TVig) ReMiiEd{bHFIELIT>Th, Bl
HHRLTLEMFNE, DOLEFICETTAR
FRME R O TRFER UL T, S BGBARRANT
DRTURUWHEEILL TU VW, #Eih M
CIDP {25301 AL ARY . A (CyA) DR
HCHOWTIREN 2 235 12 bhubiud,
RIBRBEAT oA FHE kL 7aRAT IR -3
SV AT B R E 2 S /o FERIT,
CyA ¥R A CEMERIFTE, FREFICELS
& CIDP ik § 2B EHVRIGH T A=Y X h-fE
XL (Figure) , LAREEIICHEL TR A 1T - C
VB, HERis$siT A CyA # /o CIDP 5 H#E
RRBOREREBRETD,

BBERXFEHEAR

HRLHE

American Academy of Neurology M2 W7 3L 4t
#ib7=3 CIDP B4 8 Bilast&E LI (Table),
Sl (BAE 4—8) 1L, IBRT VTR L
(Figure) ZL7=M>CIERELI-, 36 (B 1—
3) L TAT)ALEER T DL O H Th
of, JBEOE 1R, 1VIg BEE TR
Divig (04 gkeg/R, S M) TTW, KISLT:
R CBIR K EAT A RE (FLrih=yuu)
mg/kg/ A) ZBAALI,

B BB AT 1A FHRE TR L BB
L IVIg 22 0RF R THREL. CYAIZUIE R /-,
CyA X3-S5 mg/kg/ HEHREL, M7 %
100-150 ng/fml (GRS L7, RIEFEIREZHE L.,
CyA OEHWERZ EHBICR A/,

$ 32 (Table)
8 il =8 IVIg (TS LTz, 6 Flix L BA @
B CKIELN, BE3 L8, FhFh3E
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HE 4 B OGO EPLIRSB AL, B
BHEAToARFERTO, 46 GBE 1,3, 4,
5) BRI RIE LIS, BA T IR,
&Y 4 G, SRR AL,

R B AT o R R HE B A R 3 B HR i A
L. CyAixs Bl 44 (B 1.4,5,6) T
TERMICE T 26 GRE 2.7) 138
MRISERE L, Z0 261 (BE 3.8) i
MLz,

CyA TRROHLLNR 2 BFIZEE, 7HF4
TV, BAE 3 RN OER AL
Aaof= Ay, FHRARTE AL 7728 IVIg DR HE
G235 r ALL EICEERL T, B 813 IF
BRERTE AR ool b Ui, BUFE TVIg
DEERE%E 3y ABICiToT\VW D,

Ex

A AT o RIS TR AR
CIDP JEGIIZKIL | CyA 11 8 #ilH 6 FlioHFT
B>t Bl CIDP DIEHRT LTYX LHETRE
3 IVIg EATF RANIC CHEMORERF T& 22
WA, SR ISR RS LT
DTz, L LRhis EORRIZLEDLS
(et ! 20 W Wi R RV R E by (M AYA o EiaY hal
AR TH, HEIEYE CIDP i236T 558
AL LT, SBRBIIT bR TR,
bhvbhid, Bt CIDP IZ CyA BEHTHS
WG SEARFER AL, BRI T
i, IVIg R AT A/ N CEMEHRFCER VA
IZit, CyA 2B ~&THAHH, CyADRIER
ELUT, FHERERR IO A, FhiE° CK LRI

S BATE IR E T2,

THRETIL, R SEBRECH B CIDP &
BEG- LA CHECIvS L. &2 DRIE
BFEREAL, 77— G R iRE I
RLTVZENHEND, FBRE TCIIiEDR
ELT, BU I — E DG RRREHI IS
THREIT>TD, BBEERTHIEICES
T, BEBRICIVZOEFITRE R EA T R
ENRFTHLED, BIHEEAT A NEEILE
iz D TRANPE CyA D ENAThB 4D,
FRITESME LA,

3CHR

1. Mahattanakul W, et al. Treatment of chronic
inflammatory demyelinating polyneuropathy
with cyclosporin-A. J Neurol Neurosurg
Psychiatry 1996,60:185-7.

2. Barnett MH, et al. Cyclosporin A in resistant
chronic inflammatory demyelinating
polyradiculoneuropathy. Muscle Nerve
1998,21,454-60.

3. wvan Schaik IN, et al. Intravenous
immunoglobulin for chronic inflammatory
demyelinéting polyradiculoneuropathy: a
systematic review. Lancet Neurol

2002,1:491-8,
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’ Established diagnosis of GIDP I

}

Yes IVlg risk
Ne PE risk

PE

Yes IVig risk
Yas PE risk Check risk of
— Vig
PE

1 No 1VIg risk

Vig
0.4 g/kg/ day daily for 5 days

l

> Twice a week for 3 weeks
then once a waeek for 3 weeks

l

I Assessment of efficacy within 2 weaks

1 No response Response

l Assessment of efficacy within 2 weeks

l Rosponso /

| No resp | Reconsiderdiagnosisl or

I Non-responders to IVIg and PE |

e Check steroid risk -
1 No Yeas

I Oral steroid I

1 mg/kg/day daily for 4 weeks

2nd Vig
0.4 g/'kg/day daily for 5 days

4 weeks after 1st infusion

v

Tapering off by 5 mg every week after 4 weeks
Switching to 20 mg on alternate days after daily 15 mg

No rasponsa

Cyclosporin A
. 3-5 mg/kg/day
Keap trough concentration between 100 and 150 ng/ml

Response l Mo respotise

| Check cyclosporin risk I

Tapering off by 5 mg every 4 weeks aftar 12 months /
No

Yes

Azathioprine
2 rg/kg/ day

A respon 56 Resporiss

| Increase to between 150 and 200 ng/ml ]

7 Response

Try to stop it 12 24 months after the start of treatment I

| Gontinue for maximum 6 months—l

Figure. Treatment algorithm for CIDP
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Table. Responses of and outcomes for CIDP patients after treatment with the proposed standard protocol

Patients  Age al Initial therapies Maintenance therapies Outcomes
onsel/sex 1 2 3
\ 34/M Plasma exchange  Oral steroid responded, Cyclophosphamide  [VIg responded Stabilized for 51 months
responded relapsed duning tapering  pulse unchanged CyA responded
2 53M [V1g responded Oral steroid unchanged Cyclophosphamide  CyA respended Stailized for 17 months
pulse unchanged maintained [VIg
3 54/F Oral prednisolone Vg responded CyA unchanged Azathioprine Stabilized for 5 months
responded muscle pain responded maintained [VIg
4 45/F {VIg responded Oral steroid responded, CyA responded Stabilized for 9 months
' relapsed during tapering
5 34/F IVIg responded Onral steroid responded, CyA responded Stabilized for 20 months
rclapsed during tapering
6 65/F IVig responded Onal steroid unchanged CyA responded Stabilized for 18 months
7 42M [Vig responded Onal sterotd unchanged CyA tesponded Maintained FVIg
8 47/F 1V1g responded Oral steroid unchanged CyA unchanged Azathioprine Maintained 1VIg
muscle pain Liver dysfunction

IVIé = intravenous immunoglobulin, CyA = Cyelosporin A
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BHREERBELRR = 2 — v X F—ZBIT 5
(R sRILRERIZ B4 D5

SEEEE BRu=EE
kFEMTFESE MBI P, B BEY, MERE Y, FUERD, BE-FY |
N

BREE

@t SIEHE RBE 2 R — = — 1 /35— (CIDP) O 6 BIZ{FHSRIEEEE & L TRewRaE,
AT ad Friop2giE, s a7 ) o KAGEREERTY, v F=Y o (PSL) 30mg &
R PR A 5 M L 7. FERE) LT B A IR 0O FE i & dni TNF alpha, M-CSF, IL-4, IL-10, IFN gamma
AR L, OFRSR(ESEEE | 2 — %1757 6 BiP 5 FIIORASRIE RO TIHZ modified
Rankin scale 2% 1 (% L, LIBEME R, SHEP AT PSL & Pib4 22 M TEL, @
¥ TNF alpha, M-CSF (38 R CRE LB L. CIDP IR SO % iih & ki L

Y RN E <, BIEMPEREHFE CHREIZR 2T S,
G C DB L HD. WTHLOBERE LS

F BRSPS EL 2D
ZEIRHDRVE T LG, FIEEARRY R

WU BHHMERRER T ) 2 & THMEZ E B SV TR LTV CRERSH S

BREN
BHREERENE SRR o — 2 XF—
(CIDP) DIGHIXAT A KR, %FE s o
7V R RBERE (IVIg), mEBRBPLRE
FHMCITORABENEV. L L—ED
BT DREMRA 2, {60l
ARV LI Y Ry LENTTLHN.
A7oA4 FiEIa A MIECHEARSICRS
FlnZ < BIEROBERELD. itk
IVig %0 B O fEE I E AR B A i
MBI AR > T A,

1) I By KSR B SE I R R e A
2) LBy RS Byl /R R

3) BRI A BB AR N B

4) ILER R A A EAN R

— i AEERERE LA B
Vo T v, SRFk~ i3 6 $lod CIDP @
BEAZE L THFMSab i SIT O 2 it kY,
PO HMEHA LB CE IR0 TH
SR/, B REERBEE O MNP o
Yo b HA L OEGEOWTHRILE.

HRAE

SEMIL 2000 E 11 ADH 20034F 1 HET
DR LT CIDP D 6 PTHS. WHMD
modified Rankin scale (mRS) 3£ 2, i
N o 0HMCEREE COMBILS » A6 14
FThol (F ). DFHBLEFEIETIREY
AW (immunoadsorption therapy : IAT) {C
JlEgEx X7 a L RANAFRERTTY, T
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F1 SEFOTa 74— L ERAREREHEEEIZ LS mRS, NDS OE{L (BT : 2004 5F 1 A5AEA)

£#H 1 S 2 W 3 W 4 W S5 fi 6
b3 k-4, 3 it Bt L& B2t g4
=2 . 50 48 40 45 89 49
RESSHRBLRRETOBM 3R 4% 34R 4F 2 L S
ARt EE OREHL L HY HY Hu xl Hu
SRBASENMOORS R - N S
REDmRs 0 1 L I 2 . 0
MRS 1 M LA fStREtE amatn mﬂﬁg Gfﬁﬂﬁ{tﬁ 5L G;?f—,-{tﬁf
BHRARILBEENIONDS (points) 32z 18 34 20 37 57
REDNDS (points) 0 2 0 2 33 0
BRAOPSLARE (mg/8) 0 0 0 0 0 5
pSLgm@® | 36sR 2498 _ _229R _ "94R 2R  9¥A
KL LD S ORE 248 858 1148 74 A gE s

F=3m> (PSL) 30mg #RaB TAHMR L.
BHIZ VIg (04g kg H, 5SBRD) 11
fi>fz. LA%RIT PSL OWIRIGH 2 HEE L,
HBELEHOEM L. BHEERIT mRS
& neurological disability score (NDS) Ti¥{fh
L 7= . ¥ ¥ @i t# @ Macrophage colony
stimulating {actor (M-CSF), tumor necrosis factor
alpha (TNF alpha), interleukin 4 (IL-4),
interlenkin 10 (IL-10), interferon gamma (IFN
gamma)% ELISA % (R&D Systems Inc.,
Minneapolis, USA} TRIE L.
AR

Gt ALSRE 7 — L 24T o o6 SHIT
OF SRR DR T R EL DI mRS D3 1 8L
EL, UBLAREYIHRALALARERE.
ELHTEMRTEL. 05 Hafiidvr 636
r A%ICPSLA#EP L L, B85
r AOMBERE LTvize. ol PIFlix Mk
LBEOPRAR ORI T (KD,

TNF alpha, M-CSFIXIAT, A7 aA ko~

NAFEE, IVIglic kv RE<EBLE (EF1).
IL-4, IFN gamma 3 ¥ D% AT HBIERELL
Fotl.

{pg/miy
50+

e fEEYY

504
304
20+

6 8 w2

WER AT AAAR Mige 3 5

I-A $FHSE{E I X B TNF alpha DEE)

{pgrmi)
2:04 08

1400

10004

500

200

BRE ATR MAAE Mok 3 6 . iz

1-B SR &5 M-CSE O 2

Y oim

%

CIDP Dia# L LTERTREBEESE H 5
Lo, BIBRBERAT oA FORODESE, m
#wACERE, Vg THY, ZhboOERIZT
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NENT 7 MU CHMEI R ER
T s, WHIEFZ BV (BIREBERT a4
F, f8EscR (PE), 1VIpg OZH TEEMA
eI BRI, FodBirvThb
BIERBMIEEH LM TW5S. L
L CIDP {3fHHEIZFRB T 5 HpEME, dEiTiE=
a—aRF—TH ) —FEOEFETIEETDZ
LA,

Mgtz E@ R coOEBRORERS S
R N S A SORR A R € L 3T R T
L. TORER6 6 S FITUE, 4f TPSL
Fruk-cx . SEIORED OO RSIEERE
ILCIDPOIE#IRF I LRADB/EAH B &
Ez b,

TNF alpha, M-CSF MO & @z T, Ochi

6 1Vig % RifT L 7= CIDP B4 Tl 1§ M-CSF,

monocyle chemoaliractant protein-1 32 &
DTS EEBRELTEY, KX
VI ETESRICHER RO RIEEER T LTS
OB L AM DY A A OB
the ZBTFREELTHBHEEFZOHDIN,
DL BB A R A A OEEMR,
CIDP ZHAMIZHC RRFUGODREIZMb -
TWDAHEMEA R S L 5.

His

CIDPIZ 5 WU RIEA R 0 R (R A SR(L
FELTTY T L CIALE AL SV T
BHLTOLERHS.

Xk
(1) Dalakas MC and Engel WK. Chronic
relapsing

(Dysimmune) polyneuropathy:

pathogenesis  and  treatment.  Ann  Neurol
S(suppl) :134-135, 1981.

{2) Choudhary PP, Hughes RAC. Long-term
treatment of chronic inflammatory demyelinating
polyradiculoneuropathy with plasma exchange or
intravenous immunoglobulin. @ J Med 88:493-
502, 1995.

(3) B8, NREF, KMES. A7
A FHEth & BUR O g WA e sk ds K UMRAT
WH a7y o EEOUENES L
BRSNS E M= a2 — 0/ 3F—D 1
. FhEETATE 15 4347, 1988,

(4) Briellmann RS, et al.: Long-lerm treatment of
chronic relapsing inflammatory demyelinating
polyradiculoneuropathy: combination of
corticosteroids, plasma exchange and intravenous
immunoglobulins. Eur Neurol 39: 190-191, 1998,
{5) Ochi K, et al.: Changes in serum macrophage-
related factors in patients with chronic
inflammatory demyelinating polyneuropathy
caused by intravenous immunoglobulin therapy. J

Neurol Sci 2008:43-50, 2003.

R|EGRER
L

MOMEROHE - BREKR
FEEFIREG - e L
ERFRBE: L
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il MAG/ SGPG IgM iR D EEIEMHAR M R AE M I BEME % S8R

#¢ (CIDP)

SIS e —
4t

LR HEEA N R
S >, Sk e >

MAHIEZ ",

MrEBRE

(Z X9 A rituximab O FH £ ER

b, EHE U R BRI

171 myelin-associated glycoprotein (MAG) / sulphoglucuronyl paragloboside (SGPG) IgM
DRSS D JETRIEAR M 2SRRI 2 JE AR AR 46 (CIDP) (C4F LT rituximab D45

HATHEU,

Z DEEIKEIAERYEIZ DWW THRET L /=

REBNE 47 et BMICET T2

DUl 37 DR IR L F R R & R & Uy AT 1A Bk, S miik,
R D7) LIKERERRE (IVIG), SB35 50N D 6 DIEFIEV T°h

HHAE RV LR TH o .
e D REFE B 5 I BE R L

VIG DR EH DR B RSN, Th 6 DE
D ARR#R L. B, KEICXDLEZ5N3RIERIER» o4,

Rituximab D5#%, MWEHDET 2 & &I

HRIEH 10
Rituximab &

CIDP SE{RHNIK T 2RO —DOEINE E LTHENT, SEIEFIBE B U THRET

LTWREDFH S,

45 EH By

2 4 28 o M G i M % 3R A R 6
(CIDP) TEWEIPLBIBREATO
A FEE, bk, R mmige, &
g7 KaghEREE (IVIG) &
EDHMEDBMEZINTELED. 2hs
ORI TETH O EZ & 28
ERRgEGlS Vi v, R, £S5 LK
SEFNS T BB D—DDRIRF & LT
1 CD20 §ifk (rituximab) HDFHX h
TWa., ReEetrtoaz e b

) EINKEF RSB =W
2) WA SRR S R aliE Rl

B e DWEWITH U THGUE Dt myelin-
(MAG)  /
sulphoglucuronyl paragloboside (SGPG)
IeM ikl CIDP JBF 1T 6 U TA¥ED

assoctated glycoprotein

FEZITRV., ZOERERNA DN
THRET L 7=,
AE 1

47 meBtE. 1995 LERKEE A & YHSE A

OB E L HIHE T AHER LIRS
WU . 2000 4E 3 H., fhizz 252
CIDP & ZWi= . #£[I prednisolone, #

BN EROE. IVIG TIHRX e DER
FE Lo FEE 11 H. HBA
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Be. 71E ERTIEEFEERTH MR
BTSRRI LT Y, BERSIEIN
BETidk LT, PUREEA & ool
W R b RIS DR NS RS
Romberg [i5.4 7 YA V51 B R L B o L U
TR A SIS R S A f= L i
(= é? WAL & £ S RS & flk L
TLES & MR ORI S D
MRE R RS, A7 F S FIk
BT & o 7= D3 MAG/ SGPG IgM HifA
DI T AR A TIERR S 1A 287 myy/dl,
IgG 34.5 mg/dl LMW EEDBRES .
M I & RO W T B 05 [
TN TH o . Mg B R
T FIET MCV & SCV DIIRTF., &3k
RGO, F W EEE DT HEeD
Sz fEE 7o 2R enah o,
WVIG & I #E A& # W x T .
cyclophosphamide pulse ¥ (1 g/m*) %
2001 424 HETICEA 1R DOERITS
[BIFEAT LD, SESAEIRIC I & D Al
FReNEho~. FE 5 HhoED
cyclosporin A {CyA. :A—Z)l) % 200
mg/day THH4E L. M b 5 7 il H
100~150 ng/ml 7% 2 & 5 I IR 2 3
7. M ORI & & ST D
WL%JW&EL B TREHTH > 7=
H DHEAE 9 FIUC BB T nligle £ T
CEE L=, Ll 2002 & 1 AEAS
TR FERESTIUEE D, fliho
EFEED LS. PR O =02 IVIG &
FEENC (A 1) S#FEETBL510%
of. 2003 451 SIS AR L

S8 CyA #b. A EEEDIK
MEARADSD informed consent & 137
LT rituximab % 375 mg/m-/week T 4 JLu_
flfct TS L. i O T &L
I PUR DR BRI R L. IVIG O
ME MO DA S [F4FE 5 FUIC
XA RRfT D TREE e o V. MR O
fi SGPG 1gM HUAMI I X ARIERRRI TR T
AEREINIR W o k. R
e LT b8, 2003 45 10 AR S
MR EASMM L, Mo
CD20 4o LA H RS hiz /= 8.
B4 11 1 2 [0 O rituximab $#45-% 17
T, flERAREEE L TE b, BIE
PeEAkIC TR A TH B, BB
i, rituximab (2 K% E¥F X 6N B
Midiah -/,

(fﬁﬂ BRI~ DRELE )

FINOMMEERET TRERE LT,
rituximab $¢45- T W T & 2 G801 & 5l
fEMIC DWW TR T TR Z 17720,
AEDHAIC OWT THEE RN,

=34

i MAG/ SGPG 1gM HifABt: CIDP i3,
% < DIRBID K 5 T K2 O FR IR
TEMETOREE & 22 BRI N
T3, M
pulse BEDLHHTH - LT EHED
HDH—HT, KD —ARIZEE %<
MO S BRIN P EREAGET S
DES RS LTRNWI EDH, ﬁm
EREENLTRETHDL LT HHED

#1 + cyclophosphamide
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Do ML NAERRED X IER OO DB
RTHD. AL 47 e, HEAe
WIS BT B LD K E W DRI
D@ EH L, CyA IZHIWT rituximab
AL, AT CD20 T BE
7 O—F AT B AEOME = & &EIR
FIZHNE] L. 51 MAG/ SGPG IgM fiifkd
W T B - TR 70% D A i 35 T g
FARICED RS iz 2 2 BSREE T
Wa., HE 6~9 A EhTED,
T2 DREHIT & RS % e G749 9 2 HIi
D IRARBRD IVIG ZOHT 25 Z & THl
PRI L L REE R T 2 2 2 b
NHET & - 7=. Rituximab [EAGED G
B 5T 2 BRO—DDOBIUE & LT
F1T. SERIEHHECE O LTS LT W
SEDBHD.

i o

1 MAG/ SGPG 1gM J1 TR D $Ei51E:
CIDP 12519 % rituximab DR R K4 FHM:
W DWTHRET L. K3z H0 ¢
iEd DM, 11 MAG/ SGPG 1gM frifkEE
Bl FIe &3, oD CIDP BEHRHNHS I L
THERRZ W T E 2 HEM D 5.

i B fE BR AV 4R
2L

119 ot BE ME OD L - B AR
HEFT L
KRR L
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Crow-Fukase JE{EEE D2 R EUEDVERK,

SIS M EEA Y

HERBIEEE FAHARD, HOMA2, fgREERE Y

MEEE

Crow-Fukase SEREDFH%II. BEOBFEOESRIZL Y EHOEEFNEZ L 2 vRELD
S>h D, KIEEHOTFH LY EOICHBEBSEII0E,. L) BHIORMLZE L B EEIBEET
HD, LLINECHEGRHOBIERBIERN SN TRL T, FHEAORIER - ERBH->TH
DTBWATENS D, BWERABRLEBNTRICEETAZ ENELLND, BEKETRERS
BEODEIEENIER - BESNTN, FEICBTAHERORE L ZEEOCHEENEL Y, AHO
EFIOBRIITEN L X bhi, Z0i=®, Crow-Fukase EFEEOEELLHT - GFHED
< —h—Th D VEGF %&bz, FIOEFIZE LI-BEEREE R LI,

MW

Crow-Fukase fE{%#i (CFS) OBk
Nakanishi & DO 33 » B LD &
b, TRTREDERBLELLONTE, B
DIEROES T, LV EHMOEFHH LR
¥ Dispenzieri b 2)D#ME T 165 » A
Lo T3, EMCTFRIIHEL22HD
DBREBZTIIH DM, FETIE. JOEHD
REIRTFREIUETALDIIEETHS, -
NETCHEFREOSHBEREIERNENTED
P, SERERER - FER Do THIH TR
BTENRAE0, BEPEFICELZ L HE
IZR b, DWW Dispenzieri b 2)i3H
BEIDOT 2% LT BELY R LEE
Lz, REICBT 28E L SEERORED
Rip 0 BROEFNSERTE 505038
LATIRAV, 4B, FAEE L TRAOHE
Y E IR EEOIER ER AT,

HRG

1) BIRBREREBRIPRER T
2) BRBRFRFEGBREFRERERE

IIE TLEE B O CFS DERERARNT %
# 4 L 7~ Nakanishil) . Takatsuki 3).
Soubrier 4), Disoenzieri2) MR E b &I
FIEKROHE * S REMTHBRMNLL, £
InETMmE VEGF RIE&#EKBE I
CFS EFIZBWTEERDOELGHOE LM
i VEGF [EOBE R et L7,

Wroem R

Dispenzieri & 2) D2 #iX monoclonal
gammpathy % {¥ 9 polyneuropathy 7% CFS
DEFRETHUHEEEMo>TVED, EHEH»ID
OBWETIT M BEOEEIZR 5% THY |
Dispenzieri b 2)0OB WAL AV BE&IX
¥ 114 DEGIDPBRET 5, E-MEBEADHE
L MiE VEGF {HORICIIBHER*EH T ME
HEEMHEEF THME VEGF BB ETHY .,
i ORBMEERELME-> TN, 20D
polyneuropathy LASF@OSEIROERE (fyF M
EH, BEREL. FE. FERE. ASWE
E) iREHEHLEEBL LN,

Mm% VEGF ##IE L7 CFS # &b i-iE
B 46 BlD 5 6 3 EELL L2 F T DHEHIL 39
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FTHY., £TAiE VEGF 2 EF X BEEO
EBB 512pg/ml ##E X TVvi-,

E5
CFS iR L L THEBHMERATH Y,
B OB EIERBLETHD, L2 L CSF

EFITIE, —ARICREVITIIF R ER

DT B E L LI - T B2,
BIADOR DS AT/ B2 W TEDIERE S LT
»HD, SEIORE)S, Dispenzieri b 2)0
PMEELIVT ULARO CFS ORErESE
ELTIEGI TR, RIMBOZEERED
ERALE L EZ bz, H4 i VEGF
BB REEROBENICEER —S>OEIZ L
ZIZTWBN, ZomiE VEGF OfE ik
polyneuropathy, BREIEKR, HNOWEE. #
fE. MER., EMEERD 6 DOEXEBEERD
b, 300D EBEICMTE VEGF 03 E&E &
BT Eh b, polyneurpathy & KIEEE L
T, 0§ VEGF &% &7 3 2D/NERA

A IRMIRIRE & B RS, SR DIREED &

EThd, (R1)

#% 1 Crow-Fukase SE{RRED D HTENE

Xk
1. Dispenziern A, et al. POEMS
syndrome : definition and long-term

outcome. Blood 101: 2496-25086, 2003.

. 2. Takatsuki K, et al. Plasma cell

dyscrasia with polyneuropathy and
endocrine disorders’ clinical and
laboratory features of 109 reported
cases. Jpn J Clin Oncol 13: 543-556,
1983.
3. Soubrier MJ, et al. POEMS
- syndrome: a study of 25 cases and
review of the literature. French study
group on POEMS syndrome. Am J
Med 97: 543-553, 1994

292 T
el

A EE D HIFR - &R
RFEFEAR s L
ERMRBE 2L

* KEH#ELRL L3 OONEELFBIL T EBHLE

REHE 1 HRMER (1B, EDHREL)
AR 1 fiEMEQOFE

II. BgEsfER (U o EhlER, FFEEXR, MEX, BEXR L

I #iE (k. Mk EeEal)

IV. BRHE (B%KE, BIE. E/ZRLY)
V. RSWEE (FRE, RETE, TEERE. FRIBBERESELRLY)

VI. $LERZME
VII. fi% VEGF & (>500 pg/ml)

— 173 —



B opiemH 7 a y 7 ZEOROEREMT = 2 — /S —E AL S & LyWENTE
—F R RGO & DA RB OB

SRORE AR GEEKERRETR)

SRORE WY, TSR, SO, KT, BEHL
(PR SF I PIR)

I

BEAEHEOCHL D RET T 3 v 7 il ST = = — 22— (MMN) &
LS USSR MR EEAE (AL S) SEBHPEETHDH, MMN TikiliBhic L 0

PHETLHILEXRHMONTEY, HRABMFEACERIKEFENEE T o vy (Eioidaisy
) L LTHND, BEICHIRBESHERETT > 7o/, MMNTIZALS EEHHEIC
P~ B U B OB AE, CMA PEEEIFRIOE RS R b7z, S s L fk
DIk (Clatigue test”) (XL RO TEM TE, WRBOENCHEHNTHELEELD

5,

A BFIEENY
MMNIZ I V I G7e ¥ O%RERE
IR DGR ST, ALS EENIEHh
HREFEMTHD, MMNODORKOREHIT
HERERETEN T T v 2 85T 5 2
ETHD, LLAns, s, g
WA H D Z L AMMN THRA TR A
<, #OHEEE Ty 2 OFHITHEET
HHENL, Rk A L, MMNICE
VT, activity-dependent conduction block &
PRI D, MHULHAE T O — B o il 77 LT 4
BTF, BTy 7BREIHIEEHEL
Too TOAD=ALELT, HRMHFHICLY,
MR HAN Lz Na+A sk, R C
Bl L7c K+A A % Na+-K+-ATPase 73
Na+xt K+bb & 3 © 2 T BulfE+ 554,
AR OSBRI - ATENRE 2 ST
Do ArlElEk 4 TR ER I $ o0 BE SR &
M, activity-dependent conduction block 73M
MNIZHEEIC R SN D RE LT,

B BFEHIE

MMN (9#i), ALS (6],
Eizr be— (1 0D o 3IBEICRL,
BEEMIT E AT » 72 MM NIZERRIEITH: D
FERPFAERR /), THEEREA D, 1V 1 Gt
EBEIZLOMMT X r—ad 1 s L,
L) = o SRR, RTEREE, AR
FREEEZRDOLVETHLDH, THMR 1
TAFRE, PERAROEBENE D EF LR L
o AL S B revised El Escorial criteria ¢
definite XL probable AT ALmEL
7=

PIHE =2 A 2% I T3 7 SiHERR 2
B CRERHI AT - 7o, BERUHEIT L
DI KIRIT O CM A PR BN 5 BES SIS
Wiz, e BE BN (el k
D IRFERE ORI, IER R TEA TV,
HHEWMEAPBEICEEL:, "—2F
A& LT, hKERAE 3EIFTY, CM
APOBHBRMEZMILIZ®E, 6 0RO
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