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IBMRBENTEERBEEREEREZSORITTSH D, FIVREISHIRIEICEME - BB EE SN ZHEN CIDP TH 2. HE0ZE
BILL DEREENDEESNIAER, BB CIDP & variant GRfIE, ZHRE— 1 —ONF—HRERE) 2EALKENERSI NI
2021 FE RN EZ % (European Federation of Neurological Society, L{T EFNS &B&EE) & ERERMMEZ S (Peripheral Nerve
Society, LUTF PNS &B8EE) I KBZEA1 RS+ UM RERI N/, CIDP 2ZhiE (1) BaEIH CIDP /IS variant DEGERER, (2) &
K[EBENRBRBEOEE, (3) BRABKICEIDEIND. BEOFESRIREFHAEI/OTYVHIWIEIBRERTO414RTHD,
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£ BRERD

PERAANRSAY,

EU&IC

IS AIEME R BEE % #4R = 2 —0/¢F — (chronic inflammatory
demyelinating polyradiculoneuropathy, LUF CIDP & B&EE) (&,
2 BUEDOBBETETERIIBRERZET D2EBEOHNE
TERBEBEZEHE T 2RENTEERBEREHREES TH
%Y. CIDP DREATHD, MOFLERTERAFEIE, HEK
CIDP &ifeh, EANMEESHK = 1 —0O/NF—THEAHIE
I EARRICESN D & WS KERERFHZRD. —R&IC
SR 2 —ONF—(LEUEA - TREMLOEKERZZEL,
HIRRMREFME (length-dependent) THZ DT L, IS
SENIFRICH BN =4 U 2 HEE CIDP OERIKRIGSIER ICHET
H3. O DARUH=EMNHORN 2T SREHBERERE
SHAVY CIDP & BBE%Y Guillain-Barré fE(ZRE (GBS) D 2 FEED
HTHD., ZOBRABHONH/ING —>iE, BEOEMR TIEIME
HREEFIAMEZIZAIIC KA L T W SRR & iR IR I TiREE
DNEET 2D ICIERMBRMREFNE (non-length-dependent) I
RENECDZEICEDHBEINTED, REFHIEE, HIC
BEMANEERENEET D2 2RmB LTV, 1975 &
@ Dyck 5Ic & 2 FRERH XL Z DERKREROFHISEB L T LA
N =2MFHOIN 229 2FERFADOLHK =1 —0O/\F—
BEICEVWCREIBRERTOA RIEWT 2EHZ £ & D TH
HURHDTHD, BRRNERNSBEIRMEEHESZIRE
UEERNGHY EE X 52, INHIREDHEY CIDP TH 3.

Z D% CIDP OIS 1980 FRLUBERLICZEL TE D
DORREINTHREDESZRSEFIEZH >/ (under-

diagnosis). 2000 LI (&35 I [RE DFFIE T & 75 LU B RER
B % CIDP &£ 38529 % over-diagnosis BMEIILTED,
T CIDP DIERERZRTDREMIEE S Nl

EFRREHRES (Peripheral Nerve Society, T PNS &
i0) I, 1990 FX (T GBS/CIDP I Eikk Z £ Dbk & BRI D Aff
TEIC K D #ER S 17z Inflammatory Neuropathy Consortium
(INC) h°, BRM @ Charcot-Marie-Tooth J& Consortium & &AL
TREHREREZOIET 2EBEMARTIL—T & LT 1994 FiC
KUK, —7A, BINHEFERES (European Federation of
Neurological Society, W EFNS &B&5E) 6 CIDP 2EHA RS
AMERICER UL &EICKD EFNS/PNS HEICK 210 RS
> DAIMRHY 2005 FIT, FERRAY 2010 FilcAFREI N, 2014
FICEFNS ERMERDOE—FZ2& U THRMNBRES
(European Academy of Neurology, LT EAN &B&EE) & U TR
BINT2021 FED CIDP A RZ & EAN/PNS & U THERL
INY. SISICSEIORE TEREZESR (task force) Z LD
ERWICT IREEOAHNSERZNEER (FIT7) HSIEK
FE2ELTEMULT

Z D EAN/PNS A1 R 5+ > 2021 |E CIDP D Z#T - SAROE
BHIEEE L TCERINTWSY, IR 2EERSEE
ERBLTWS, BAEICE W TIEERK EADBENERDE D
NHdIE, HREMEBEIZSHEFEIDLGRWT &, BRERKR
THBIE, BEEHRIE - EREMBHIELSZIEBED
EEREEPHSHENPPEL > TED, BAMRERICKS
CIDP/MMN Z2EHA R4 YHMERFR TH 2 (2024 F£5 AN
RFE). A TREERDRREZERL fc CIDP 2ERDORARE
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Table 1 Clinical inclusion criteria.

Dyck et al. American Academy of Neurology EAN/PNS

1975 1991 2021
-Symmetric -Weakness in 2 or more limbs Typical CIDP
-Proximal=distal muscle CIDP variant
Weakness Distal CIDP
-Areflexia Multifocal CIDP

Focal CIDP
Motor CIDP
Sensory CIDP

WEid dEEbic, REMERDODFIENEEIC K ZHIRBEIC
DWTH—EfEN .

CIDP Dt2DZEE L RE

CIDP %SRBI 2IcdHfc> T TCIDP &iZf@h (CIDP @
BEDEE), ZBRLU THEE2RBREZERLYPTV., IhE
TICABL EH 16 TED CIDP ZEIEEN ARSI N TWSH, #
B CIDP DHEEHDIHDE, BERBNEERE=1—0
IRF—IRTEEIET 2 EHDICKBIET NS, Table 1 ICRFKMR
ZDDEZMIEEICHK T B clinical inclusion criteria Z 79", Dyck
SOEFEE (1975 F) Tl, £l &S IcH#ER CIDP D&%
CIDP EEHELTWB?, ZNIC U TREHREZSEXE (1997
F) TlE 2BEUECHBITIZHNET) OHFEBRKEROER
EUEDIZ DIEFRREEZEIETDZIEDTH Y. ZD
feHICZEMER) — 1 —O/F—PH MAG (myelin-associated
glycoprotein) =1 —MO/XNF—ZEHTRTDEEDRBFNTE
MERBEME = 2 —0/SF—% CIDP ICB3E LTz, ThIERERH
BEICKDUENRAFTFNDIEREZLLEDDEVWSIEZAIC
EOWTWzEBbhdh, ZOZMEEICKD CIDP O
EDEDIKRSIN, HhOERRAHDEMR >, T4 5 CIDP
EWSEBLEFERULIBAIC, BEK CIDP 253 0h, &
BNEMREEN = 1 —O/NXF—24KEBKT 2 DMHEENIC
TEAREE D, SEALMIEU .

Z DREIFE% fRT B 1281 EFNS/PNS H41 RS- > 2005 (4]
hR) TIF, FI CIDP ZERFARKEC & D BRI CIDP & FFHTY
B9 CIDP (=Y, MR, #MPsEEhdh 25 WERER) CX
AU, ZEMEEH -1 —ONF—EHMAG Z2—O/NF—%
BRI U e (Table 1). 2@ 2 EREDBRMCIFEL RN H o fc
Y, BIE ISERERIR S ABERISIEICE WT CIDP &HHENH S Z
&, BEIRENFOFEEICLDERIN, Yi>DBEREE
M CIDP & IFEB DI ENSE—DBEHA RTA Y TIFKRZ
BWEWSEENGYHEIICES2HDTH -,

EAN/PNS i1 R 5> 2021 (8 3 k) TldZ D EFNS/PNS
2005 ORBE DB EBEL A, FHEM CIDP %= CIDP
variant& AR L, HERIR CIDP & IFEBRDEEE U TIRA L,
EFNS/PNS #-1 K51 > 2005/2010 & F & (B T3H 2 distal

acquired demyelinating symmetric (DADS) % distal CIDP, %%
B 7 —0O/VF—8TdH S multifocal demyelinating sensory and
motor (MADSAM & % \W\l& Lewis-Sumner fiE{&EE) % multifocal
CIDP &KL e (Table 1). ZHIFFRICERZE LR oTcHE
WA Y NR—IC LB REFICE D IHERDS DD IC< WED
FRICEDCHDTTHD, DADS, MADSAM DREZERAL
TERERICE > TEPPRUIZRLSIEZEETH >,

REBHMTHBE VRS,
COESBEE - EHMOEBZRT, RE Table 1 D

EAN/PNS BEE(C L RN ENMEEE LTRSS TWS,

FleERGHREAICKT T D2EHSHMAE (neurpfasciniss -
contactin1 - Cspr1 #iiff) BHFIIFECSRENE/ RIXF—EULT
MIRBDRWT CIDP B S EBRAShZ I &R Tz

EAN/PNS A1 K541 2021 DiR1L > b

2021 HA RZ A4 VIFRAKD KL > RICHE > T Grading of
Recommendations, Assessment, Development and Evaluation
(GRADE) YR F L%, clinical question (CQ) &L T
Table 2 IC7R9 12 TBE @ PICO (patient/intervention/comparison/
outcome) MSEHRINTWS., H4 RZA VIEREMAKRE
L T Cochrane NILF—M5 2 ZOHEFIAREN, FUTESR
M1k T d % GBS/CIDP Foundation D& EH 1 EHNERZEE
(task force) & LTEMUL. FhZhnD CQ T T B task
forcex200D; &R (HEEE) ZHE T Table 2 (T/RY. [EEIS task
force XY N\—DEE—HZRAEL, TETFVRAHDHDIE
“recommend” (##), +HRIEFTY AL WVE DL good
practice point (B#&EFDER) & U T*suggest”, “advise”,
“consider’ DEEENMELNTWS DTN S DAEISBEERERIC
EDOVWTEWAF ST TIRWEWL, FREIEFYILAILIED
WTIREES N TWAWL, LT Table 2 @ PICO DIBICEEHT - iA
BOHRICOWTIHHT 3.

¥

B

CIDP ZMDEAREIR(IE (1) REKBEN AR CIDP £zl
variant THd 2 &, (2) EXZMEEICE W TIBEEEZ G
TEIEMN 2 MR TROSNBZZ &, (3) BAZH, ITk>TH
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Table 2 PICO and recommendation by the task force in EAN/PNS CIDP guideline.

Diagnostic PICO Answer

1. Electrodiagnosis

Strongly recommended

MRI, not suggested; ultrasound, suggested to use*

Suggested not to perform, if diagnostic criteria are met*

Suggested not to perform as a routine procedure®

2 Response to treatment Considered*

3 MRI or ultrasound

4. CSF

5 Antibodies Suggested to consider*®
6 Nerve biopsy

7 Monoclonal gammopathy Strongly advised*

Treatment PICO

8.  Corticosteroids

9. Immunoglobulin

10. Plasma exchange

11.  Other immune treatments

12. Pain treatment

Strongly recommended
Strongly recommended
Strongly recommended
Recommended against using for methotrexate, interferon, and fingolimod*

Advised; assessment and treatment*

*Good practice point

Ih3. BRZUWEELZANIC (1 HEOH) UHELIR
WEEICIEZREES U THRER NEBRRRE, AERID
%, #HRERTCIDP Z2X/HIBMEOVWThbhdFELIhh
[£ CIDP & LTEMiEh, MR WSEIC possible CIDP
(W) &72%. RERPERRAFROEAANERELE LTS CIDP
ODEEZFHRLIEZEHMLTVWED, ERKICEWTIE
possible CIDP FEFICxE U TEMIAEZ TV, ERIENES
NIFXIFEETHZ TRERIGMHE) ICLD CIDP OZRTICRD
83.
BREHMEETEREZ RE T 2 EHHREEELE (B0E
R, EREET, FIREBRIER, BaIeBAiFnk
BMOER) $2WmETOy /A 2#BETRHSNIEEL
VW, FREHRCERET2HRETORE (GEREH DV
IFIRIBOIET) HNSEOREICL DAL o e, BREMHRE
BREICITIRBEOERENFEELEZW S (BHICEEREER
37c6) BT TEE, NEHFEshic, TITEERIEIFR
N W & % > T LB Charcot—Marie—Tooth & 1 B, #1 MAG

Za1—HA/F—, POEMSEEEAEIEH & D &—RIEMEEME
Za—RANF-THBDICHUARRBOERZRTEE T

ZElcmB, BEXZMEEIRBEOERETH > T, CIDP OE
ETERBWIEZRHINRETH D, ERICEKBICKITS
POEMS SEMREREEE D 70%IC & W THIEZHTIZ CIDP TH D,
®REV/OTY VRENMTONTENTH > IcRR TR EE
INTWBY, POEMS SEMREE Tl FEENL - RUBAIDE
FKZ1—ONF—H1HS5N2H, CIDP D 60~70% & EAIfH
CIDP T %". Distal CIDP I& CIDP £/ 10~15%Td D,
Z DEERIG % RIS T CIDP OFER(ZET I 5. CIDP 82
FEAEIPEMBRASHK -1 —ONF—THENB I EICEE
INRETH 3.

HREGREIBEIEREERABHER MR ZED N,
EAN/PNS A R 54 ¥ TIIBERREIC L 2HREEOREN
BRIZNTEDHD, MRIFHEEIhTWERWL, ZOEHIE MRIIC
FEBWBICLZELENBWVNC &, BETHS CKETIERKH
20 AH)) th&éﬁ,Eﬁme%%ﬁﬁéﬁw%Ew
25 THD ANALEEZ DL, 75 EOHEENH %gﬁw
uwmoﬁ(aaﬁﬁ3ﬂ7%5moﬂ)tﬁa?ltu
%.ﬁiﬁTiMmu&b@hﬁwﬁﬁﬁﬁgﬁﬁﬁtﬁbb
NEZBOBEEICDBRMND I ENS, RPOHAA RSV TIERK
HHRE MRl ZHR I 5 FETH .

HEeMAKE2ATREIZLEFLRWL, ERHHEAR
(neurpfascin155 - contactin1 + Cspr1) HuEld Vig RIGHI, &%
RAER, R - EBRBHDLEDBICEVWTHET 52 &HE
FUW. MAG iR IF=ME OERKIR T IgM M EBBEOGE
ICHRERT 3.

AR
SBEOEICEIT BRI FIFATAR (EFNS/PNS CIDP A K54
v 2010) EEKTH DD, REITOTY VICLDMHERFEE %
OO EZMEF, BRESERBOEENEBMI N, &
ya7yuy, Um&£ZTD4h MBI TR NHERE - S
TW2, ZORTESBRREEE/OT) Y ERIBRERTO
I I\“CZF) D, WEEBICKIEDTATHRWEEICETRIRE L
MFRIRFCENHER I TWD, MR atﬁ%@ml“ﬁx}ﬁa%
M%btab m#EEEEE UTAB TR T TWa R

BIRER —EA3EEICOVWTIE TThRWT EEET 3]
EEHINTWS, ThIEFTR7 1LY —IC & MR LEE

FERER, RAY, 417UT7REBRSNIEDHTITONTED,
ZOMOETIFEFMMFIIRMMRAETH D EXBICEDI T
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ETYANBWeHTH D, IhidRBRESE ZE2EED
BIREBET 26D TIEE<EBNICIERROMENRAEN
BZENS, INSZBIRT B EFFARSIND BN,
CDEDDER|EICDOVWTRERD T V5 LMEEERE L EEER
MIbhTEh, TEFVALARNEEL. UNhUERZET
%, INETORERICHE LT CIDP OFE! (B8 CIDP,
variant) ZZRUIHDIFHFEELEWRTHS. CIDP D 60~
70%ISEBIR) CIDP T8 D, variant T % distal CIDP, multifocal/
focal CIDP #1211 10~15%, motor/sensory CIDP [CE > T
FERUTTH B, > TINETD CIDPRBRONRDIF &
A EIFHEBIF CIDP THoTcbDEBbHND. EANPNS 1 R
S ¥ TIFREF AR TIE variant [Cx3 9 2iAEISERR CIDP DA
BICET ZEDIUIFEE >TWVWED, & variant FERICKH T 258
IERBRICDOWTIRREAEE LI 221/, ZORBESICDL
TlE, St varant ZR/RE ULRREABRZ TS D, H2WE
YT T =T8T & UTE variant EFICHT T 2R - Zel%
RIS 2RO ETH S, EEDEANRBRTH BHHEICH
RE72 D (& multifocal CIDP T3 D, REHIERIC LR IERPIER
BaEcT T DS IFLREECEELOMEMERE EERDR
RBEBELCRENMRETHD, RiEERRE (BCHW) Z8E
U7z 8K CIDP OBE & IEMRENER DAL H B,
BETOT Y VICKDHERFEEICDOVWTIE 3 BREEDEEY,
ETEE1E L& Ty LMEBELEBREARICED 24 BFE
TOEFRHERHNIRNRINTHE D HEICHIFFREE UTHEESI N
TW3, BEBRICLDEHE RTIAAOWITNZANTS
Bw ffeL, ®E/O7Y VETEREZEREAREE L
TIRAWEWZ EMHERIRLTWDS
Z DD FEEMFIFIC DLW TIE, methotrexate, interferon-a,
fingolimod ICEWTIKERARRB TURN BV ENRINTEH
D, MERALBWZ &) PRI T\, EEREATHREARAT
DIRFE DA T 3> & LT cyclophosphamide, cyclosporin,
rituximab NZEF 5N TWS, S IFABICEVWTIFETES N
TLVRLY,
FRODFENBEE LT, BRIZE Fc ZRAEESHIOE 2
HERENRT UEETHMAIER ICEAT % topline data hEIR =1
BT - ZEENRINTNDY, FIHAEREER, CD19/20
TURDBERASHE I N TWS, N5 OEYEMEEETEN
EMHRETH2EEHBENE, FHEEBHATRICERINT
WBHDHH D, CIDPICNT 2HFAREGDED EEBIT,
FNZNOEFRSENS CIDP & & T CIDP variant DFFEEH
FRBEOERICES T2 EPBRINTVS,

Bbobhic

EAN/PNS 7 R 54 > 2021 ZHMC CIDP DRZHT - JBED
BRHOEHICOVWTHFH U, 2OHA RIA VICHT BHEH
EUT, MXHORTES 271 R—Y), ZHIHELTBED flow-

CIDP 2R DERATHR

chart MEMETHDDIC< W, EFZEE (task force) HYPNS D
FEAVN=RALTWS, BREODERNH SN, CIDP D
B2 ZBEICHEEL TR, #HTGRADE Y RTLZEBAL
THRRICB T 2LEEHOLAZMBEL TV 5, Eig
RICEATHZDEEELTWS, FIROEYEMRAICDONT
DEHEEBRWNZENEESHZHIC 5 FROHIENTFES N
TW3, &5(T CIDP variant (X9 2@ERKAE, DD, &
DERALGHENTOND ZEDHFTFINSG, ABOEEREEEEZ
ZERUVICHAHRESO CIDP HA RS 0h1 2024 F£ 5 B
NRFETHD. HARZAVDEIEITHDREEREICLD
REDORRTHD, RTELERZERT2EEMEML TV
CZENEREINS.
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Cutting edge of diagnosis and treatment for chronic inflammatory demyelinating
polyradiculoneuropathy (CIDP) based on the EAN/PNS guideline 2021

Satoshi Kuwabara, M.D.

Department of Neurology, Graduate School of Medicine, Chiba University

Abstract: Chronic inflammatory demyelinating polyradiculoneuropathy (CIDP) is a most common chronic immune-
mediated demyelinating neuropathy, and includes a number of clinical subtypes. The major phenotype is “typical CIDP”,
which is characterized by symmetric polyneuropathy and “proximal and distal” muscle weakness. During the historical
changes in the concept of CIDP, multifocal motor neuropathy, anti-myelin-associated glycoprotein (MAG) neuropathy, and
autoimmune nodopathy have been excluded. Currently CIDP is considered as a syndrome including typical CIDP and
CIDP variant such as distal CIDP and multifocal CIDP. In 2021, the international guideline of diagnosis and treatment for
CIDP, European Academy of Neurology (EAN)/Peripheral Nerve Society (PNS) Guideline, was published. This review article
introduces the putline of the guideline with medical-social situation in Japan. The diagnosis of CIDP is based on (1)
phenotype of typical CIDP or variant, (2) electrophysiologic evidence of peripheral nerve demyelination, and (3) exclusion
criteria. The first-line treatments are corticosteroids or immunoglobulin therapy, and plasma exchange should be
considered if the 2 treatments were not effective sufficiently. This guideline recommends intravenous or subcutaneous
immunoglobulin as a maintenance therapy, and suggests other immune-suppressive agents. In the near future, new
treatment with biologics, such as monoclonal antibodies against neonatal Fc receptors, complements, and CD19/20 will be
approved.

Key words: chronic inflammatory demyelinating polyradiculoneuropathy, diagnostic criteria, electrodiagnosis, treatment,

guideline, EAN/PNS Guideline 2021
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