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Zh,_ . RE&
oo~ AL
AAEM American Association of Electrodiagnostic PAYABREMEZZR (7 XU HE
Medicine BEIZHEFFS | AANEM O|B&FT)
AAN American Academy of Neurology KEHRES
ADL activity of daily living BELEEE
ALS amyotrophic lateral sclerosis R R ZRIE L AE
CB conduction block =870y T
CMAP compound muscle action potential EEHEENENL
CIDP chronic inflammatory demyelinating BN B SFIR— 21 —0O/NF —
polyradiculoneuropathy
CISP chronic immune sensory polyradiculopathy B RE M RE S RARARE
COVID-19 coronavirus disease 2019 FEIOOF DA )L RBRE
DADS distal acquired demyelinating symmetric ERADEFRERR B — 2 —O/VF —
neuropathy
DFPP double filtration plasmapheresis “EHRERE
EAN European Academy of Neurology FRONFEIR S
EFNS European Federation of Neurological Societies |BrMtHEFES
FcRn neonatal Fc receptor BA'RM Fc BHAK
FFP fresh frozen plasma B RASIMER
GRADE Grading of Recommendations Assessment, =
Development and Evaluation
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IFN interferon A>9—2Jx0YV
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VIig intravenous immunoglobulin %EI 07U VEEEE
LSS Lewis-Sumner syndrome WA R - Y L —IEIREE
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MTX methotrexate Dl ol o % % el
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MGUS monoclonal gammopathy of undetermined BEEABEOEIO—VMREI 07U Y
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Minds Medical information network distribution EEERRY ND—JRHT—EX
service (EBM EZAHEESSE) DEHR
MMN multifocal motor neuropathy ZRMEE—1—0/NF—
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mRNA messenger ribonucleic acid Xt I v —U R
ODSS Overall Disability Sum Score HEEEGET A7
PE plasma exchange EARTIMERARIR *, MERAIREA
POEMS syndrome |polyneuropathy, organomegaly, POEMS fiEf&E$
endocrinopathy, M-protein, and skin changes
syndrome
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SARS-CoV-2 severe acute respiratory syndrome coronavirus [FE! J0F 2 o )L R RRRAE
2
SClg subcutaneous immunoglobulin %R I 07U VENERE
TNF tumor necrosis factor IEEIRGEAF
VEGF vascular endothelial growth factor MER R HHAIESEE F
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%1% CIDP OZRICH T DERIBFR

1. KB

1.1. CIDP &IFEDK S IBIRED

[E1E=3

OEMRNEMREESZHEIR-_ 2 —0/VF— (chronic inflammatory demyelinating
polyradiculoneuropathy : CIDP) (&, 8 BRI ENIZBTEITI S, HILIBHE - B
ZE1-TOEHHETERRREZEHE T IRENTIEHRBERERRESTHD. P
ZERTERARRELSE, 28U CIDP RSN, EEXNIMESHE T 1 —0ONF—CRAIMHNEAL
BERRICHENENBZEVDIKEGIFIHERD. ZTOMDREE UTEAE, 28M (SHK
B2 —-0ONF—B - FFrlE), MRESEIRBEROREN CIDP NUT7 > hEULTLE
? CIDP [CEENTWLS.

MIEMED 2 L ERAM DL I = 2 —a X F — D TRIBERE A 7 10 4 FEEESTEZ /R E
BIOAAAEE 19 Al 2 S LA D % A%, 4 HIY % CIDP O RIRBE & 2 i 7 L 72013 1975 £ 0
Dyck 5 O#ETH 5 V. EBUETHEORMELIE= 2 —a/XF —D4hT, B & @A A
FREICEEINS (MREIVKGFELAVWIEZERLTWS) LW M E RO BEICBVT
RIEREATOA FEIZOET 2 BEO—MIFAET 22 L2 /L, BUEQMR CIDP (2
YT ZIREZ HAHAL L LT CIDP OMEEZFRIB L7z, 2RI =2 —u/3F— L v ) PRI
Dyck 5 OFIRBI B\ THFEHR B 2 UIE - KREDIHE I & D I8 S TBIEIC Wz o
TW55, BEEBLAEMAT A & m ML AR R & BRI 585 2 L a%h o Tw
% %3 @i LM AERRIC B END E V) AT, = 2 — a8 F =R RAK
VR E AL - TIEB OERE BT 22 L LB TH Y, WY CIDP 2 558 577
RTH D, ZOMBEEIRLE L 22 WEEIRAR TR & AR OREIC L D FHTE L0
LEZZHNTWw5S. §74bE polyradiculoneuropathy 1& radiculopathy +neuropathy & L THE
fRsN5.

Z 0%, BVEETT, BiRE EREANO RIS & v il LR o b oo, ERAEIR
& U CEMEBIR LRI = 2 — a8 F — O RBRE 24§ 223 S, CIDP Y)Y 7 ¥
FEIERTWS (R 1Y £/, ZHMESH = 2 —1/%F — (multifocal motor neuropathy :
MMN), $t MAG = 2 — 85— 32D TIFEFD CIDP IZ&H TN T 7255, MMN EIRH I
SRR (Er 7Y YEREORIKIET S), PUMAG =2 —0/8F—, HEME
P F8F — I Z 2N EIRERBUE (BUMAG Hifk : 513 =) ¥ B & A Puk), Bl iia
T APARDHEAEIC L DV BRENDLZ LD, BEOEBETA K4 Ol TIERNIC
CIDP 2* 5B TH D 3 KAA4 FF4 I2BWTH CIDP & 307 L 780 & LT
D7,



&1 CIDP OERRARELD4E
CIDP
- BIAVE) CIDP
« CIDPNU7 >
o =% CIDP
° %584 CIDP
° [FFriE CIDP
o B8R CIDP
o &I CIDP
c LHIEE) 0 —0/VF—
s FIMAG Za2—0O/VF—
« BEREE/ RINF—
(Van den Bergh PYK, et al. Eur J Neurol 2021; 28: 3556-3583. ¥ & W ERR)

B4\

1)
2)
3)

4)

Dyck PJ, Lais AC, Ohta M, et al. Chronic inflammatory polyradiculoneuropathy. Mayo Clin Proc 1975; 50:
621-637.

Bunschoten C, Jacobs BC, Van den Bergh PYK, et al. Progress in diagnosis and treatment of chronic
inflammatory demyelinating polyradiculoneuropathy. Lancet Neurol 2019; 18: 784-794.

Lehmann HC, Burke D, Kuwabara S. Chronic inflammatory demyelinating polyneuropathy: update on
diagnosis, immunopathogenesis and treatment. ] Neurol Neurosurg Psychiatry 2019; 90: 981-987.

Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

PN IS WS vO—0 =

i

Hi:
Id



%1% CIDP OZRICH T DERIBFR

1. KB

1.2. FEBEE I MAG Z1—0ONF—, BESREM/ RINF—)

EZ

OCIDP NHEFEEE LT, BENBECARDEFECIVERESNIRENTEMEE— 21—
ONF—THBHM MAG Z1—0ONF—EB2REM/ R/VF— (autoimmune nodopa-
thy) &F5N3.

LZHMEF = 2 — 0 X F — 12OV TIHMFEB R OL BUH = 2 —aXF—TH ), F1F5
O BH TIMHETT GML IgM U2t Th 5 2 &, RGBS CIDP & I3R2 25 2 LD,
BRA9IC CIDP &3S 207 L7 E LTHHRbN TS, KAAL FI A4 LI2BWTH MR
H L& LT CIDP & WHOfEDFTRHITHE LTl L 72,

CIDP 12 B} 2 BEIHURIEFE SN T ez, BRI = 2 —a/8F—ofkre LT
CIDP 3@ SN T& /2. 72721, EAN/PNS 74 N4 > 2021V CldfEAR R E M H Ot
RO E SN2 AIIMH B L LT CIDP 250 T 2 82 o TEBY), ToFEHE L
THMAG =2 —u¥F—, HOREN FF =255, KATA FF74 2y TIENEZHEEL
TINbo% CIDP FifgRii L LTERT 5.

MAG (myelin-associated glycoprotein : I L) > BJ#ifi &) 1&RMMEI =Y » OBR&EAT
HY, HHEOBENTELTHEIELTYS. MAGIZHTAHOCHARIZX DR 2005
MAG =2 —uaXF—TH 52 F7:, TFEEREHEEITTH 5 contactin-1, neurofascin-155,
186, Casprl 7 EWZxF5 % HOHUEZ ) Btk = = — a8 —25WE S E CREME 7 o3
F—rmBHEINTWSE Y (535 Q&A 333, 334 ).

CNOITEMBENOLT = 2 — 8 F =% 8T 5 2 D%, BRIERD S 7% CIDP & #
W52 EIXHEETH D, EBICHPZRIL CIDP & 35 2 D% 0, RET7T 7Y VifE
FRDNZ DU LIS S WIFBASRI S T 5. CIDP A38Eb 2 BEARICHB W T IS OFUKN
EEIT) TERBENTERL, AFA FF 4 Tl CIDP oz & 0, 2> M &H
BiltEd 5 Witz 7 v 7)) YIREO UBEDSZ LWIGA IR IIEZ 179 2 & 2 _EL T 5.

ik

1) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

2) Steck AJ. Anti-MAG neuropathy: From biology to clinical management. J Neuroimmunol 2021; 361:
ST7725.

3) Martin-Aguilar L, Lleixa C, Pascual-Gofii E. Autoimmune nodopathies, an emerging diagnostic category.
Curr Opin Neurol 2022; 35: 579-585.



2. |#F

2.1. &F (BiR - FIEE « RS - 55)

B

OBRICHTRIRMDEZAE (2021 F) TlF, CIDPHEBEN(TH 4,180 8 (BfRE
33:108A, HEZEXR 036:10HAN), FHREEFEHRE52% (0~90m%), BLL(F
1.5:1T»h3.

PN IS WS vO—0 =

T

7

EID"!

2021 AEICIE A S B A WEFEIE (HEA PR B BORIIZEF3E [ S AT 31T % MR O PR
JKHE & BF O QOL [A] FIZE T AWk (kR ez oE) ) 12 X ) SEREFHRAD H A2,
HA/NEMRESOBMESEZ MR E L TK#iEr bz . CIDP o4 EH#e &
41804 TH Y, AHFIEX33 105N ORA36:105 A, /AR02:105AN), FAERIZ
0.36 : 10 HATH -7z, FHFIEFERE 52 3 THIPAIE 0~90 i TH Y, BLckid15:1 THho
7o, INBORERITEIN DS OB IS 2 AR L ZIZFMETH Y, CIDP TIE AR -
s, BREER T X 2 BEROEIIALN TR,

Z DOARIAFEFRATIRERRAIEA S W SN T Wiz EENS/PNS 4 K54 » 201012k 5%
WiRHEDRH S CB Y, FUBWAEETOXRE, HEE, 41507, VT2 —OFHFEH 2.0
~77:10HTHHI NG WELHR A - 2TV OEEZ NS, T2, EHH
OMBIIHH LNV D IR — b TiIrbNTEY, EEZMNFRE LIEEMIEIEARIBICB T 20
EAME—TH L. FBIEOE—=71Z50 K THY, BWEMNOFIEIR Guillain-Barré JEREHRE, £
WMEE = 2 — a8 F— L HETH D, —BICHCRERB TII LB OFIETH 5 DX
L, SREMESE= 22— T —CRBEOREIL V. ZOHHIIAHTH S ®

AREAEFRA T ORMPI ORI, WA CIDP 4352%, @iA! CIDP 25 17%, Z4H% - 7
Fitk CIDP %5 17%, EEHR CIDP A34%, &R CIDP 25 6% THh - 7= (REAA4%). D
HRIA VT TOLIYAM)RAE? OREEIZIZFEETH B, mAE CIDP, ZHM% - 7
Fri CIDP D DR R E 0,

B4

1) Aotsuka Y, Misawa S, Suichi T, et al. Prevalence, clinical profiles, and prognosis of chronic inflammatory
demyelinating polyneuropathy in Japanese nationwide survey: analyses of 1257 patients. Neurology 2024;
102: 209130.

2) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

3) Lehmann HC, Burke D, Kuwabara S. Chronic inflammatory demyelinating polyneuropathy: update on
diagnosis, immunopathogenesis and treatment. ] Neurol Neurosurg Psychiatry 2019; 90: 981-987.



%1% CIDP OZRICH T DERIBFR

3. f"f&

3.1. f&h&

EZ

OCIDP [IFKMEBRI T ) > 5B\ Schwann il ZENE T 3ECREHEERTH D,
HERBROVENAREELBAEINTULAL. HBEE CIDP (CBWVWTIEEBERMES KU
BRZEDSIR/INI—HSRERE (MENELER) HAEATHDIENDEXHHEL. CIDP
NIT7 2 MEOVWTREFNZTNOREICSVWTHENGREZNEFZE I EHEBES
nTVaH, FMERAETHS.

R CIDP IZRIB R A 7 a4 R, s 7)) Vs, MAERHREOL R E v
FTHAIIBT 2 (GRBOESI) . RS HEE IR (1gG) BREPERAREORF T
5D EDSPURMNTEMERBEATIRETH S Z EAVRBEN TS Y BEAEHFMRE S5 X
RY AR O3 AL R AR IR O MR BE R S H LD 2 &, KRR AIREI (R (MRL, #EEHRE) ©
AR O FMEIRE 25380 55 2 Eh 5, AR 234 BRI M LT B ik -
FHARBE AL ISR E LTV D I EATRENTWS. TS OHRIZIENY CIDP A3 H Ok
NEWRETH L I LEZRET LI THD. 5% 1gG M & L7 IEIER! Fo AR EgE 720
EOSTFRENREOBBRERIC LY, SHICCOREIBI ST Z e WIEshs 2

—7J, CIDP N7 ¥ O TOLEEMCIDP 3L K2 —a S F—OERBPMTH D =
&, BRUEBLEN - ARERET R S, KRR (R SEAEYE - 2 HME O BRERZ 2R
SNTBY, MREMERERR I XD MR M A% L CRITRAZERZLTwb b0 L |
HNb. CIDP % ZFRALIE D KM E T2 F 2 HHH 5705, L2 0L HE CIDP 12
BOYTW25ZETHDH. @VEDLVIEZOMONNY 7 2 MIBITLIRERFEICOWTIEH
LI ENTV ARV, S8, I CIDP, NY 7Y FEBHRMEPOLNILLE)IZTESRD
TRERE OB ASER T 5 2 E 0 HfF s NG,

ik

1) Bunschoten C, Jacobs BC, Van den Bergh PYK, et al. Progress in diagnosis and treatment of chronic
inflammatory demyelinating polyradiculoneuropathy. Lancet Neurol 2019; 18: 784-794.

2) Lehmann HC, Burke D, Kuwabara S. Chronic inflammatory demyelinating polyneuropathy: update on
diagnosis, immunopathogenesis and treatment. ] Neurol Neurosurg Psychiatry 2019; 90: 981-987.
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4.1. BEZ7OER

B

OCIDP MM, DEMBBDARMBRESzRIHBRBBLER, OBRKEZTRETIES

IR, ORNBEINSHING. BENARE LT, NEHASORELS, HEEET
OEEETTBRLE (BSHP MR), RESAFAORGY, BEERFTRNSS.

PN IS WS vO—0 =

T

7

EID"!

CIDP 1%, 1958 412 Austin 255C#k L7z, BUARMMEEEETH L 2 L, REURBOMH KT
WS 0b ST HEMIBEMTH S L (DOF DMIREEITKS LWHIKTTH D 2 & 2R
T5), BLURIBEREAT O F3ELR EORBBMFLEICHIET 5 2 L, Lo 2 BIROFEE
RROEBRTHLE V) 2LV BPEARNICHETLID T 5.

1975 4E12 Dyck 5%, 53 BIOMET A & B E ST, REBOIRAEATYE, F 7213 M 58
fRED D 5 Z &, AL &R FRICRE S NS 2 &, AREERENMET 22 L,
Wi~y a7 7 — VSRR MERE S A SN S 2 Lkl o, WA CIDP ORK
BEMIL L7722 Z0OHNEDOHO CIDP N 7 ¥ FASIZ Sh/zay, 40O CIDP Ol 71
AL, EBYEoRGE, RATHREREE IR T AR, KA AR E BRI T 5 2 L AR
54 % BRI B 5 VISR AT, RENTEEORETH 5 2 L 2R 5 IHH G
HZERL, BLOZOMOBEBZBRINT LI E2OMEINS. 50 TRNFHEERAD LA
TRBIFREDMRCIT R TH 2 T e SEEMDTHAD LT 5 2 —hT, EBEEOBEOfFIE
RS B AR O R BINEHIIE E LT, BMEEMRAR MRIRAEDH) AhShoodh 5 °)
TR IR e % 52420 72 8 2 WA (possible CIDP) 12, BXEF BT FILEE L5, fhiin
JEDFAE 2 3 R M (BEW MRD, SRRSO BOSTE, AR o w3
DB PEFT R AH AULBW 7 7 T — 1 [possible CIDP] %5 [CIDP] & 7% %.

B4

1) Austin JH. Recurrent polyneuropathies and their corticosteroid treatment; with five-year observations of a
placebo-controlled case treated with corticotrophin, cortisone, and prednisone. Brain 1958; 81: 157-192.

2) Dyck PJ, Lais AC, Ohta M, et al. Chronic inflammatory polyradiculoneuropathy. Mayo Clin Proc 1975; 50:
621-637.

3) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. ] Peripher Nerv Syst 2021; 26: 242-268.
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4. BH - S

4.2. BHEE (BRNEEZSY)

[E1E=3

01991 0 KBWEZS (AAN) BE, BMNBREFES/BRRRHPEZS (EFNS/PNS)
2005 E#, ZN4E] 2 fRT3» S EFNS/PNS 2010 2#, 451 3 iR T35 EAN (BRMiz
#2) /PNS 2021 BEDZMBEMER SN TE.

CIDP TREWOT—IV FAY ¥ 57— N LR BNA A=A =D w720, BUEE TIZEBRIE
REBLUEHANITRIIED LS ROP Hﬂfﬁ@?ﬁ‘ﬁﬂaéﬂ NT &7z 1991 4R ITFER S N7RE
#5723 (American Academy of Neurology : AAN) 2 & 2 Wi E#ETIZY, 2 » HULEIZH7D
H#ETS 5 2B Lo A‘I?E?b‘oi"]‘%‘IEODiﬁﬁblﬁ&ﬁ’F%%, DUBCER M SO 2 R, FEAUE
AR BUREIT R, AR ZEARIC X BB BT R, I B AR MR e S LT H o
7o, TS EIRERNE, 1975 41 Dyck HA%E 2 Lz BRI (LAY CIDP) %:*E%Lf
Wiz, BRRREIOZEHE I v, AAN 2:#E1X Y 4 P IVIZ [research criteria] &5 X912, W
FREJEZ WAL 28I A%5R <, BRTRENMER VW E W) REVH o 72, 2Ok, MAK
CIDP & (XFRIGH 7 2 I MBBIOAES I 5B £ 51274 ), CIDP OFEME A AEAHER
LTwo7z,

INLORMERE 2T, KELX RIFAZ L E2HIEL, 2005 42 European Federation of
Neurological Societies (RKJN#i#%%%3# &) /Peripheral Nerve Society (EIBSARR#iFEF23) 12
T, EFENS/PNS 74 FJ 4 ¥ HHE S ®t, 2010 412 2ET & 1T EFNS/PNS 2010 F e > k
o7z @ EFNS/PNS 2010 2H#ETid, CIDP ORRRIZBRIEISHNIE S 5720, RG> 5 [
M1y CIDPJ &[RRI CIDP ] IZ 38 L7z, [HLREY CIDP A4 R ARYET, AL & s fir & [F]
BRICBEE SN, SEROW I CIDP (234§ 4. —J7, FFIAIEY CIDP 1 AL {7 A (distal
acquired demyelinating symmetric : DADS), £ HEEHEEE) A (multifocal acquired demyeli-
nating sensory and motor : MADSAM), R7ER! (focal), #KHEB (pure motor), AKEGL
R (pure sensory) @ 5 RIS N7z, D% 10 LA EIZH72 ), EFNS/PNS 2010 F&HE (34
RE#RE L CTHWLNTERT RIIIBWTH, Zoiki#Er d LI12 2013 FITKFEOUIZH
72% CIDP/MMN #7747 4 > 2013 MR S iz ¥,

EFNS/PNS 2010 24T, SR 3 2 W IZIEIBAY CIDP ORRRFR (L), iz mid

5 EAGWEEN RO NIUE, CIDP & BWTREE o7z, F72, BABMEEZGNZ S 20
iE, HHEERHAGDEL LT, BMITE 2N E R o/, TRIZXD, AANJEETIE

DN TdH o 2B E0 L 2 EAREE 2D, AAN ML ) SRETH S 2 LA
&7z —Jj, EFNS/PNS 2010 24 Ti, SRS X OSSN AR IZ B L TR 72 2k
HOFLED 2 <, MWIREDA A7 2 E, HERB W EEO ARG IR, SRR

8



FHiize EORBIZ LY, o BT SN, BRLEESM bR, BEAEL X R
IR EZ LG Z P MEHEINSL X5 Xk TE AW R, A CIDP 258t b i % 1K
PLTIE, EFNS/PNS 2010 53 2§ 72 3R] T b BWIRS EEAME T 3 2 M8 H 1, L Y BB 0%
KB WEMESIER SN2 2 o X9 RIRIIMAT, wE7T 7Y YR MERANC X 54
FRREE, BHRZ NS B0 2B E PR DL K, T ¥ ¥ gmih - ik E = 2 —
NRF—OWG R Y, REOMAZHE A, CIDP BWHELZ XV HDLI L2V EOOEMRE L
T, 2021 4R12 11 4ES D IC EENS/PNS 74 K74 U ASEl &7z B ks, 2014 412 European
Neurological Society (ENS) & LT European Federation of Neurological Societies (EFNS) %%t
HENZZEIZEY, EAN/PNS #74 KT 4 > & LC2HHOYEMTb7z (BUF, EAN/PNS
2021 2E3E).

EAN/PNS 2021 281281 22 W03, BRI, K ERHORENIIS U720, B m
HEPOHEING CGBE1EALZH, 4841230, S0, FERRE 81 E432H)
B L ORI Z & oELGHAERE (1551 2R USRI N $72, SHRERE
% b 8720102, BRI Z L ICHE T RSB L RRT AR (red flag) 5L S
(% 3H Q&A 2.1 M), BRABWICHETENI, WMIBWEITHIRNLE RoTe.

EAN/PNS 2021 281281 LM & LT, ITHRBMGEO L 7 3 —LHPy LS
7z, JRILTNEG CIDP & ERIRIR & B SUSTEDHE D> & SR CIDP & 135 7% 2 IR IS & 2 BRIR
MM L7 EREL B2 5N D X)Xk 572729, [CIDP NY 7 & b | IZIFRREE S h e
JEJLRIY CIDP (EFNS/PNS 2010 #:i#8) o 5 > ofiiilik, Zh2zhufifl CIDP, % H4% CIDP,
JRFTE CIDP, JEBR! CIDP, J&HER CIDP (ZEH & %2 1), Jifl & I FRRIESE & ARSI Ak i
ARRE SN2 KIZ, BLREZE SCH§ 2 AW R I X D BW OMEFEME L NV HEHE Iz,
EFNS/PNS 2010 2546 Tl 3 B 4346 (definite, probable, possible) Tdh - 725, ARULET T 2
Bl 434 (CIDP, possible CIDP) ICZH & 72 57z, 2 definite & probable ® L)L 53412
BOWTHBHBEICEROD 55252072720 ThH5 . iz, BUEEFTIIT— VRS~
5 — N &% CIDP B~ — 4 —AHFAE L 2\ 720, [definite | OJIFFIZ#IT 2 2 & L o7z,
BRI B VT, B EERA D R S, B TR AR b A T
DYFEI MR ENT (B 1ES]LBH). BLRSWIEEL TOA T T =48 T, possible CIDP 12
GHEENIE, CIDPIZT v 77 L— FEE 572008 SN RO b AH L 2t o
7o (551 % 52~54 BH).

N TaTA YEpths a—a8F— AOREN ) FNF -, BRI RIS TE R
#iE (chronic immune sensory polyradiculopathy : CISP) % &@ CIDP IZHEML L 72F1 W % 32 %
PBUL, CIDP IZHE L7210 203 5 BUBTE D@ R E I 2 H CYUR D E 5 &0 5, KA A

N4 ¥ Eo CIDP ZHih b Ak &t (5535 33 2H).

EAN/PNS 2021 ZE#E OB W O#H 71 Cld, EFNS/PNS 2010 & gL C, JEEIZFS~

R, FRERFRSE~RRREVHRTH o772 (R 1), 4k EBREEOBKIEEL LTIV

&1 CIDP BZHEAICH (T B ZRIEE DR

EFNS/PNS 2010 EAN/PNS 2021
Doneddu PE, et al. 2022 ' 85% 84% 74% 98%
Rajabally YA, et al. 2022 86% 94% 83% 94%

(Kuwabara S, Suichi T. J Neurol Neurosurg Psychiatry 2022; 93: 1237-1238. " &W5|H)
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LNTW EEZLNS.

—J T, WHIZ EAN/PNS 2021 JEHE % Be85 120572 S 2 WA TH, Zo#HIMAENY CIDP
WCHEET L6055 5 . ISR, JAIR CIDP & i LT, BAREEIRAT L D gET
HDH—JT, BABWHE Y — G EDB Lol T, BRSWREEL BEICH S %
{T%, CIDPIZHE L7-RBHIUST 605 %\ 22 BIfE, CIDP JRRM SN, <~ — 5 —
DAL L 72\, EAN/PNS 2021 Z5#E 2 B8\ Zii 72 S R WA TY, CIDP OBz SET5d D
TR L, HERIDERENZW 2 D %050, BHEEOSMEZKR LoD, M€ X2 %21
HBWZEbHDH. Gtk BREZRLOD, BEZ LIFTWOESDREE LT, Mgy
BRAEDH AR E N TV 722
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%1% CIDP OZRICH T DERIBFR

4. LW - ¥

4.3. BRFRRE

EZ

@AY CIDP & CIDP N 7> MMCHFEENS. CIDP/NU 7> NI, ENME, 2804,
BFrlE, EEEY, KSR CIDPASFENDS

1) 848 CIDP

CIDP ® 50% VL L% e 5 2

O ML Lol T, #ATED 2 IZFREORKME & 5.

@FERIT T, 2L LMK, BREREZEL, B, E5, mAmsEL

CEEEING.

VY B B D 155 & %\ I TH SR

VD EDSZMFZi72 Lz b o2 iAI CIDP THh 5. WThifh & s i35 L < Bd S b AR
MREBE S, CIDP & Guillain-Barré FEBERELDAMC 7, MAIY CIDP O EE 245 chH 5.
I CIDP @ 13% M@ FIETH 5 L b, FERMICZZ L7242 Guillain-Barré JiE 2
FEE R HE L WIGEN S B 50

2) CIDP NXU7 Y bk

Mizf8 CIDP

PUBGE AR DR E B IR T 2 29 5. ERE LR L) TRIZHRNZ &% 0.
% { OARNMFER EDS, BVEMLOERE R T 2700, BREPELRTVWHETH L. O
RIRI & R T REBI O 2/3 1%, IgM 78T 707 4 Y IZBHE L 72 KiHkREETH D, £ oWmb,
I ¥R AR (HLMAG $UR) 2t TH % 7 T o ORBISEITRE A 7
O FEREET 07 ) VIEORISERZ L\ ENTB Y, @A CIDP O E 4 &I
BTH5.
@%&14% CIDP

R E & VI BRI A T 5. Rt © LR EMOREH % v, BiRshRE, =3
fRE, BHIEARRE, REMERE, PR Z SOk RRER ORIV 2 5 B Ao &
&L%u\ 5,8“’12)'

Lewis-Sumner JEf&#E, multifocal acquired demyelinating sensory and motor (MADSAM)
neuropathy (&, %1% CIDP L[HF#%TH 5.
QB CIDP

BAEREE, HETA—BKOHAEL S, CIDP O 1%FE L Wb N h 25t
BB, W, BirhkE X 2 BAEMREEORETEZ 5.
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@EEHB CIDP

JHEENIFE D AAEE SN, RN OB ERAIEEMRICEZEN 2 nwdbor vy, 1
ﬁ%ﬂ%ﬁ@ﬁﬁﬁiU@&@%ﬁ%$T“w BRI IY 22 S8 B CIDP (2, A/ PSR 70 i
MR D RE DB LY E 1%, BB CIDP LB 5.

GRXER CIDP

BREREDOEZ Y, B EOMEFERIZED RV D E W), BIRIIZIE, FEHIEER
FI X BPESRITR, REROK T2 TH S 27 BRI, ﬁﬁﬁT&Tﬂiﬁﬁbfﬁb\fﬁ
BRI, SR OREEE O T R, (870 y 7 PRI NHEIE, BREE
77 CIDP L Wi S h 5. LA CIDP OBHHFHATIE, 70% 2 Lo B#H T, @% B REIR
MIBLT 2 78 LREIA TV S

chronic immune sensory polyradlculopathy (CISP) 1%, K&K E’JCJESZ %) CIDP %3%Eb 5 7%,
HRDERATREN LR VDDE V). BRI & 0 G TOREEBEDbI L. RIERHIC
ﬁmﬁéﬁ,%%ﬁkwiﬁww+ﬁ&m&#&wtb,ﬁﬁ@ﬁ@ﬁ%k?%yfu,am?

JEEERTh W,

HE e 2 K799 — (contactin-1 : CNTN1, neurofascin-155 : NF155, contactin-assosiat-
ed proteinl : Casprl, neurofascin isoforms : NF140/186 (2%} 3 % Hufkbatk), $TL MAG = 2 —
a8 F =i, FEROPUAOFIEIC Lo TEFES I, FBFROBEDEY (RIZREsa 7Y
EFEOSIETEARR) 7 &5, CIDP OFHA D ST, FHFRA L OEDIT L STy
5%.
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4.

28 - ST

4.4. EFEESFT (disability scale, impairment scale)

Oz

CIOP EEERBFRERTHEI N, BHORT—IHNRIBENTNS. ChSOHbES
SEEFHHDEHIC, BEDRHEICEHALSNS. CIDP TlF, REEEICKDBEELD
WED, BHiETRII/PAREINTVS . BROGIEECEEEZHETICENE
ETHY, M OBBOFBEZAVWTEEEZHET 5 EMHRINTNS. BRRIMME
(&, BENRBERT—)L (disability scale), #EEEE R4 —IL (impairment scale) ®>
5, ThZNn 1 DL LEOSHBETHSREZHERT D EHLBELL 2

fg
1)

2.

EIUII:I

RESRBEZ T -
®Inflammatory Neuropathy Cause and Treatment (INCAT) disability scale ¥

INCAT disability scale &, % { DFRRBDO T T4 <) =T M A& ESNTWS, Lk
P& TR oEBEREE TN 055 5 5 E TTaMliZ47T) b O THMETHEVR9 V. INCAT
EIHFERETH Y, SIERETIEZWOT, INCAT 12 HoZ ke, 2—-3 moZ bs TR

CAFEOEAZFFODIT TIE LW EIHEEPLETH L. 72, MROEEEHIIZ OV T
(&, BITOBID L UEE IR R 2 O LV RISEESLETH L. 181 Y ML LodErH
EHERYUEE LT 22 & TE5 "

@Inflammatory Rasch-built Overall Disability Scale (I-RODS)?

TGS b % 24 ORHELER], 728213 Kziit, BX5, HzEL, Eb% o0
T, BEHEZS, 0:T&%Ww, 1 RRWEETHLMBTEL, 2 {fHICTE S, O 3EKFETH
B35, BONLBRNEEGEL, VEZ T ARG 100 53ICEBLTHWS., Z#flL/-2a
T, BIRELE T 5720, AaT70%ER, EZTHLHUBEKREVERD. 4% EOZLrdH
HWIRFRINEEE LTIw

KEEERER -
(MMedical Research Council (MRC) sum score

JE g Es, IR BAETE M, RIS E, BeBEmE e, MBI, RBEERICE LT, W
WTHIIT A P &2ATV, 0~5 KO 6 RS CTRHIiT 5. GEIRETRHMEIT 2. 1IEHIZ60 5 Thb.
2~4 JU FoWERH N, BIRNICHEEREEHE LTI
@Modified INCAT Sensory sum scale (mISS)?

FFBD pin prick, REE, RIGTO 2 mERHEEZ 2N ZN 5 BTN L, &FtaE &L
T5. BERBIHMELLAA 7=V Th b, 28U Lo s, BRMICHEERZLE L
Tdw,
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(®Neuropathy Impairment Score ©

Bkiag, i, B, BEZ Vo MRSROBERE A3 7L, GRHERTHEYT 2.
RRHMTH 5.
@EH

#B711&, INCAT £/87 LVIZZEALL, INCAT & ) 7 GEROZLAHZ b b L sh
TWa 7 B, ECHETE S EVH AL D L. B Z UL, B8 H S T
WCHET S EATE S, 3 HU R L TELZD Pz Hwiud, EEESES X 5 &l
ENTVD Y 10% L LOBIIOUEND o 72306, AREWEL SNS ) THROERIE
Yity, BIIDSEEIANT LT 254 35 IS8 S 2.

3. Z0ft
OFH1THERE

oTimed Up and Go test (TUG test)?: #&i7kRE D st L LTHW O, BEZHT
WCHESET, 3SmEFTHMAL, HFIES EFTORMEENTS. CoRERHELED,
BRRMICAERE LTI VDR E VI RIEICBIT 57— 2 13745\,

0 10-Meter walk test ' BATHREOIRIE L LTHVHNS. 10m (R ZFHIIS 5. A
FEWB U BT EOFEICH M TH L EHMESNTWE Y, EORELHFELLS, BIK
MICHBEE LTI LW KIEICBIT LT — 53 % .

@INCAT Overall Disability Sum Scale (ODSS) ', Overall Neuropathy Limitation

Scale (ONLS)®

ODSS &, #KIEME= 2 — 1 3F — DOFHli D 72 O RANAFL S N5 HAEETH 5. BB - Tl

OEBFEFEIZOVTO 10 HHOEMIZEHENER L. ERIZHLTIZ 0455, TRIZOWT
&, 025 7 CREZ DU TIMiiT 5. TIROEEERE L INCAT X )Ml FHli§ 5 2 &A5T
X%. ODSS 1, WEzH%, ELHL W ZEICHT AFHMIIEE 2375 > 720D T, ODSS %%
L CTHER L 72D %%, Overall Neuropathy Limitation Scale (ONLS) T#& % *. ODSS, ONLS &
b2, MEZREHELETH 225, KBBIIETIE, INCAT M SIS 2 L DT HE .

ik
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4. LW - ¥

4.5. QOL F¥{th

EZ

OCIDP Tl QOL MET T B EARSEINTLS 2. QOL DIETIISHHEENETICKE
<HEZR(IZD', ZNLEOTREL, DENGERGHET B ENRSINTNS 2.
CDs, SHBEEEIRIC, QOL Z5HiET 2UENHS.

QOL DK FICHET 2 HIREGE AN O TR L LT, BIEHK, ik, A% 52o% ks
STV 27 NEDHERICH 725551208, FHRERZZT TR, ThS oL RERIC
FEEZLV, #EUICHAAL T I EPRETHS.

HEREOBRRS QOL B 5.2 5. REF7T 7Y U EHERDE L TIERETO KT,
RO L TR FEFEEDOIEZI P QOL L Rizhr Lt shTwng &)

QOL ®#ili: & LT, X<fEbhTWwbH A2 T7IiE, SF-36 (MOS 36-Item Short-Form Health
Survey) &, EuroQOL-5D Tdh 5 (%A 37 DEEILE 3 H Q&A 3.2.1 ZH).

1) SF-36

SF-36 %, KEITIEE SN, KEEEICHRENTE ), HABMSBIEL SN TS, R
QOL Z Ml § 2 WHGIRET, FEDBRERLRERICH L TEHEI§ 2 b O TiE A, HEHERE
QOL ZMI%ES 5 8 DOl (DI RHkRE, @HEEKE (1K), OFRDFA, DAk
R, G, @ taEiERE @B EaEIE (), @O0k 2illEd 2 EMEHE T
MR INTwd., BMEE%ZMS L7, SF-12, SF8 AR IN TV, HEFHESNTE
D, MRS AEEE, AW, EHESLEIC% S (Qualitest #k X &4t
https://www.qualitest.jp/) .

2) Euro QOL-5D

Euro QOL-5D &, BXMITHER SN, 2656 b HAGMAER S T2, SF-36 L[tk Wi
MRETH ), RERENZRETIIZV. 5 20HH (DBBORE, @Hom ) 0, 3
TEROWEE), DA - ARE OF% - 53 ERAR) IZO0WT, Theth, BHEAGVHET S
FLib S EH &, Visual Analog Scale & i\ 725l (EQ VAS) THE ST, (XL, wdik
XEMNC, 3 BB ClI% Y % BuroQOL-5D-3L AIp%E S h7za®, IEEE A EOMEA 5, 5 BRsat
filio> EQ-5D-5L A5hisE S 7z 2 fiICH 7z o T, BEMILEZ0S, WIEHMICE 3 55
GiE, BHIED A5 %\ (https://euroqol.org).
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3) Chronic Acquired Polyneuropathy Patient-Reported Index (CAP-PRI)®
FIEPE= 2 — 18 F — 1 HEL L 72 QOL DRERIETH 5. LA HHAIGICHMME L 72 15 0H
B H TR ST 5.

ik
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5. &E

N

5.1. EREEFNRE (EXZHEEZSED)

EZ

OFENZHIC(F, EIERZHRE REBREGERE) T, iz ZHT MRl ZiE
BHI B ENUNETHS.

MAF(REMATE, CIDP OFBWIIHD TEEREE 2D, AEOZWTIIIBFETHE U 538
ORIE, 1R Z BERARANICHHT 52 EPVETH L. @EROIER, HEHREDOIKT,
FEROER - {HE, 2870y 7, RHNGSHEERINIHz5. ZoHEREEL, B
HIZE o TR STV D, 1991 FITKREMFE S (AAN) 2R ER SNSRI Y, ERE
PRI R AE AN L BB SN TH D, BWHIRRIEEIZ 100% & H\v—F T, KD 45% &K
W W) DD 5722 2010 EICFERE S 7z EFNS/PNS il hie g, J&EE, JRREL DI,
70~80% VL e S 3, FEERTOMH LR T WL o7z LA L, HWMIT L OBl
HAEDS e\ T &R, JRMALY CIDP TOMBHESRHWEHINICH L 2 LR &0 0 RiphiAkiEz
AT L7 EAN/PNS Z W E#23 2021 AR ICHEREN T, BETIEZ OEESIHVOLNE Z D%
W,

EAN/PNS #ZWrf#eCld, BRAMAN % (g LIRS Nz, SMEEE7ZT Tk K
HAROKMEL I RENTZERIRELRERLETH S, T2, WHRREIZ L OBWHEED Hi7212
E SNz (R ). @A CMAP OFEGERE OIEH T, M low frequency filter Dt
T4 v 7T e OIMEMHP T STz, EAN/PNS 5 2 8E D & 1L 74~83%, FRREIL 94~
98% L#iFINTHBY *° FRICHWFZEICD T ICHHIICH 2 9 2 3L 25T B,

FRARBEM A O S 72RIL, DEORBORELERNOO LD E LTHEEIN TS Y IE
TR MAT AT 9 L RIRES, B R O EZIE L <479 L%AH 5. EAN/PNS Wik,
itz s < LR AP E LT, @R OEER, (RS REOM T & EOFEH#EDHIA LS
NTW5, REREOKEL ZOLRICHS LEabte, REOLELMATRELRONE D
ZHEL T BEYRD L. T2, BREMEEOFIMNITER M ITMEZ SN TWE (F2HE
CQl ). HRICIE, (HEMAEDOHREZHRT %) 2 CTEEMEERRLERIN TV, 2k
AL, ARG T Oy 7 R{REHEOK T OEE T ALE121E, REMBEON Ot THORE R,
B MR OBEF BB TORBIZRH LW &R, il TORSMEOEETT Y 7 HH
B E121E, Martin-Gruber W& 2 BV T 2 BN H B 2 L e ETH 5. ARG O KK &
121X, SNODEHBIZD TOERZIVIEHELRNELRZITI LEND L. 72, BRDMIEEZ
[BifioIdE | TH ), [CIDP DI | TIE W LI ETLLENH L. BhBhre L CEE
7 Charcot-Marie-Tooth ¥ 1 1, POEMS JEERE I — R Z X 729720, BREHEOER
BWHAEZ W2 T LIl D,
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1. B8 CIDP : Typical CIDP

1) #8EYHY CIDP : Typical CIDP
o BRIRSZZMEAE + 2 BIRDOBEIBROBLEZFC T RERE + 2 BROBREGRCERE
» Possible E32Y89 CIDP + 2 DLl EDZ#FEAE
2) Possible #A1H) CIDP
o [RERZHIEE+ 1 HROBRSINEREZH/C I EHERCERE + 2 BROREHRGERE
 [RERESHT+ 1 IR COESIZMMEEZ I RVBESRCERE + 2 @RORBEERCEERSE + 85
[CRDBEMDHDUE+ZDMD 1 DDOZFFEE

2. =fiZ CIDP : Distal CIDP

1) &% CIDP : Disatal CIDP
 RERSZHTEZE+ LR D 2 DOBRDIGEEEE + 2 @R FORE#RDCERE
* Possible &=fi1# CIDP + 2 DU EDTHFERE
2) Possible &fi7#Y CIDP
o BRERSZSHTEZE + LD 1 MRDEH@ROEEZEIC I CERE + 1 #ROBEHRCERR
* BRERSSHAT + A 2 MiIRDHDEEIIROEEL G T RERE + 2 #ROREMRCERSE

3. ZEMFIEFEYE CIDP : Multifocal or Focal CIDP

1) ZEMFEZIEBERTE CIDP : Multifocal or Focal CIDP
o BRERSZHN+ 2 R DEEZ G I BEHRCERE + 2 HROREMRTCERE
* Possible 24 F Tz (FBATIE CIDP + 2 DM EDZFFE%E
2) Possible Z&MF 23 FRT4E CIDP
o BRERSZHN+ 1 RO EEZ TG T BEHRCERE + 2 HROREMRTCERE
« P4 CIDP DERRRZHiZiET U, 1 MiROELEZE G o BH@RGERE + 1 MROREMRTER

h

)

4. ZEEE CIDP : Motor CIDP

1) 3EFHA CIDP : Motor CIDP
- BRPRECHT+ 2 R DEEZ R T EEHRCERE + 4 BROBREMRCERBNES
« Possible E&§# CIDP + 2 DL EDTIFERE

2) Possible Motor CIDP
- BRPRECHT+ 1 R OEEZ - TEESRCEREE + 4 BROBREMENIER

5. E#E(1E CIDP : Motor-predominant CIDP

« EEHE CIDP T, 2 BROREMRCERENHD.

6. REZEICIDP : Sensory CIDP

1) Possible B&EA4 CIDP
« BRPRECHT + BREMRDOEEZHIC TIRERER. 4 DL EDBEEHROEEHEENIEH

7. BEENIE CIDP : Sensory-predominant CIDP

1) Possible EEEfE CIDP
- BREREZHT + 2 ROBEMREERE + 2 BROESHROCEREH DV, 1 #ROBEELEECT
EEHRICEER.
o [REREZHT+ 2 HROBREBRTCERR + 2 BROEEZ G T EHBRTERER

OXHEE R \DORIVE, BIRRE, MEBRIRE, PIRER

(Van den Bergh PYK, et al. J Peripher Nerv Syst 2021; 26: 242-268.” [Table 6] &%J3IM)

IR FHISEAE, JEME T OO EER T 2 B+ 2 Z SR TH 5 5 BRIKM
IZIEER CIDP 2358 b N 575, MREERE CTRED Do a0/ LTHHE X
nTng?

ik

1) Report from an Ad Hoc Subcommittee of the American Academy of Neurology AIDS Task Force.
Research criteria for diagnosis of chronic inflammatory demyelination polyneuropathy (CIDP). Neurology
1991; 41: 617-618.

2) Rajabally YA, Nicolas G, Pieret F, et al. Validity of diagnostic criteria for chronic inflammatory demyeli-
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5. BE

5.2. WEHERIRE

B

ORNEEERIRE (BERRE) (3 CIDP ZHICH UV THATRALY, ZFEBE L THEDITS
nNTL3. BREBZIRELGECKZHIERETHONIERI D EHTAETH S,
RRE - DOREERBORNDIZHICHETT D ENLEE UL

7

EID"!

CIDP 2B\ CREBMRAIC BT 2 A P HT s (REGIR s IER [10/mm® K] T&A L
) 1X75~B%DEFIZBNTHED SN S 179,

RN RS EA L T 75ty SEMRESCEMREOW DS ), CIDP OO,
L2 L, BEEAIE O 10/mm® DL ED E5IZ, CIDP @ 6~11%THEL A b Tnws 8 &
D72, BEEMEO EAZRE L, BWIC CIDP 2 ZW2 0 LT LE) 2 &k, #
R T sihn?

BEEAD LA LT84 0, CIDP OBWIIBI 2 BIEIF 42~7T% L M s Tn b8
FREIZOWTIIAWTHS 0N £ 71) 70 CIDP 7—F N— A5 5OMEIZ X % L §ifENA
D EFIE, 68%DEHICED SN, FIMHIE 106 mg/dL, HYLEIX 75mg/dL L HEE S hTHY,
CIDP TS EM FOBMBEBHDO FAFE L L Z EATREINTWS 2

—}C, BEEENO AL, CIDP RN ZBIE TRV LITEBEFLETH L. FEIRF
% Charcot-Marie-Tooth % ', BEMEE P 4 X CHORBREAN EATLZ L MEINLTWS
FRCHERIBE OGP IHE L, HROMHFUIERILETD 5.

PR O FAIIFROEEEZ 2T 5. SEE T, MREE EAT A6 H 5720
Ay A 7lZELRELZIEIDRLwE SN, S0 ETIE, Bi&Eao ERAY v MT?TE
% 60mg/dL c L7zl i') L HEshTng 219

CIDP I¥, #ZHEFRWEKRTH S 7 EREHANRAE CHWAREEN TR VIR T, B
EAO LS 2M—OFHEEE LTRH L7206, RICRZOV A7 P& T HEIhTwn
58 F i BEHEANIER CTHoTd, CIDP 2 HET AWM R S5 RW I EIZHEED
VETHDH

B4

1) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. J Peripher Nerv Syst 2021; 26: 242-268.

2) Barohn R], Kissel JT, Warmolts JR, et al. Chronic inflammatory demyelinating polyradiculoneuropathy.
Clinical characteristics, course, and recommendations for diagnostic criteria. Arch Neurol 1989; 46: 878-

884.
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5. & 5.3. BRRE

5.3.1. BERRE

B

ORHHRNDBERREIIHRERNICHRIEEZRETES L, BECKRVRURETES
c&NS, CIDP #BhEEHT - RESHEICERTHS. EAN/PNS 1 RS12ICHWVT, 8
SRIRAPR(E CIDP BEDTRHBEDV ED(CHRATNTLS V2

7

EID"!

EAN/PNS %4 K74 » T, #WilkHED possible CIDP % 72375, CIDP %7z & &\ K
ANBFHIZBWT, BEEEZZMOLDITHVEZ EE2IRELTWA, IE R o W Rk 2 SH
B L LB TENREN>I0mm? >13mm?® MO WImiE (FHaM) >9mm?, AR
(C5~7) DOWiERE >12mm?® % 2 » il L3200 B BRIC CIDP Ok Z /23 LTw5 V2
T/, BEHTROHEICHD, LHEMES) = 2 —a/$F —R ik Charcot-Marie-Tooth %
T EMREIEE A A U AR RN 2 LR TH S, B, Ky MEFTEIEEAT 8
TR EN/2DDTH L. ANEAEDFELR EIZOWTIE, SHROMGHETH 5.

2021 AEVCARIR T DN L EFRA T, CIDP 2345 & L- g & LT, MRI 2%
EHBLUTH U EEEEICERSN TV EAURENY —F, BEBEIL MRI A
47%, BEWED86% Th -7z, RHFEN, BHFAHL LEOEM2S b, BE IR DI HAN#E
YIRS B 5.

CIDP O E ARAAT WAL, SRR & KR AR A 512 22 ) T L #iPH 2 #iEIEIE T d
% O RIS, SRR BRI RSE AL IR O MR ILIE 25 CIDP ORBRIICEETH LD L Sh
% 7% MADSAM (% it CIDP) D& HMATHT WAL, A TEFE D% Bk o MR A A4
WMTH D0 WRIEIMESBE T Ty 7 HE L TO ARV LRI EETa y 7 AE T
TOICISR SN D S e A% L WY BRI X VEET Ty 7 L L7-0b, FiREIE b
YEHEL2ETHrHELHD )

Charcot-Marie-Tooth % 1 T (CMT1) T%, JL#iPHZMREERKHDRD N, CIDP & OF:FA
MREIC 3 5 2 &5 5 501 CIDP & CMTL Tld, MfEOMIE 7 — 87 5. CIDP Ok
JEEIE CMTL & D S BELLAENE C, BEICHREZENA SN T, RN T LIS
X BENKE V. —T, CMT] TIIE—THEEOMRIREISZD 5N s ¥, F72, =2 —
078 F — R MM R & o 72, RRHREAS M T 2 B & ORI BE Pmd
HREENns 8

HEMAETIEA T — 7 FHEIC X 2 MRl EETH Y, CIDP 1B\ CHRRHREE PO
MAEBAE, KRN O MGEEE O EA2HE S hTng 017
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5. & 5.3. BRRE

5.3.2. MRI

B

OKHBIED MRI RE (I HRIEEDRBICEATHY, EAN/PNSHA RS1ICHENT
CIDP ZHiDZIFEENV EDICHRAINTLS. BRIRIRZRFICRERTIDFRE,
IEEPESELICEEMNBIINTVERVRRANGS.

i

MRI (2 & 0 i & 5 iR KR O M ILIE, 15521k, EHmaiRss, CIDP %
WHCAHRTH D EDWEIHEE LR ENTHASE ™Y ZhH50RFIE, CIDP BHOK 40~80% (2
BB EENTVG 3B 2k 9T &5 KRMEE MR L, BRI AR ERAEEENHR
T SN/ CIDP Wi OB R L %0 9 2R H 5 . —F, CIDP THRH LN LM
MBIE, (5524, ERWMaRE Vo 2REHRIL, LT LIREFRWZLOTER . &
R MR ER ) VS il, ZREMEH = 2 -0 XF — L Vo 7 RETORDLI LD H D
72, TNSOEINNIFEEALETH S 72, T/, KRR MRI ORGSR RET Ao
HEFEZOWTHIMET LI —ETIE R L, FHITEIREETH S L) BEMDIRS N
TWaH Y SHINSOMPED, HIFEDM L L HITFRIN T T ENREENS.

EAN/PNS %4 K74 »Tld, possible CIDP DF:#E % 72955, CIDP OB 272 & 7
WEBHEDANTIE, BRIRERARE MRI Z VAR WS L2 IRELTWDE 2 S0 52, pos-
sible CIDP D3k 21572 L TV 2 B2 BT 2 2 WitiBh O BIIEL OALE ST I MRIIEH % &
Wz b, T2 MRI ¥ —2 =~ X (DIXON/STIR, TEIRWF, JIRI0 1281 2 iR oE kB
X F7ZIETHRE LABRASN LY, CIDP OW AR E 5. FRIMBRO Y 4 X3¢
BB FE T ERNFFM LT Lne SND. B mIEH IR o S H 5L O fiRR
OERZ TR OR S TFMT 5 (7 v b+ 7>5mm). EEENFHECIE, E¥, BEon
REVE, PHREZ B CRMIET 2. NEBEICB 2BE ML ZHT AT U A3k, MRI
MAOHERE ST R WHEBE LT, &R COFMOEEENEL v L, Wiz R
DAy AT I VBN EDOLNHEWT E, MEBEHAPEVZ EX3HIFON TS,

AITIE, AHBH720 O MRI DA EEIIRCR D 1.5~2 fEFEE L E L RTO 2% D %
V] R DR BRI R0 Fi v e R E N O BRFR B W L EE & o Zo BRI & B S T
WA B ZOD, FEIMEE R LT MRIRERERZDD ONDOT 7 & A OFRREP AR Tl
K<, GAME & RIS R 2 5. — T, RSP OMKBMEOFIMIE, EREREHKICO
LD, MBI OWT, HEZMEHIRD LN,

ik

1) Goedee HS, van der Pol WL, van Asseldonk JH, et al. Diagnostic value of sonography in treatment-naive
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OPRER (S CIDP ZHIDIL—F U RELE LTRIETINEL. LHL, BRIR - SRZKHEH
THREZHICVLESBWMES, REFNICHENRRIASNZIEER (FIOTR-R, M
BR, HILI1R-R%E) & CIDP EDFERZEET DBEICERERS.
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CIDP Tld~ 7 a7 7 — V2 X RO F I - TH U BB TH ) 1) EAN/PNS
HAKIA Tk, OBBEOIENRL, QREOF=F V7, @k EIFSLERTOIERZ
BEES - BikE, @QMERBO~2s 07 7 — VK, OB THMECORZ Z/HT 00, %
CIDP O Wi & 243 AT REERH 2T & LTHIF T 5 2

FHFR AR LI IE AR R TR R 2 SRS 5 2 L A% s, BRIRIY - A EFRSAIIC R
FIROARLND S ORPHARE L CGRINT 52 L THETTRIE SN LRI EL 25, M
I & % W idE R CIDP CTLIMfEEK - AN B R WA DA U 5 720, i isc
B 5 BHEARE O RPGEA TG RS O nW 23 ), $-REMEZEE TS L CIDP
T DOV —F VAL IE R SR, Lo L, CIDP2%tbN 528, KRR, Mg - AR
WA I, BIRAT L3 X VB SRR IMRAT /L CILEB I € T & 2w isfy, CIDP OFLH
BRI A UnMEDZ L <, Charcot-Marie-Tooth 9%, 73I82A F—3 A, a4 R—
A, MER, MREEES 2 &, WM RSH 5 N5 B BE RN 72 55612130
e

R EMIIPGE L MBI L VAT SR A RETH D, T2, BIKkO—EBIZe XL,
et WHAIC X AFHMAS BE R RSBV TRAHIMA 2 SN T ENLEFE L v,
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6.1. i@

EZ

ORZE7DO7) >, BIBRERATOT RE, MRTAD 3 ENEFICHEDTHBDEEINTWLS.
MIFIRFCE I BNBREET B8, FBREBREITOT) LBIBRERTOA MR
THY), BTBERELTHEINTVS. WITNDBRECORINEDNRRBIZE(CERE
MHE (70KRT773XR, Y70RRV>, VIYFRIITRE) BF T a>eLThT
5ns.

EAN/PNS %4 K54 T, fgru7) v, BIEREA T4 M mAEAH)sim S
EENTVEG, ZORPTE-BINIFEZ 7)) VERIBEEAT A FETHY, WgL
DITHIBA T TR WA ITRIMEER 2 B9 212 587 & 85 T8I & L CImAE SR ik A3 3%
ENTWA, MRS HAMAE RS 2 BR L TB Y, MG LR L TR TL {ftbh
TV B REWNFHE, “HEBEIIOWTOIEF Y 2%, THIETR 74 vy =2k 510
AR AR, FA4Y, A7) T7HhERSNIZEOARTITONTEY, ZOMOETIFE
MUMAEAH AR TH 5720 ThH 5. TIIIRENRAEE, —EREEOBRREZRETLHDT
7% S HRICIEFRBEOMENRATINEZ S, TAOEBINTLIZLRIAAESINL LR
birs.

a7 v, BIBEEAT A M, MR W TIER D 7 » & A LR G
BAThhTEh, TETFTVALNVIEEWY. LaL, EREZETLHE, IhE TOERRRIC
BT CIDP O¥#l (WA CIDP, NV 7~ M) 2ZEL72bDRAFEL VW THS. CIDP
D 60~70% 1ZHT) CIDP TH Y, /N 7~ +Th LA CIDP, £ ¥Rk CIDP 1&%
NZEN10~15%, EFED 5 WIZEER CIDP IW/2o TRBU U T TH L. LizhoT, &
NFETO CIDP EBHOFRDIT L A LTIV CIDP THo72db o L Ebihvs. EAN/PNS 774
FZ A 2 2021 TIEEBHRERLTIEANY 7 ¥ M2 A 63 ZEY CIDP ORHICHET 5 L Dl
BEoTWAED, KN 7 ¥ MEIICHT ARG EIEEFICOWTIET— 7123 A LR
V. ZORMBEIIZOWTIE, SHBRENY T U b ENRE LEIRRBRZT) LEXD L. FFIC
MR DIZZHMECIDP TH ), RHMEBICERERMRNEZ 7232 L 513U
ACREFA RO M 5% FAROIRIEZ g LML ETH ), wtiE (Ao 28E L
I CIDP DR & RN EAT R W EeE2sH % v

TEZ T 7)) X DRI OV TR 3B T ofNE? K TEEINM?Y 2Lk 05
LALREHICEGABRIC X ) 24 B TOEMEFRNRITREINTE Y, & HITHERRE & LT
SNTW5. BEFRICLVEE ETEREOVWIThEZHWTS Xw., 72720, fErus
VU TTERE R ERREANE S LTIV WZ EQHEIR IR TW 5.
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B CRIRA T S a0+ 7y a vy LTy 7us A7 73K, YZOARY) Y, U
FUITHEBHITFOLNTVES., RFITBWTIZ T Z70KRRAT7 7 I FORD CIDP DIEBZHE L
TiRDO LN TV BH (LS EERBRF TR 23 4£ 9 AEAD, TOMIAZ IR THwiw,

FBLOGFREIEHRE LT, JREA Fo ZAMARMLESEOF T AHRERAE T L 325l H H (2B
§ % topline data %% 2023 1M S AN - REMEAVRE N2, W REF I TR AR CIDP
ERDNDLY, IgG (HCHUEK) 2RBRTO TR THL L 2T LMRTH L Y /2, Hi
FRRHESE, Bt CD19/20 PURDRERAFIH ST WD, 25 DOF B FHEAGERESIE CIDP 12
T HRMAHBIEHE 2D ) 5L LI, ENENOHAILMEL S CIDP B &L U CIDP /Y
)7 v b OIRERERHOERESPAES TV,
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1) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

2) Lehmann HC, Burke D, Kuwabara S. Chronic inflammatory demyelinating polyneuropathy: update on
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6.2. EIBREASTO1 RE

EZ

OCIDP e E LTHSHBEINTVS. RELGRE - A8 - BACOVLTOTHBIET
SRARBVD, XFILFLRZVOVEENILR, THFHAIVIRONILADNERLTE
KWBEEELTHITSNTWLS.

AR EAT A F#IE, CIDP ICHT 2RSS RMICEIFE S NEYTH Y, ROLE, #HE
NVAEBIZELHCHENT WA, EAN/PNS 74 KT 4 Y TREDTFHI R 5V 07O AL
HHVIE, AFNVT L Ry 00 ARPEEEE AR, ML L I, R ORI
BEATOAL FEORFLERD ) BEL TS, T2, TETFVALNVREVWLOD, X5
TA F2XVADITH A5, FBIOELD S, MRESH ST VIR EZ IR L w5 Y

— e AT a4 FIEOBAFDL 60mg/H F721%, 1mg/kg KE (IE 1~1.5mg/kg) T,
RIS 5 R E SNTWS 23 F72 ZA5704 RSV R EHWZBRRETIX, 3%
A% 40mg D 4 HHERNRS 5V IEXAF V7L F=va >y 500mg @ 4 HHEEH A% 1
H1ME, 51627 —NValoliEElt bnTns ¥ IS DRRBROFERIZOVTIE, H2%E
CQ2 &M iz,

EHMORIEIEREA T a4 FRIEWEHICHEETA2LEDNH L. FIBREATFO( F#
ORI G X ZEIERNCIE, SHEHE, B8 DN, SEGYE, BIBHAEEIE, TR
BRI L, NETORGER EDRDH L. Zoft, FEIRE, WIE, vk, #E, WA
BASL, RREEE, ZE, AR, AR, I, AR, KAV T AIE, AT a4 FHER
ERAHALNDS.

HARBFRHEED S 2004 FICHRBEIN [ A7 04 FEFHBREEOFH L EREROTL KT
£ v]TiE, A7uA FEOMHENTL F=vn Y HTomg/HU ETHh 256, THihE
ZHESEL T 5% EENS/PNS 7’4 K54 » 2021 Td, CAKRAFA— MK 2FLE LT,
AT A FYEHERE SN T 2 PRIERE R L Tnd Y

TLF=va RET 20mg/H OB HEGIZ LY, EIHED Y A 71X 251205 L vbhT
Wb, BT a—FEYAFAMREEBWERITEELEZ SO, fFICOWTIE, ®
PEIHI T O HIV BEH T ST GH O FRINIRAFIEZ 90% DL LBiIEL 5 5 Z L 25 6 2012
ToTW5 Y ZoZensb, MWL TPHiZHERTLIRHLDD " ST HHIOFHINRE 1 H
1 1~2 88 HHF 720308 3 M 5259ER SN 225, RINCEIER (5895, 8k L) I2hER
PLETH .

%38, EAN/PNS %4 F 54 ¥ TIHEBR CIDP IZBWT AT T4 FHELRG CHREIRBEAGLIR
ENTWDED, ZOWRMPE o 72HE? I MMN BEZNLRELTBYRFIHTHS. CIDP
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Dyck PJ, O’Brien PC, Oviatt KF, et al. Prednisone improves chronic inflammatory demyelinating
polyradiculopathy more than no treatment. Ann Neurol 1982; 11: 136-141.

van Schaik IN, Eftimov F, van Doorn PA, et al. Pulsed high-dose dexamethasone versus standard pred-
nisolone treatment for chronic inflammatory demyelinating polyradiculoneuropathy (PREDICT study): a
double-blinded, randomized, controlled trial. Lancet Neurol 2010; 9: 245-253.

Eftimov F, Vermeulen M, van Doorn PA, et al. Long-term remission of CIDP after pulsed dexamethasone
or short-term prednisolone treatment. Neurology 2012; 78: 1079-1084.

Nawata H, Soen S, Takayanagi R, et al. Guidelines on the management and treatment of glucocorticoid-
induced osteoporosis of the Japanese Society for Bone and Mineral Research (2004). ] Bone Miner Metab
2005; 23: 105-109.

Green H, Paul M, Vidal L, et al. Prophylaxis for pneumocystis pneumonia (PCP) in non-HIV immunocom-
promised patients. Cochrane Database Syst Rev 2007: CD005590.

Miller RF. Prophylaxis of Pnemocystis caninii pneumonia: too much of a good thing? Thorax 2000; 55
(Suppl 1): S15-522.

Sepkowitz KA. Opportunistic infections in patients with and patients without aquired immunodeficiency
syndrome. Clin Infect Dis 2002; 34: 1098-1107.

Donaghy M, Mills KR, Boniface S, et al. Pure motor demyelinating neuropathy: deterioration after steroid
treatment and improvement with intravenous immunoglobulin. ] Neurol Neurosurg Psychiatry 1994; 57:

778-783.

33

-_—

WwvO—nN

PHITNT 8t 773

i

Hi:
Id



%1% CIDP OZRICH T DERIBFR

6' 5‘8/\

6.3. REJIOJV VEE

EZ

O%ZEJ 07 U EEF, CIDPICHTZRERABIEAZ/HOLEZASNTHY, BIBKER
7O RRELHICEBRBRTHS. BREAREL U TREIT DT VEEgED i
BTHY, HIHREE UTR#IERTERENREICENTHS.

1) fERKERF

R a7 YREENE, b MIED S0 ERR SN2 1gG 7 T & A IMEERAIT, JokiE
VL SLIERE 2 Al A T B 7 LIRSS IR 2 B A MEH DIt S B A TH 5. PUEME &
OPEHT TOEREEIIE 5 B, B RIEASE X 7213 — O BRRIERIENSERRE D
BATHIIA S HWONTE 72, —7J), CIDP 2 &84  ORIEMEMIREIT § 2007
) Y EREFRD (intravenous immunoglobulin © IVIg) & 72135% 7 0 7Y ¥ B2 FUEREE (subcuta-
neous immunoglobulin : SClg) @ HBIISERENEHICH H. L Ladss, fEra 7Y Vi
Lo OFMIIAHTH L. OfyEra 7Y v (HCHUER) oR bt @A 71444
THUREYEC X 2 HCEYURO AL OT MIBOWEENR, @% 7L v 4 — T #MiEEoH®, ©
B NI & 2 HUREELE ORI, ©H A N A A P A - O, O Lo mLE G, ©
X077 —YDFc Lt Ty —Dfufl, REDAHZALHIHEEINT VS 2 SClgld, KT
GRS NEr a7y YA E G fyEra 7)) YEIETH 0, EREMEREARSIE
DEMIEHC 25 LU EOER DD 5. SR MRE ER 2R 5 2 ENTEH I Enb, VIg
ML TR, WA, SEEmZ &S MRIERORELZ R Z L2 L3 TE 5

2) ElfEM

OBELEIER
KB Hm EWIE T, RIBREAT oA FEALEE TS 7 LVF—BE, FHIRIIARE
GEVNEEGEWERE LTHESINTWS Y 59 FlET 84 2 — A D IVIg x4 & L 7211 Z BF
T, EERAMERAE LT LAF—BUS 1B, SHERIRIMA 16, B8 sk 18 15
A SN2 11761408 2 — AD WVIg Z g & L7zHim S e Tid, 2 BN HE Z2RITEH
(EBFIRIMAE) 25ASN72° TNODERESNS, Vigl I—RAd 720 OEELREIVERORE
HIE05~36% L FZOND Y. INHOEELREINEZ, BG5RMmE 1 KR LI5S HE 2
W7 & ZTREZ ) 9. CIDP DAtz & 117 #1287 2 — 204 T, 86 (6.7%)
AERREOEALAZRL, 260 (1.7%) IZZONENRA SN/ L8 mESINTEY, Bk
RO L EETH S O
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Q&EMIzEIER

S, MRS, CESE, FEEN, ESTRR, WiAW - PSR, ME LA, BEOMTALT, 35, I
HiZe EVHBNEREICALNS. ROLVENEH OO E DN EHTH 5. BRIZHIH T
Y L. BAPEYEL WVIg 22T 72354, #Il IVIg R O5 & 2 [l H KO 1VIg #% D5
FEHE LIPS N Y SRR 2 3R G R B T 2L TWEH T H 2 E IR TE
5. MEREVEREIE S 3P G- BG 48~T2 R ICHIE T 5 b D%\, EEALT 5813474, £
CITHARERT 5. AR GHBOLEEE ) 27 ZHR L, VIg MDA K &I S b
Bk, AEEEATOA FEOALELEET S ™

M/MGEA,  FERRA, B X OVAST, ALT % ENFERO FAZ 72323 H 25, Ih
DITBRARIEIR & I ZBE L 2 & 038, F72, RILOTLHE GRIMEROESRTZKIC X %), 1k
K by AlE (REAIEIC L 2) 2L, VIg Z0bOISRKNT 2 BRINEZO L WEE D
IS,
OBRSICRULIREET HAES

WECFHANCH LY 3 v 7 OS5 BEIIESTH L. Z0iEh, OlgA KIBE, @F
PeReREE, O - LIRS F 72132 0BE0OH 2 B, ONARTERIE DGRk R EE
Gt - RO EE, ©ORIEAEEE - LEIHIRBOER (VOVKRY A V2 B19 &
DWREREZRETE R WD), DO T LTV A EE, ICIEERISLETHS

3) ERE

RIETOTY) APEE, I IVIgE, RIEREAT O FEDS X OMEscHEE L L H 12 CIDP
T 2RRATER STV O IVIg ORI L TIE, $28 CQ3, 4 3% Q&A 313,
314 #BWOZ L. WA X 2RO ENIOVWTEWSL AR IE T VY A 2
OEANEE

HAFEE L Lo IVIg OREHER 8 5813 0.4 g/kg ARE/H % 5 HELERE TR T2 5D TH
. WiglZ X 2EAMEL, 77 RHIAET CIDP 1o LAEAWEL R L, AIEREA
T U A FHER BRI & WS OREZ R TIEAMON TS (2% CQ3, %3 # Q&A
31.1, 312, 313, 314 %%K). ICEREBTIE, 04g/kg KE/H% 5 HRMIC L ZEA L ZDOHK
2 B0 1g/kg RED 3 BMBFOFGAIZL Y, 9% DEEDIIG L7zZ EAVREN7= S, 1 I HOH
WIS SRS Z RS BWEETY, Bk 2 W H o5 £7213 3BT L D 1g/kg DiX5
Z 2B RS 2 & TIVIg IARIED B ZMRT I ENTELEER LN, HAMEL L
TSClIg (3o bz (552 3 CQ3 ZH).

OMERE

IVIg & SClg ORfiFe 513 L B 12, CIDP OMEFHEEE LTHRITH S T LAVRENT WD (5§
3T Q&A313, 314 2ZM). IVIgIZ X BRI, 1gkg hEZ 3BT L2179 DA
MIGEHTH 2 B0 SClg 12 & B MERERDNE, 0.2g/kg RE 7213 0.4 g/kg HE % IS — B FIE
¥3 5. Kl 1VIg % 721 SClg % 5-1i 12 end-of-dose deterioration 2% X 723545, 5w 2 1<
T2, HGRREE T2 L E2RETT 2L H L Y WIS, KGRI ES R WA,
LA R T 205 REZBET LI LERATES (3% Q&A 313K 1 [p.87] )P
CrSDPIE

IVIg OHIEICB L Cld, IVIg MR TR L7 B8 3k G kit 29 1) & kel 31 o 2
BRI L 72ET T, G AIkREo 8 B (28%) 13 76 I H 72 ) BALZ IR S e o 7219
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ICE SRBRDIERHAER TS, 77 L RHEOFIIIH 50% Th o7z ", PATH kBT, IVIg KA
HEOERD 72D TVIg 2 Wik L7z, B AR S N7z 207 IS IVIg T 5 2 TV R E k% ik
HIze A, 1716] (83%) H¥ 13 HMUNIIN—Z T 4 ¥ D EOWIKRNEERER LT Lz
Ao T, WVig ML TR LR L BF L, —EHa TG ohiEplmiETh Y, dikic
TOFRLAZE LTHOHHEGIZLY), R=AFA VETHET A L RATNS.

PATH Bk (%5 3 % Q&A 3.1.4 2 M) T, SClg0.2g/kg IRE/MHG5-HE & 0.4 g/kg PR/
PG A H O ERERREEZ1T> T 5 % 0L T, 04g/kg KELADS 02g/ke
PRI PG 2 ik L7z 52 Bl ERICTIRE AR bz, TS 2Rl 72BITIZFH U 04 g/kg
RESEIRES 2 8T R2%AME L. XD, SCIg0.4g/kg AR/ EE 5 THERASE LT\
LEHEOB X TP, 0.2g/kg HRE/MIZHE L THRERISHERTE, HREIBOONLSE
THIOHEGRIRT I L THET A EAIRBEINS.
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phase of the Polyneuropathy And Treatment with Hizentra study. ] Peripher Nerv Syst 2019; 24: 72-79.
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6.4. MIFMELEE

B

OMIFPELEER, RETOT V) EIEE (IVIg), BIBRERTO1 RELEFAFNHRER
LB<HBINTWVS. L, SNBREZET D CEHNSETERDBRICAEDITSN
TW3. MPPEFEC(SE, BRMRZIR, RERSE —ERBEENH D, BIERL
BARREHR T, BMUMIASNTVZ0DF, BHMRZIROATHS.

i

MAEFLHRL, VIg, RIBFREAT 04 FEEESEOFREIZBOLNL Y LirL, EH
DFIFRAY v THLETHLI LD, MOEFRELEL, MEMEICEL. 0k,
BRAOIOWEHE U TEIRS B B, MAEELREHIE, AIROFEBIA BN E DS, B
T, BHEGZEAZELIHENH L EWMESNTND 2 R, IVIgRATaA FED
RN E R, SERDPEHITETT 255G OHHIC L CEISHH 5. MAFLHHEICIE,
HALMAT S, e, CEBEEBEYNSH ), ThERINY R TFRREPR R L. K
ICTORBUEAIE, —#ICO& 32 AMICRS THRFI TR ZETHET LI LD TE 5.

HAMIMAESCHE (plasma exchange : PE) &, 778 L7cM4E% 9 _XCBEZEL, [ LR OEHRET
WET D, MBFERGZTRTHRELTLE) 20, BRETHALT S EPLEICR D, (@it
WIZiE, 77 3 YEFIR PO IS (FFP) 2SHVHND. TV 7 3 YBHIE HEL, FFP I3
BIHER T F 74 7F =2 a v 7D A7 PRG0S, KEOHEE, 7TV T I VHEHITO
ERSHEIE SN D ) T T I VRAITHITE R 1T ) B, BECRE T MK S 25805 Y, ik
HOLETH L. HAMMAERRE, M2 T XTEET L0, REFT7Y) Y27 TrL,
LT A AL YR EDRETHILNTESL. 2020, FRWEIFFESN TRV
EIHEEZ 2 5.

WA (immunoadsorption plasmapheresis : IAPP) (&, IfiL4E 55 #ERE T L7z 14E %
5\ MW Sl S R A O R % BIRIICRAE R LT 2 BIETH 5 °) WaETiT#
TR MAERANT L A LZAL L iz, MR R EOMFTRE LT L Lawv & v ) F
W%, T 5 MBERAESRICLY, WEWHENR RS20, BELLCWWEIYS 2 TH
DA EVBINICR 5. TAPP 1L, 1gG4 ¥ 727 T ADWAEFIMRN /20, 1gG4 AP L 7241
FRATRIEICBI G- L C WA 8810E, s C& 2w, AEICH L TIE, TIAPPIE, IVIg® RHL
MM D L FEOMRD D B LHE SN T VD,

IAPP Ti, BEMEICHELAPAEANICL D, hd =2 RORHITTEL, 77V F= VA
PHRT S, BERF=F— X U INEGET L8, 7 I4 7 vy v ERBERIEE
(angiotensin converting enzyme inhibitor : ACE-I) &, W&z ET 2720, ACEINkHM®
BETIE, MHP7TI7VF200ERFMEL, Ya v 7 E2RBITHENDH LS 2070, IAPP
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THMS 54 4V —/VTR-350 °Tid, ACE-1NIRHMDOEBE~NOMEH ISR LRI TS, 1k
1 BT S Wk E RS 2 B8 H S °.

ZHBE % (double filtration plasmapheresis : DFPP) (&, IfiL4 55 BB Tk L 7z 1f4E %2 <
SIS WILED “KIE TR L, 2FRmAKRE 2WHO A2 EBIRNIRET 5HRETH 5.
FESNDHMRWEDOT A XN L > TR Z RINT 2. MR TD ) b ERBEEIRICR S
DL, EIFTTY) X ThHDH. BB E R ) BT S MBERDP D% R b 720 RKED
EREIIDEL LR EW) Xy M3dH 5 % DFPP AAECHANTH L ETHr—A T —
ADHED B 5 °.

A LR ORIERIE, WOEE TR 22 L2% v, HEERAERIX04% LG sh
THY, &, RIEOHErL V. BOUREHTRLZVWHDIZTI Yy F 778 AD T T
VEREBEINTWE Y, 75y F727vR1E, EMMEIHfERIhTwD Y

ik

1) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a join Task Force-Second revision. ] Peripher Nerv Syst 2021; 26: 242-268.

2) Mehndiratta MM, Hughes RA, Pritchard J. Plasma exchange for chronic inflammatory demyelinating
polyradiculoneuropathy. Cochrane Database Syst Rev 2015; 2015: CD003906.

3) NETN, BB, MEEAHARE O WIG. B BT 2020; 89: 724-726.

4) VG5 188 BE IR A i e MO0 SR [ i A N 761 (GO, 2007

5 /NE M RHEE. SRR OMIE. B & BT 2020; 89: 727-729.

6) Zinman LH, Sutton D, NG E, et al. A pilot study to compare the use of Excorim staphylococcal protein
immunoadsorption system and IVIg in chronic inflammatory demyelinating polyneuropathy. Transfus
Apher Sci 2005; 33: 317-324.

7) Leiker I, Slowinski T, Harms L, et al. A prospective study comparing tryptophan immunoadsorption with
therapeutic plasma exchange for the treatment of chronic inflammatory demyelinating polyneuropathy. J
Clin Apher 2017; 32: 486-493.

8) Owen HG, Brecher ME. Atypical reactions associated with use of angiotensin-converting enzyme
inhibitors and apheresis. Transfusion 1994; 34: 891-894.

9) Kumazawa K, Sobue G, Yamamoto K, et al. Plasma exchange in chronic inflammatory demyelinating
polyradiculoneuropathy: different beneficial effects and their correlation to the clinical features. Intern
Med 1995; 50: 248-254.

10) Henriksson M, Newman E, Witt V, et al. Adverse events in apheresis: an update of the WAA registry data.
Transfus Apher Sci 2016; 54: 2-15.
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6.5. REMFHIEFGE

B

OCIDP (LT 2E—BRDEERIRETOT ) VEHEEE (IVIg) & BIBRERTOT RE,
RICMIPIRFCETHSD. NS DREEFETREN I RO—LTERVEEP, @
S5HNEH TRENERENMER TI R VZE(TENNEERESH B L IHENEREE LT,
REMHROEANEREINTE . RCT MTONLRBIDRRQFIE VS, BEADRE
AR U TREEGHDHIKRDESN, BESIUREKCTHEHEIRDHSNS 1

i

1) Y0KAT7=R
Y7 uKRAT 7 I FIRBCRIEMHRIR Z S, BERHICBIT 2 IME K% & OHRERIER
BUISH L THEENTWS, RIFTIE CIDP ICHT 2 EFEE L LT, RBEBECHERIED 5
N2 (EASEE RS 23 42 9 Ha@A). 1352 WY A7 74 v 7L Ea—
7WE % F 72 X F FRITIC BT, 73% DIEBI CTHEBIE DA LNz D OO, JEBIFRE R 7 — A
V=X EMGELTBY)ZEF YRI5 THEWY Yy ak A7 7 3 FIAGENHIVERE R
MR R H 0, B REPIH, WP, Wk, PR EOFEHEYH 5.

2) Y70AKRUY
CIDP (239 % ¥ 7 0 AR ¥ OEBNRE WGt L7223 ROBEMRICE D, Bk
BROFHMIERETH S 0 Ty uXRY) L ORWERERZ FRIT 57201 iREOE =
Z) Y THRUETH Y, HRANTRIMFERED b T 755 100~150ng/mL 127 5 & 9 128 5=
ZREITAIENED LN,

3) PHYFATUY
CIDP @ 27 fEfl % A5 a4 NIEYMD B 0 IE 7 HFFF+ 7)) VBRI EEESICE D T, 9 »
HEBIR 2T M TRABEENALON L0721 4 5 TI2BT 5% sk LR % )5 1k
2T, THFA T VHHHEBID 27% TR FEZBDTVE Y THFFTY V2T S S
ETHRIETZTTY VRATUA FEEG RIS TRIREND 2 0EAHTH 5.

4) =27z /-IVEEETIFIL
CIDP 2§ %337 =/ —VIEET = F VORIBRIIBIEIEICE &> Tnd 27 R4
FoA4 RS T, 3372/ —UVBET2FIVADRCT DFERIIAFESNH TV ARV,
EFNS/PNS #i4 94 2021 TlZ[Ia2 72/ —VBET 2 FVOMHAZMET S| £ ShTwn
5.
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5) XkrLFY—b
CIDP 60 JiEfl 2 %34 & L7z RCT TiZ X b ML ¥4 — b 15mg/HlORITT 7 REEL L C
HREGYEE RO Lo 72 ek, T, MsiEE %2 &2 5] &R 29 Thetd
5ZLbEEEZ, EAN/PNS A FIA4 TR AMMLEFF—FE2MHALAV] RS H
TWwh.

6) UYFIIT
CIDP (2H9 % 1) ¥ ¥ 2= 7 OH%FTHIITETIEH 60% DIEF] THHA A2 BD TV B 01975,
VY E U T BEFEGIRIBETIE T Y 2IZZ LW, &KETHEE® RCT 257h T
BY, TORRPHELNL.

7) ZDDFEX
EAN/PNS 74 FZ A4 ¥ Tl CIDP DEHFAIRICZ L, FEZET Y A LNV ORGEEY)
WL, LWL ISRV LIERLTWA 2 HES) OX M MLFH—MIMZ, DT
OFEHDHEEENT VS vy =70 Bla, A ¥F—T7z0Va, 74YTYER, T
VAYART, RVFVIT, ZZRNVET N, T7ATVT, IVFITEY, TNANIET
b, FHFURXTT, Fra) LR,

8) BxiEMEFHHiatEtE
CIDP OIHEEF DV D LTHOKIBHEY Y SR EZ SN TWAE I RS, Z0OKRES
JUHCIEEROR .2 HIEL C, CIDP, HEREFMIIGE, SIAMEHFRZ, stiff-person JiEfBhE
7 EOMRERES BT L T HRE MMM AHT S CT& 722 CIDP B#H 66 % & x 4
(2 LI BT ZE Tl 2~5 AR R BIEE S 7z, IRHRBIEIEIE 70 <, BBAI 2 SRR E T
78% WSRIEEM AN L L T HEMIRIE L 2 0, FIIRIIIL 66% O 2 R 7z ) /BB IE
Bl ARG L7z 322 B2 BT, 66%AEEEM L #HiE S, REFREARED 5\ 5mg LL
TORIEREATOA FEETay ba—VENTBY, 25% T ERER L2

ik

1) Mahdi-Rogers M, Brassington R, Gunn AA, et al. Immunomodulatory treatment other than corticos-
teroids, immunoglobulin and plasma exchange for chronic inflammatory demyelinating polyradiculoneu-
ropathy. Cochrane Database Syst Rev 2017; 5: CD003280.

2) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

3) Good JL, Chehrenama M, Mayer RF, et al. Pulse cyclophosphamide therapy in chronic inflammatory
demyelinating polyneuropathy. Neurology 1998; 51: 1735-1738.

4) Gladstone DE, Prestrud AA, Brannagan TH 3rd. High-dose cyclophosphamide results in long-term dis-
ease remission with restoration of a normal quality of life in patients with severe refractory chronic inflam-
matory demyelinating polyneuropathy. J Peripher Nerv Syst 2005; 10: 11-16.

5) Gladstone DE, Golightly MG, Brannagan TH 3rd. High dose cyclophosphamide preferentially targets
naive T (CD45/CD4/RA+) cells in CIDP and MS patients. ] Neuroimmunol 2007; 190: 121-126.

6) Cocito D, Grimaldi S, Paolasso 1, et al. Inmunosuppressive treatment in refractory chronic inflammatory
demyelinating polyradiculoneuropathy. A nationwide retrospective analysis. Eur ] Neurol 2011; 18: 1417-
1421.

7) Barnett MH, Pollard JD, Davies L, et al. Cyclosporin A in resistant chronic inflammatory demyelinating
polyradiculoneuropathy. Muscle Nerve 1998; 21: 454-460.

40



8)

9)
10)
11)
12)
13)
14)
15)
16)
17)
18)

19)

20)
21)

22)

23)
24)

25)

Matsuda M, Hoshi K, Gono T, et al. Cyclosporin A in treatment of refractory patients with chronic inflam-
matory demyelinating polyradiculoneuropathy. ] Neurol Sci 2004; 224: 29-35.

Odaka M, Tatsumoto M, Susuki K, et al. Intractable chronic inflammatory demyelinating polyneuropathy
treated successfully with ciclosporin. ] Neurol Neurosurg Psychiatry 2005; 76: 1115-1120.

Mahattanakul W, Crawford TO, Griffin JW, et al. Treatment of chronic inflammatory demyelinating
polyneuropathy with cyclosporin-A. ] Neurol Neurosurg Psychiatry 1996; 60: 185-187.

Dyck PJ, O’'Brien P, Swanson C, et al. Combined azathioprine and prednisone in chronic inflammatory-
demyelinating polyneuropathy. Neurology 1985; 35: 1173-1176.

Gorson KC, Amato AA, Ropper AH. Efficacy of mycophenolate mofetil in patients with chronic immune
demyelinating polyneuropathy. Neurology 2004; 63: 715-717.

Radziwill AJ, Schweikert K, Kuntzer T, et al. Mycophenolate mofetil for chronic inflammatory demyelinat-
ing polyradiculoneuropathy: An open-label study. Eur Neurol 2006; 56: 37-38.

Bedi G, Brown A, Tong T, et al. Chronic inflammatory demyelinating polyneuropathy responsive to
mycophenolate mofetil therapy. ] Neurol Neurosurg Psychiatry 2010; 81: 634-636.

Benedetti L, Grandis M, Nobbio L, et al. Mycophenolate mofetil in dysimmune neuropathies: a prelimi-
nary study. Muscle Nerve 2004; 29: 748-749.

Chaudhry V, Cornblath DR, Griffin JW, et al. Mycophenolate mofetil: a safe and promising immunosup-
pressant in neuromuscular diseases. Neurology 2001; 56: 94-96.

Umapathi T, Hughes R. Mycophenolate in treatment-resistant inflammatory neuropathies. Eur ] Neurol
2002; 9: 683-685.

RMC Trial Group. Randomised controlled trial of methotrexate for chronic inflammatory demyelinating
polyradiculoneuropathy (RMC trial): a pilot, multicentre study. Lancet Neurol 2009; 8: 158-164.

Benedetti L, Briani C, Franciotta D, et al. Rituximab in patients with chronic inflammatory demyelinating
polyradiculoneuropathy: a report of 13 cases and review of the literature. ] Neurol Neurosurg Psychiatry
2011; 82: 306-308.

Gorson KC, Natarajan N, Ropper AH, et al. Rituximab treatment in patients with IVIg-dependent immune
polyneuropathy: a prospective pilot trial. Muscle Nerve 2007; 35: 66-69.

Roux T, Debs R, Maisonobe T, et al. Rituximab in chronic inflammatory demyelinating polyradiculoneu-
ropathy with associated diseases. ] Peripher Nerv Syst 2018; 23: 235-240.

Fatehi F, Okhovat AA, Panahi A, et al. Retrospective analysis of response to rituximab in chronic inflam-
matory demyelinating polyneuropathy refractory to first-line therapy. J Peripher Nerv Syst 2021; 26: 469-
474.

Velardo D, Riva N, Del Carro U, et al. Rituximab in refractory chronic inflammatory demyelinating
polyradiculoneuropathy: report of four cases. ] Neurol 2017; 264: 1011-1014.

Jaime-Perez JC, Melendez-Flores JD, Ramos-Davila EM, et al. Hematopoietic stem cell transplantation for
uncommon immune-mediated neurological disorders: A literature review. Cytotherapy 2022; 24: 676-685.
Burt RK, Balabanov R, Tavee J, et al. Hematopoietic stem cell transplantation for chronic inflammatory
demyelinating polyradiculoneuropathy. ] Neurol 2020; 267: 3378-3391.
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6. :é/N

6.6. UNEUF—Y3Y

[E1E=3

OUNEUT—a EEICKY), EBRECLODELTITEL, BEFPIENABLGEZST
RENLERRENUEZLILSTITENEIH Y, BHEEZISNS. RUHSEIED/EH
HECBEREZHIEMNTDEEHITT 20E, RRERFOFHIEEZTHS. BHHIIIC
FRBCHBRLENS, BALBAONAICERLTERETD.

CIDP DA %5 & L2 RCT 137% <K, 70RAF—N—BB1HHLDOATHL. ZORE
TlE, HEFEEETO CIDP B% 18 241, HET 12 AMTFRNENB L LY AT v X
ML —= V7RV, RREREREE X OEEHEH I ONEZEEZ RO HOREED
Za—uNF—F5E LAZRCT X 1MdH Y, CIDPISHI (55 6Bl M EHIMIEZEFE)) %
BUBEMEOZ 2 - F—2HRIC6HEBOHETOEE 2TV, 77 RBELHELAEI
WA AT OUEERDTAS, GBI, SATHE) LR (medical outcome study 36
item short-form health status scale : SF-36) (213 E AW H B D Loz 2

P57 1% CIDP BE THRZFICED SN, HEEGICB T 2IE8HIRO—K %2 v il {JES7
##R 2 % Guillain-Barré JEMRE 16 243 X OF CIDP 4 £ % W 512 L BISHFZETIE, EAWEHT
W3, 12 MO ALY 2 CEB 2T, i), EFE, AR Dk L oLEIRES
SF-36 DY HEX B2 ZHITK Y IUNE ) F— 3 VEEAKDS, W (phys-
ical fitness) UMD INIIRIHZ b 72 53 W e AEHM S LT b 9 BH ¢ Guillain-Barré fiE
B 10 %4 & CIDP 4 %% MRIZL2WZETd, HERETOM 3N, 12 8O ML —=2 71
X o THRBERERIE S, LIMIRRER SF-36 DWFHE X BO TV 5 "

COEHITTETFT Y ALRVEEL 2000, SMHoA L HFEENICEWTY, 4
BB R ERWERT UMD ETH, UNEYF—Ya YRR AMEELOND. T2, %
ORI FAEBIEEED A2 59, BHINIRIE L 7 5 2 & A% WIS LR 70 & DAEIR ¥
DR, BAEMWRGREREOYEE b ST et rd 5.

CIDP 2N IRE Lo Miahid v ads, M & Bk, 2N B o fm i, B
ZHiX, BAEITENS 2 MY 5 e CEMEGERO FAERE L 25, BRICX VRS bo—
VDWW TLREOBEIIC BT, KT OARTR CHRHEO X 255 ORI M 72 &
ANOMIBLVETH S, T2, BRIREIZ X o TRERM LIRS E L 5720, RHAOEE
SWLETH 5.

CIDP B Tl A & i L TIRE)aA 5N ) (activity-induced weakness) % iH3 TR,
HHEANDRI 6D A7 Wb EEND Y UNE) T = 3 YIZB AIGEFHREN ) 0%
WOWTIERHENTE ST, SHBORFDELNS. FEERTIIEY 28, BEEGO®M
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R L TIRERN - FRHOVNEY) 7= 3 Y 2OPMTLH I LR 5D, — T TRAMIZX
LEERCHIERENLETHS.

ik

1)

2)
3)
4)
5)

6)

7)

8)

9)

Markvardsen LH, Overgaard K, Heje K, et al. Resistance training and aerobic training improve muscle
strength and aerobic capacity in chronic inflammatory demyelinating polyneuropathy. Muscle Nerve
2018; 57: 70-76.

Janet L Ruhland RKS. The Effects of a Home Exercise Program on Impairment and Health-Related Quality
of Life in Persons With Chronic Peripheral Neuropathies. Physical Therapy 1997; 77: 1026-1039.

Merkies IS, Kieseier BC. Fatigue, Pain, Anxiety and Depression in Guillain-Barre Syndrome and Chronic
Inflammatory Demyelinating Polyradiculoneuropathy. Eur Neurol 2016; 75: 199-206.

Wonink HA, Kruithof WJ, Goedee HS, Beelen A. Chronic inflammatory neuropathies and their impact on
activities and participation. Eur ] Neurol 2023; 30: 1928-1936.

Garssen MP, Bussmann JB, Schmitz PI, et al. Physical training and fatigue, fitness, and quality of life in
Guillain-Barre syndrome and CIDP. Neurology 2004; 63: 2393-2395.

Bussmann JB, Garssen MP, van Doorn PA, et al. Analysing the favourable effects of physical exercise: rela-
tionships between physical fitness, fatigue and functioning in Guillain-Barre syndrome and chronic
inflammatory demyelinating polyneuropathy. ] Rehabil Med 2007; 39: 121-125.

Graham RC, Hughes RA, White CM. A prospective study of physiotherapist prescribed community based
exercise in inflammatory peripheral neuropathy. ] Neurol 2007; 254: 228-235.

Oaklander AL, Lunn MP, Hughes RA, et al.Treatments for chronic inflammatory demyelinating
polyradiculoneuropathy (CIDP): an overview of systematic reviews. Cochrane Database Syst Rev 2017; 1:
CD010369.

Straver DC, van den Berg LH, van Doorn PA, et al. Symptoms of activity-induced weakness in peripheral
nervous system disorders. ] Peripher Nerv Syst 2011; 16: 108-112.
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7. BNHEE, BESRR
7.1. RHHIE

CIDP 5 X O° MMN (&, [ #5510 5 BEARAF (B9 2 3] (i) 12 &) EofisE
W (RE RS 14) ICRESNTBY, EHRBURONRE %5, EIOZHE (FARHA
NG & &7 HEEEEE SMENTIR T 72 EBRAIRERTOBINRINLAEI N &, [H
TEBBEREARTE ] A3 S, WA OIS U CIRBFEER A 25 2 LR TE S, B,
AR OERBERA 22175 2 LA TEL00E, FHIE LT E R TITb 7z BRI
oz, FEL CIRERNRE v & — DR —AXR=JIZRHWMS N T 5 (http://www.nanbyou.
orjp/).

R SIERDEE T 2561213, JEROFEEIS UT, FEREEFTR (AAah) %
HEEd 5. MEOHEMIE LT, FMITH - Ty — A2 X5 e TE L. T2, il
PRERHIBE DX & 72 B 65 WP L CIE, WIXETAS ICHIGE LEAEREL 2T 5 &, BESNIA
RN L THRA Y —ERAZ 2T 5 EDTE S, 65 LT CTHURRE & 2 T BRI AL
EEMEN TV DEEE, BEEERGEREICESE, DEEBEDONIY— A E2XT5 2
ENTES.
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7. pHHIE, BERIBR

7.2. BETIER

B

OCIDP (NU7> hESET) EZDBBHRETHS MMN, HEUHMAG =2—0/5F—,
BEREE/ K/F—DESRLE UTRE CIDP 47— N L—TH53.

i

Slnllg

ZFE CIDP %R — M 7 — 713 2006 FICEZF L ZORBCL DAL, EEEZHEIT TS,
BN YR R 2 BT SR S O SR BICRRE SN T W e o 72728, 2007 4 8 H IR A
S [P SAEVE BB 2 iR (CIDP) & & O R0 B 2 FE e i G e S o X &
PRIBICRAET A2 L RO DL ELE | IR, T8 L EESEE R E IS ELNE 2 Hil),
2009 4F 10 A2 CIDP & Fifgse U dF e i BB e S o xh o . (B X3 e ) 278
Sh, FEBINEAHEE RS

BAEOWEENE LTI, 410, BMEICX 2 EGHES - ka2 ML, SEBE o
ZEE L, RBUCHEZIBIL TwA. 2007 £ & 2017 SEICEFERNEZITV, 2018 412 [4
E CIDP %R — b 7 V=712 & %, 18HSEERREITEZ ik (CIDP) B X 02 ORBEED
EEEEREREHE] ZHAL, WREd LT,

S (G 3 IFAT) R A=V =2 —Z (H 1 I347) 121, B LR LICOowTo Yy 7
AWML TWAE. EEEB (BERLZORE) OXHRITT ¥ T4 YLis FE40), EHTOK
e REW) ZBELTHY, EHoOSE LTLINEA — 7> F v v bbb,

[IE£&E%] 403 4 (2023 4 3 H 31 HBUE)

Eph&B%] Bk 1 HE, A 20 %4 (2023 4F 3 H 31 HBLAE)

[£E CIDP H R — 7 )V —7DH A b https://cidpsgj.org/
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2% CIDP OZRICHITS CQ &3

Clinical Question 1
CIDP DEZBRICH VT, ETEEFZMREITHREINSH?

CIDP A"BONBBEICH VT, BRGEREZTOCLZE<HEET S,
[GRADE 1C : #&En3x 1 [ELVER|, TEF > ADERM C [{K]]

(E:EERESTY)

CIDP OZWrZB T, BREHAIRA, & 0 DITIE AThI T 2RIt a2 1
wWieig e ea 2z KRR L 2RI R, 287 Y AOMEMEIERVDY, R AT R
DR & L TERAEHEIREOAMMHRILCROONTEY), IThITHEHSIhTELS

 OFBWEE AR ERA DAL TN TS,

HRER DB

1) BR, JOMEOEBEE

CIDP i, EMZMHOBREFBMIEL S 2 —uF—L 3 TBY, Zo [Pl ZiFH3 5%
ik LTSRN & R E MR & 3D 5. SRR A BRI it 7 phifet & BRAL AT
RSN, #OELMEZIT) 2L TERV, BRAERLNBRE, %20 T KRR SR
BTFEPHETEL ORI THHTE, REID L DR UMAEI TR Z &0 6)5{fTh
N, 2L OBWFEEIRHEN TS, BITIE, EFNS/PNS 74 F5 4 vV OBRLSHiHiES
YET L7z EAN/PNS #'4 F 54 » 2 OBRGHERE (R 1) 2ZILHCONE X HIZHh->Tw 5.

2) @S, IETVADEY

CIDP O #BIiicB VT, KMHRmERE Y BV 72GE6 L Hu R W& 2 ik L2078k %
V. LALRYS, IO T— 5 R= 2B SN TS CIDP B CERMMRmERE D 2%
LTz E25N5%) I2B1F5, EFNS/PNS & %\ X EAN/PNS DR ZHI D%
X, BBLRT70~80%E, HREIZNBEERESNRTHS ™ oFh, WHKWIC CIDP &
ZWTE D EZED 2~3 41X EFNS/PNS & 5\ & EAN/PNS OB S LHEZ M- S vz &
AWRIEENG, F/2, BREWORER, SHAREICL > TOREZIEITRBINTVS.
460 BIDA 5 1) 77— 5 N— ZA DRI (IHFR) 1%, 82%23#IUf CIDP, 7% A% CIDP,
4% HSEET CIDP, 4% 7% 5tk CIDP, 35%2YUKHEE CIDP Th -7z, ZD9H 5, WA CIDP
@ 82% 1% EFNS/PNS DER S H#E % {7z L7275, —5C CIDP /3 7 >~ b T EFNS/PNS D&
KW A Z 72 L7201 76% (EALI CIDP 70.5%, AR CIDP 75%, EBE! CIDP 88%,
23 CIDP 76%) & A{XAh - 72, LRI CIDP (2R, CIDP N 7 ¥ F D13 ) BEFOERS
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&1 EAN/PNS fiA RS A v DETZHIELE

EEFHRCEREEE

(1) BRpEZR<ZFIBMR : AL EBHUTD 1IEE -
(a) EALEFDIER _LRD 50% U EDIERN, 2 R THOND. (FIREEIRELC LD FIRIIEDPHREES 7R
)
(b) EEREDIEEFED 30%L FOETH, 2 MR THOEND.
() FIRBIFEOIER LRD 20% U EDIER (EAIESRIE CMAP IRIEH IEE FRD 80% U TDIFEI(C(F 50% L E
DIER) B, 2 WRTHSNS.
(d) SEAIERHRIE CMAP IRIBHIEE NRD 20% LU ED 2 ##& T FEAHEALTWVS. hD, AR EH 14
B ETHOREE/ NS X—9 2 h' 1 BB EH5NS.
(6) BREWRZRHRET, BFHHEREE IO v (EAZEHRIE CMAP RIERIBHIEE TRED 20% U ED & &R
AIEBRE CMAP HRIED 30% L EERULTWD) & 2 iR TeRH D, Fielk, 1 #iBOH TH SN D EZF D
1 @R EIC FREERRIREE/NSX—9 21 1 BB EHS5NS.
() ERFEEDEL IR CMAP BRMERHGISE AR AR BN 30% U BT 2h' 2 iR ETH
5N%. BREMRETIE 100%U LEETS.
(g LITDOEEDZAEBRE CMAP OFHGEIE GRUIDERMEDIIS LAY DS REDRIEENIEIRICED FT)
Lﬁb\ 1 R ETHEND. hD, DD EH 1 HRM ECHORE/ NS XA—9 °h 1 BB EH5NS.
LFF 2Hz B§ : IEd> 8.4ms, R&> 9.6ms, BEE> 8.8ms, FEEMIE> 9.2ms
LFF SHz B§ : IEd5> 8.0ms, R&> 8.6ms, BEE> 8.5ms, FEEME> 8.3ms
LFF 10Hz 8% : IFd> 7.8ms, R&> 8.5ms, BEE> 8.3ms, BEBEMHE> 9.2ms
LFF 20Hz 8% : IF95> 7.4ms, R&> 7.8ms, BEE> 8.1ms, EEME> 8.0ms
(2) FRBEZESE<ZHI 2B
(1) [CHET DD 1 RO
FEIR 1 COREEDIRNTD/NS A= (&, ZAEHE CMAP HFIREDIEEZRWNT, 2Hz ~ 10kHz D/ R/Y
AT 4 )UY —=FER U TR N, EmAERRIE CMAP JER-EIE, 2, 5, 10, 20Hz D LFF ZBWTIER SN e,
JERR 2 | BRI GEREDIIE RESRDEN, &2 WVEEMRIEZENT S) [CDWT
- BEIRMCEEEICE—RIOED, RE EEETIHET), BE @EEETHET), REERZRAVD.
ZMEEZmICSRBRVEEE, WRIOEHER THREZITON, EP-REWETRE, Erb sz ML THLL.
BEEREE IO Y I FCIIMEEELEE, REMRERIEI XY M rEEEHREEBEI I XY MEEHR UL,
< [EP - RE@ED Erb ;)2 - FEREEOLGE IO Y JDHIEICIE, S50%UED CMAPIE I HRETHD. Fi,
IECh#R - JEEHEN EHECR T D ARMIC(F, REMERMZLET D), BRANNETHD. (LrEU
EAIFREHCIRDBEIE T DERY TlIERELY).
- HIERR BMREE T 0w J DZHICIE, Martin-Gruber MEDBRANDNNETHD. F R 5/I\IENERTICELIF
BERABV CHRESCIEPMRZRHT 5.
- HIBER I Eh B 'O w J DEWIC(F, FERHBEORB@ROIRHZDE T INENHD. EPHEFE
RS (C, SEHENEm & /IENGHICERERZEVCRET 2 &, REBUGRHATEZRETES. ELLRI
B CIRREMRSZED/IENEFN S (F CMAP ([FECERS 1R
<RI CMAP A TmV Rl EEEICETULTWRIES, BEE, Eh, RE8, E8HRTIE &V IANOZEHZ S
e UGERT 3.
LEDEWRICED/INTA—ITD (@a~g).

REHRCEREESE

(1) CIDP
BREMRCERE (ZBROIER, SNAPIREBOEKT, FIRFERBEZRBAZTEEREDET) N 2 HRICH
5N% .
(2) Possible CIDP
- (1) [CETDIN 1 HREDH .
- XHEI CIDP (EERGEIER) (FRDa) Fieldb) ZiEmicdmnENDS :
a) < 80% of LLN (SNAP #xiE> 80% of LLN D& FE) Fizld< 70% of LLN (SNAP #RIE< 80% of LLN D& F)
MIED, RE, #8, BHEHROSI 5260 2 @RICRDIN, FF
b) “sural sparing pattern” (IE9 - S SNAP [FE2E CTHHISHE SNAP (F1IER) CGFREEREZIR).
AR INSOEEFIER EREMRETEE ZXF) T2 Z AT N TLRWZs, sensory CIDP Da2HI3 6
REY - SREEFHIEAET possible FTTHD.
IR 2 BEISHRD SNAP IRIBFE#iE EBICETI2DT, 60 RULDBETIIERFIDEREZRANDZEH
BEETH 2.
FERIFFET 33C, HETI0CYUEETERE.

CMAP : compound muscle action potential, ULN : upper limit of normal values, LLN : lower limit of normal values,

SNAP : sensory nerve action potential, LFF : low frequency filter
(Van den Bergh PYK, et al. Eur J Neurol 2021; 28: 3556-3583. 2 & W3|H)
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2% CIDP OZRICHITS CQ &3

W HEHE 2 55 72 LIS WITREMEAVRIB S B 7

FRMARRAERA % VW72 HBLAS W ER ORERREDOEICOWTIE, AAN SHiiE
Koski & ?3E#E, Van den Bergh & M#&#E, EFNS/PNS 74 NI A v OBLGSWiIE#EZ ik L7
WE2H % Y AAN BWIEEHEILREE 45.7%, HFFEE 100%, Koski & OHEMEITIRIE 63%, FEs
£ 99.3%, Van den Bergh & OFEH#EIZKEE 79.5%, FFHEE 96.9%, EFNS/PNS O A Wik i
[ definite/ probable | DJ&FEIL 81.3%, FFFPE 96.2% &, EFNS/PNS OG5 WAk (3 B 52
BELHENTWD I LHIRE N7z, EFNS/PNS & EAN/PNS O & &S Wik o L T g,
EAN/PNS B Z W HLHE I3 RIE TR R 5 b DO DOFFRIE T EFNS/PNS RS W15 2 &
ARENTWVD Y

WS AREREL & LTI, MR CIDP 24§ & BEPRIFIES = 2 — a3 F — 12 BlIC BV T,
AAN FZWEHE B o KRR RS % 72 BAS W E,  AsiEfg X 13 C Lk (50 A >
12%\ZIHERERT L), B F-SpEEEE (5 AiELL L OWiRE) % BGE L7z @S5 5 9. AAN SRk
DRPE T ELAZWHEHED 33%, MREMMEM 513 C LA 50%, T THHMEEILHED 79% TH -
7o. —HT, BRRES I = 2 — a8 — LR L 7R R I A W 100%, AR HRE
RIS L 83%, HEAMBBIOL%TH Y, FHEOHIIERLSWAEAEZ 72 S VI E I PRI A
FEEMEZE T REL LTV,

3) MMINRIVEERRE
OF7 I NHALALRICETDIE T ADEREFESH
BEBEDRRHZ 3B\ TR MR S AT O A ML < G ST WA %Y, CIDP (2B W THRAY
MRRAEEMRA Z WG E R WA Z L L 22281374 { T €7 ¥ 2 OMEFEMEI V.
WA RITA AMERERH, CQMUSANVEHARBOREOREC) & L.
QFIFEEDNT D R(FESH
AR R ERAEIIIL CERLTBY, KNS EZ RE T 22 RELR B oN, #
DR LFEITIRETH B, AIBICBITHI A MEIFEL BVWEEZLNS.
GOHBENIL—FT 17
A FTA4 MNEEER, CQMUNSANERABZROBEORNR, 2K TMTH I Lzl
CHERES B | L BPELT

4) BHETBENDHA RSA U DELE
EAN/PNS 74 K54 ¥ Tld, KMMBZEMRAEDORATZ M HERL TV 5.

5) S&DIRFREZE (future research question)
REMREILGEREDO FRIIM—SNTEL T, 2L DR TIIEEHEZ AL T,
S5, REMREEREDONT X =5 IREEMICL HEZPRENILIAOLNTVS. 3
L D%  DEZEIAWF RORIHEAE L Tzt ol b o 5

ik

1) Van den Bergh PY, Hadden RD, Bouche P, et al. European Federation of Neurological Societies/Peripheral
Nerve Society guideline on management of chronic inflammatory demyelinating polyradiculoneuropathy:
report of a joint task force of the European Federation of Neurological Societies and the Peripheral Nerve
Society - first revision. Eur ] Neurol 2010; 17: 356-363.
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2)

4)
5)

6)

7)
8)
9)

10)

Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

Doneddu PE, De Lorenzo A, Manganelli F, et al. Comparison of the diagnostic accuracy of the 2021
EAN/PNS and 2010 EFNS/PNS diagnostic criteria for chronic inflammatory demyelinating polyradicu-
loneuropathy. ] Neurol Neurosurg Psychiatry 2022; 93: 1239-1246.

Rajabally YA, Afzal S, Loo LK, et al. Application of the 2021 EAN/PNS criteria for chronic inflammatory
demyelinating polyneuropathy. ] Neurol Neurosurg Psychiatry 2022; 93: 1247-1252.

Athanasopoulos D, Motte J, Gruter T, et al. Evaluation of the EFNS/PNS diagnostic criteria in a cohort of
CIDP patients. Ann Clin Transl Neurol 2021; 8: 1110-1121.

Liberatore G, Manganelli F, Doneddu PE, et al. Chronic inflammatory demyelinating polyradiculoneu-
ropathy: can a diagnosis be made in patients not fulfilling electrodiagnostic criteria? Eur ] Neurol 2021; 28:
620-629.

Doneddu PE, Cocito D, Manganelli F, et al. Atypical CIDP: diagnostic criteria, progression and treatment
response. Data from the Italian CIDP Database. ] Neurol Neurosurg Psychiatry 2019; 90: 125-132.

Rajabally YA, Nicolas G, Pieret F, et al. Validity of diagnostic criteria for chronic inflammatory demyeli-
nating polyneuropathy: a multicentre European study. ] Neurol Neurosurg Psychiatry 2009; 80: 1364-1368.
Haq RU, Fries TJ, Pendlebury WW, et al. Chronic inflammatory demyelinating polyradiculoneuropathy: a
study of proposed electrodiagnostic and histologic criteria. Arch Neurol 2000; 57: 1745-1750.

Allen JA, Lewis RA. CIDP diagnostic pitfalls and perception of treatment benefit. Neurology 2015; 85: 498-
504.
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2% CIDP OZRICHITS CQ &3

Clinical Question 2

CIDP @;aBIcHNT, EIBRERAFOC FESEIFHEREIN
3h?

CIDP MERICHWNT, BIBRERT O REZEAT I L ZHRET 3.
[GRADE 1B : ##2mD38X 1 [EL\#R], TET> ADHESREB 4]

(OEESERESTY)

AR EATOA FERIE, hE CTOREEBRBRASANTH S I LM RBIND
A, oK - L - BRICOWCE AR YT RiEhn

TR R UROBGFZEAFAVTL N2V 0 VEHEIC K 2EHR2 OV A# I, EA
W X OHERREOMFHICB VT, BEAROEGOREBRLE LTEEIN) 5.

EUNCH 2RI E A 704 FEEHRIE, ERRBEHZ25I SR SWEEES D 5.

HRER DB

1) BR, JOBEOEBEE
CIDP BE I T HHIBREATH A P, IhE ToE L BRERIrOEFITHLZ &
AR R I N T WA, 1982 FFIZHER SN2 8 IO BH T HIFEMRCT TIX, 7L F=
Vo GRE (14 B1) 3G (14 B1) &L THRZEEMEONI2Z EARENT NS

2) &S, IEFVADEN
BUE, BITEIEREATFOA FEELTHWONRLZ EDRLVDIZTL F=Va v Thb.
—fgi 7 7L R = a 08 AR 60mg/H 7213 1 mg/kg K& (NETIE 1~1.5mg/kg) Th
D, A~FOHMTO - D@ETAHENEONL. AT704 FEZBHEGICTXE 2R
HEEGD X, EORAF oA FEIRSET A, HRMICEIRNEE S ) 22 5XEH
BOZME T RXED, ZEOHICHETIWHELRIE T Y AR v AR, TF 2 ¥
VOV AEEE (IS 1 EOF 54452 40mg @ 4 HEGERBEMRE 1 7—ve L, 516 27—
V) ETV F=va WL (60mg/H 25 546 LT 5 ARHERE L TZO% 0mg £ Tl &t
32 NI D% ik F RCT (PREDICT study) Tl&, 12 » O MR TR ICA B2
WX%2o7zh s FOHRO T+ =T v THIFE T, HETRD SR T CoFER RO 7
LE=vuaryTllO0 2 ATHo7zDITHL, THRFERAFV OV AFETIXI7T5 2 HE LD E
Mol TFLrR=vua Wik g a7 CERER (intravenous immunoglobulin : TVIg)
DZEEMIZ U AL —N—REETIX, WL A THEREZBD LN L7
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2010 4™ EFNS/PNS ' 4 F5 £ », 2017 4£® Cochrane Review 8 & UF 2021 4 EAN/PNS
HARTA I, RFREATOA FEIHREE) T CIDP Ofeik 2 BAL S8 2 WEelk2 S 5
LELLTWD T L Lads, TOBEOHMIZHR 5 T b Donaghy b O#HETIE, F
BREATOA FEEGAZICHEL 724 Pl3LHMEE = 2 — a8 F—Th ) &, i MikaE
B CIDP & $ 2D TH L %2515, 10610 CIDP MR L LTSI 25~
POV AFRED A By FRAERIZBWT, 1 BlOFFEE) A CIDP AMEREE D 72D 12 % L 72k
E0DHDH. LrLl, ZORBoOT Y M) —FHIERSEEFROBE TH 5720, HEOFEH
S TIE R Y BB CIDP ~NORIEREEA T A4 FEORHRIIOVTIIW L D90
b, 460604 5 1) T OIR—FTIE, HHEET CIDP @ 7 FH 4 23Ry &g 2 hT
W50 F 7, MiMGERR CIDP o Fn-Eh 4 Blapl, 260 1 FIDEIR R EA T a4 NI
PEThH o7 THHEDVDH S W2 Lzds- T, FiMEEHH CIDP I § A RIEREAT 0 A
P, REPZ L EHAYEH D SO0, HEBEREZHESEL L2 LRHFTLIET VX
3z L,

3) W NRIVBERSE
OF7 I M NARRICATIIET > ADEERMEEFESH

RIE R AT 04 FEOL R BiGHE & i L 723 BR1E, 1982 RIS RS 7z 28 Bl i
W 2IEEMRCT DA THY), TEF Y AOMEEITE L R KR CQITHT BHEIED(E
BZHizo T, THhFE TOBIRHIIL BE LBRARER? S, BIEREATOA FHEH CIDP
WA THD Z EHMRRENT VL HZEZEL, HROMSII RAHELRE], 720
MEFEMEE B2 T L 7.
QFIWEBDNZ VR FESH

BRI AT 04 FEIL CIDP GHROE—BIEE LTHWL Z LA TE L. L LAadsh,
AEREA T A FEOBENZEER, 3hbb e, SHRE i WRw A
WEE, KBS, RIE 2 EANARIC X 2 8% B2 iEELsH 5 2 L 2 ZET 5 0%
DdbH., MEKEATOA FEICX2HEFDRIBEB LS8y A2 T 2% 0wo
T, BEZEEERIBE LRSS, WEEEMWIHAAL. 72, 22—V 2AF 2% TP
D72HD ST FHIRE AR AR A — M EOFHBIEGHEDOBMS ZEETRETH 5.
QEKDFEFEE IR MPERDNS R EFESH

CIDP (24§ 2 5 —EPGEH & L TVEDITF 5N TWw5 IVIg, BITREATaA FEBSLY
MAFALHE E TN FAEOR RS D 5 L SNTVEHS, KFETIIFMENEEFE L T IVIg
PHEH SNHEEDE . L LS IVIg RIMEEATH L 2 L2 a A befiolEs
ERTHUENDH L, BIEREATOA FERIIKIAMTHY, D15 TH 2L IVIgIC
A0, TNOHOEE, 3R B XOEBNEZBEEL 0782w,
OHBEDIL—T 17

SR VHESE.

4) BRET BFDDAHA RS AV DEHE

EAN/PNS #'14 K54 > Tli, CIDP ®DEFIZBWT, BIBREAT A FEE2HHT LI &
ZERCHERRL TV B Y
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2% CIDP OZRICHITS CQ &3

5) BEEZIV VT ¥
IO 3 5 Q&A 321 #ZDZ L.

6) SEDHFEE (future research question)

RIBREATOA FEIE, IhITOHE LHRERPSANTH L Z EAMIRRING
A, EBORIEREATOA FEEZGHRIVELZHLN L >TELT, TFF 25V /&1
BHE72EXF VTV Py CEHEIC X B EAE OV ZARER, BARED X OHERRRED
MFZBNT, EHREIRGORBL LTEEIN) 5708, GHROVGEFLETDH .

ik

1)

8)

10)
11)

12)

13)

Dyck PJ, O'Brien PC, Oviatt KF, et al. Prednisone improves chronic inflammatory demyelinating
polyradiculoneuropathy more than no treatment. Ann Neurol 1982; 11: 136-141.

van Schaik IN, Eftimov F, van Doorn PA, et al. Pulsed high-dose dexamethasone versus standard pred-
nisolone treatment for chronic inflammatory demyelinating polyradiculoneuropathy (PREDICT study): a
double-blind, randomised, controlled trial. Lancet Neurol 2010; 9: 245-253.

Eftimov F, Vermeulen M, van Doorn PA, et al. PREDICT. Long-term remission of CIDP after pulsed dex-
amethasone or short-term prednisolone treatment. Neurology 2012; 78: 1079-1084.

Hughes R, Bensa S, Willison H, et al. Inflammatory Neuropathy Cause and Treatment (INCAT) Group.
Randomized controlled trial of intravenous immunoglobulin versus oral prednisolone in chronic inflam-
matory demyelinating polyradiculoneuropathy. Ann Neurol 2001; 50: 195-201.

Van den Bergh PY, Hadden RD, Bouche P, et al. European Federation of Neurological Societies/Peripheral
Nerve Society guideline on management of chronic inflammatory demyelinating polyradiculoneuropathy:
report of a joint task force of the European Federation of Neurological Societies and the Peripheral Nerve
Society - first revision. Eur ] Neurol 2010; 17: 356-363.

Oaklander AL, Lunn MP, Hughes RA, et al. Treatments for chronic inflammatory demyelinating
polyradiculoneuropathy (CIDP): an overview of systematic reviews. Cochrane Database Syst Rev 2017;
1(1)

Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

Donaghy M, Mills KR, Boniface SJ, et al. Pure motor demyelinating neuropathy: deterioration after steroid
treatment and improvement with intravenous immunoglobulin. ] Neurol Neurosurg Psychiatry 1994; 57:
778-783.

Molenaar DS, van Doorn PA, Vermeulen M. Pulsed high dose dexamethasone treatment in chronic
inflammatory demyelinating polyneuropathy: a pilot study. ] Neurol Neurosurg Psychiatry 1997; 62: 388-
390.

Doneddu PE, Cocito D, Manganelli F, et al. Atypical CIDP: diagnostic criteria, progression and treatment
response. Data from the Italian CIDP Database. ] Neurol Neurosurg Psychiatry 2019; 90: 125-132.

Sabatelli M, Madia F, Mignogna T, et al. Pure motor chronic inflammatory demyelinating polyneuropathy.
J Neurol 2001; 248: 772-777.

Pegat A, Boisseau W, Maisonobe T, et al. Motor chronic inflammatory demyelinating polyneuropathy
(CIDP) in 17 patients: Clinical characteristics, electrophysiological study, and response to treatment. J
Peripher Nerv Syst 2020; 25: 162-170.

Eftimov F, Winer JB, Vermeulen M, et al. Intravenous immunoglobulin for chronic inflammatory demyeli-
nating polyradiculoneuropathy. Cochrane Database Syst Rev 2013; 12: CD001797.
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Clinical Question 3

CIDP O8EICHWNT, REIJSOJT Y VEERIHERESINZN?
(BA - H#FEE)

EABEE LTRET 07 UESERE (VIg) £75 L A#ET .
[GRADE 1A : #E0#X 1 [BUMER], T2 XOREM A [B]]
BABEE LT IVIg BN THIBICIE, #ESmEE LTREI0T VS (Vg L
L SClg) %175 & & HIET 3.
[GRADE 2A : #EBND®X 2 [REMSHEE], ILFYA0ORREM A [E)]

(i ESENESTY)

ZL.

R DB

1) BR, TOMEDELE
CIDP 1233 2 %fEin & LC, FTEARELIT, TORMEZIHRE L72d & ITHERRE:
EIT)ONBFEATH LY QE7O 7Y YHEERZRGHECLY, REFTT) EHERE
(IVIg) & a 7Y v B FiE#E (SClg) D 2 0hH Y, BAFDL LT IVIg A5, MRk
& LT 1IVIg & SClg DM#EHD WK - RFETHREI N TS, Fl iz Z L & < & b FEM/T
REZ 00 70 7 ) YHREGIAEN R, B EOZ— A EEWEEZEZ b5,

2) @S, TETYADEY
OEANEE
HABEL LT IVIg OFMMEZEHE L 72 3CRIE, 77 e R2WIE L72T > & 2L ik
B (RCT) 235 dH Y 25 D5 HFe2 0 BICLTA SR AITo 72 LM 7 Thore, &
B, MRS 2 WIS L2 RCT 1 i *, B RE A 704 FEOKEIHRG 2L
RCTL#Hi % AFNT L F=vo 52 BIC L7z RCT 2 M (2Hi& d[F—o RCT)OY T
Hote. Fiz, BAFREL LTOSClg OAMEEBE L2 RCT X 1#i ¥ Th o7z,
7T Re L L7z RCT5 #ii & W42 L7z 2 & T (N=235) Tl&, IVIgf4 1 » HRAIC
REEREDYE L7ER OB A7 7 R L IR L CHEICE» o727 T/, MAEscHuik L
WL 78IS ER - 7 024+ —"—38k (RCT) T, MAESHidnt (3 M8 2 o, Zok
3EMIEHE 1) & Hl LT IvIg B (33EMIEE 1 10 04mg/kg, Z D% 3 EIIEHE 1 [ 0.2mg/kg)
&, 6 MBROBEESCH KT R a7, HEHIEHEMLEGEA I TICHELE I o7 GE%
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2% CIDP OZRICHITS CQ &3

PP, FL F=vn EORY (RN 28I 60mg/H %, LK1 HEM I X1 40mg/H
—30mg/H—20mg/H—10mg/H & #lliik) & KL T 1Vig (20g/kg % 1~2 HIETH&4:) T,
2 AR BOBEEICHEAIASON o729 AF VT L F=U1 ¥ (mPSL) ORIKETERRE
M (05g/HA M4 HE, 17 HIEICKIE) LI~ IVIg B (0.5g/kg/H Z ke 4 HE, 12 H
TEHAE) T, ARERCAERR, AR EOBMEIC XY 6 » HRORRCHER IR L2
BlOE G HA RN 7% A - 72 (Immunoglobulin Methylprednisolone for CIDP [IMC] study) .
Z? IMC study TiZ, HHFHILEOFFREOAICE L CRNMBISEHIZEN 2 S TB Y, mPSL [
REFIIRERE L IVIg BEE CIIMRRICHEAE 2 ML BV HREREZ R LT, W5E
TOWIMIE IVIg BECHBEICEA - 72 SOOI, BARELEL LT, Vg7 IERE
EARTEOHERT, 2o, IVIg (ZHFUMBEHR LRI E A 704 N3 GEH AL 20 LK
) EABOAENEEAHT LI EERL TV,

AL LTO SClg DR MGT L 72— SClkiE, IVIg 2 iz L7277 v ¥ 21t -
—FHEW - 70 A% —N— i (N=20) TH2 2 ZoffFETid, 10AMOBIZENM<T, 3%
FEMIE H T d 2 A S HEER ) OUE L SClg BE L VIg BT A% TH 57228, RADY
FHEFE TOMMILSCIg BEL Y IVIg BEA L ) HAro 72 12
@):257 -

MERRREE & L C IVIg OAH R BFMi L 72 RCT OXHkIZFI 6 i CThH -7z Wilx, 77 &R
EAHRE L72 RCT A2 4 (2# & F—o RCT)PY, MR oGEra7) yHhEERE L7
RCT S 1 #@ %, gra7) Y BAOT T 2 FOECEZFM L7z RCT 251/ °, %570 2
N L72 RCT 28 1 #i 17, IVIg MERRIEE: & Hill L 720 b OREEREEALY) X 7 % 57ifi L 72 RCT
BLEY Thote Tz, MR L LT SClg A% 37l L 72 RCT O SCHkIET 3 #1072
T, ZOHHO 2L~ RCT ICHT 5L TH 5.

75 R EMIEIC, Vg OMEFRRE L L CoA Y% G-l L 72M— o RCT (IVIG-C CIDP
Efficacy study : ICE study) Tid, IVIg#F (#IZ 2g/kg, €Dk 3MM & I2 1g/kg 2 ##HE)
377 B ARREE AN, BEHFENYEE L2 BZOHEIRE ., Thid 24 B $ THEFF Sz
X512, IVIg DRIEDNASNZBED ) HERAOYFIE L7z BB BRI 24 B $ <himL
Beld 1 IVIg ZHMERFS 2 2 & CRERMIM (24 R) ([CHRET2HER T 7 L REEL ) o7 )
IVIg #ERHR O 7 1 7)) » H# % -l L 72 Progress in Chronic Inflammatory Demyelinat-
ing polyneuropathy (ProCID) study Tid, 3£/ 107 YRR LEEREA 7 a4 N2
BAFEDBZ I L, MIE D IVIg (2g/kg) (2t T 3H T L2 1VIg (1g/kg) Tkt 5 2 &
T, R=R T4 URE IR 24 B F TIZ 80% DIER CHEEEDYENA SN P Z OFEIEHE
Fifeik & LR R (05g/kg/3 38) BETI1E 65%, aFiR (1gke/3 ) BETIE80%, AR (2
g/kg/3 ) BETIE 2% CTd H, 3 BEMCIHLAIRBE & IS REE L OO A THEENR SN Y,
IVIg MEFERREECH WA g7 v 7)) V8K 75 2 FOEWICE L CTHE L7z RCT T, #%
5% BAI & Ak 10% B & TIEERRIA A IEVIZA SN aho 729 VIg MifHEEo L v
A % Kiid L 72 dose-response RCT in CIDP (DRIP) study Tl&, IVIg #EFE8 o o il % 5t 4
2, AEHEERGORHRL T2 (FHO Vg 58050 EZ I OME « 72 21 X3/
Ll 1g/kg #1T-> TV AIERITIZ 1.5H T L2 05g/kg ~) DAY - “EMICHT A7 02
F—=N—=REBDT b NTA, IVIg ORI GAINERDMERHRE: L ¥ A & AR IZREY]
SN hrorz 7 IVIg MEFFREOHIE DO G 2 B L7z RCT T3, IVIg #EfRpiEE CLd L72IE
Bl % IVIg kA & HkBERE D 2 B2 500 24 B R ORI E 2 WA CHB L 72 % ZOf5E,
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HIEBEOIELBIIR SN o 72 (=1VIg PIEOBIR L 72 2 A RIS o72) b
DO, VIg HEEED 28% b OFEFIHY 76 FMIN D72 ) MfEREEEOFEALIZA SN, TVIg HEiFF
FEOW & B A D R E 2 EATRIE S N7z,

77 &R %I SClg 12 & ZHERFRRIEZMET L2 RCT X225 1), 9 HLABIBIZ RCT TH
% Polyneuropathy And Treatment with Hizentra (PATH) study T &, IVIg &4 1% o i #
(N=172) (2%} LT 1 B TR LT 37 (0.2g/kg, 0.4g/kg, 77 t&R) THAINEZ LK
L722 ZofH, 24 HET CIDP F5X° 2 OO B CTHERL L 72l oE &1L, 77 2R
LI SCIg it (A ER, BHAEROVTIOMN) Thsl, HREROBHL LEZ bNER
LA EFRZIIRARRO 16 (BT LV F—WEFUR) OATH-72 2. & 512 SClg DA H
Wiz L d 48tk F CHREFS N/ 2 PATH study DD b 5 0 & >d RCT T, VIg KX
JEPEDSHERR S N IVIg (2 & BRI FEE ST AR (N=30) 20t R12, FARORES
07 Y2k % SClg #&5-t & 77 v R (B M) &5 2L, 12 8O
RREEEED SCIg HECHBICRITHh 572 )

3) MIUNRIVBRESSE

WAFECBIT S IVIg IS LTI, 79 2RI 2 A2 2 ¥ cRsnThy, b
DG (M sCHARD, AR EA T a4 F3) L HSEOHRESBEE RCT TR S,
Cochrane Review T 25D RCT DN 7 A A 7134k LTRWEFFENTWS 7 1VIg
OFA) v b EEH - HaAP) EdH500, MOEFHEDOT A v FEREHL T IVIg i
EHRETHEEDP—ERNL LR TPREIN, VIgiIHTL=—XFEwEE2ZLNS. DL
REEE ZZRERATY, MR TRGESR IS4 105, TS AOMEED [HR] 12410 2T
Holz.

HEFFRRIC DWW TIE, TVIg IZ KB RCT T 48 HIIC D72 2 HREAVR S B, Z 9 RCT
| Cochrane Review T3 7 2 A7 IV EFHli SN T2 7 51T, RIET T VinH
VLRI EAT O A FRICEGEEOBHTIE, HEERGEEC IVIg TRET 2B OE &)
W3 HORBBERCT TRENT WS P SCig lCBI L T, IVIg AFHEDREFIZB T
SClg MEFHREEIC X D) 48 BT D72 ) ARIEEAHERF S D 2 L AYKBUE RCT TREN TS 22
%ETa 7Y YR (IVIg - SClg) @7 A1) v b (BWEH - I A b - EEKE) 3H 5500,
MOBEFEDOT A v M EEM L TRIEZ T 7 VLR BRI L LTRSS 2 BEN
—EBWDLZEFTFRESN, REFOT) VHREIIET A= XEEWwEERLONL. Dk
B E 2 EAT, HEIE [H E T 122 10 5, U7 AOMFEMI [ 124 10 5T
Holz.

4) BET B3IFDDHA RS54V D5EHE

EAN/PNS 774 K4 ¥V Ti&, BAFE - #EFHRECTIZBWTS IVIg 2 {HESEL T
Wh., ZOMME LT, TIEREERVIg ZRHWHEETHNT, AEHREITIERLD D
HHIZIZASN LSOO (BWHER), IVIg B CEE 2 AHEHRIE 3 DOMKAER (N=315)
Ti>ALN TRV (PEEOE) 235 Tw 5.

A4 FZ4 20T, SCIg 2oV TIEHEFRHREE L TR L TWH 0100 L (Wi
TT 7RI LARY), BAFEE LTRERL 2V L2 HRL TS (RWEEO T
EF Y ADOHR). HiFpdke LT IVIg & SClg DWW & IS R &, LTz &7,
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2% CIDP OZRICHITS CQ &3

BHBENC L o TEIRT RS E LTS,

5) BEEZIV VT L5¥l
BIHDEE 3 5 Q&A 321 #ZHDZ L.

6) SEDHFEE (future research question)

FHCHERIREIC BT, 4 OREFITEY 2070 7)) Y HEOPREER, HFHRED
Wk 2EEE, IR TR SHEORIE O T ) v ERLE LT D REFINOBIGEE, Vig &
SClg DWWz BIRT 5 DY EdE, % PS5 ROPETH 5.

ik

1)

2)

3)

4)

5)

10)

11)

12)

13)

14)
15)

16)

Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. ] Peripher Nerv Syst 2021; 26: 242-268.
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immunoglobulin in chronic inflammatory demyelinating polyradiculoneuropathy. ] Neurol 1996; 243: 280-
285.
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20)
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2% CIDP OZRICHITS CQ &3

Clinical Question 4
CIDP OiaEIcsW\WT, MFMEEEIHIESNSZIN?

CIDP Mi8BICH T, MIPMETEZITD L2 HETS.
[GRADE 1B : ##EmD38X 1 [EL\#R], TET> ADHESREB 4]

FHSIE (5RF)

AR LR & L CHAMIMAE S (plasma exchange : PE), —HEi# %L (double filtration
plasmapheresis : DFPP), ###EW# % (immunoadsorption plasmapheresis : IAPP) O3 e
MPTbN 20, MAEALILBSTHBER T Z DA IEDVRENT VL DI PEDATH L. ik
MRS 7 a7 vk (IVIg) REIERE A 7 a4 FERIZHGUE 2736, RVERTIVIg B &
DHIBEREAT O FEZMEHTE 20, SEICHELTh 6% ETHANEEINS.
EAN/PNS 774 N J 4 ¥ 2021 TI&, HAIOHEHEE LT 5 MOMmAEELFk % 2 #mH DL EThifr
L, ZTORIBEFTLICEIT 2 2 &, W THIVIKRMEIRLV — MEHTIT) 2 L3 fE3E s
NTWa, M LREORATHEICE L CTid, AFTIIRBOER L, —#IZ>o % 3 » A
o THEHT X THRIfTCTE 5. T RUEEP /LN TRV R EDINTO 7 % 2 % iy
FEARMIITED N TV,

HRER DB

1) &R, COMEDEELE
CIDP IZB1F 28 AHL L LT, IVIgRREIEREAT O, FELFAFOMREZRTHERTDH
5. FEEBRAREE, BEMAY v 7 EREL, BRWHETIERL, BIRT 2 EARES TE VWA Y
WATICRE ) WS 233 D, SN RGCHIBRIZSH 225, IVIg B L ORIFREAT o4 R
PN TIER VIEBI TIZIROE—BIROEHFE E LT TEE LD 2168 TH L. LA LGNS,
% Bk CIDP 7 & —# @ CIDP 2NV 7 > b TIRIMAE S LI O AR IS VWi Gtk 5 2 &
WCHET 5.

2) @B, TETVANER
OBMEDELEA
CIDP D IHEEALH#ZIZEE LT 727 RCT I3 b T \niz®, FTD Cochrane Review
TH 2207 71K (sham) & @ RCT*? DA F AN 2175 T 5. 29 BT T L RAHHEERERT
&, PE#ECESEBEWAT, #7J) 8 & ¥ ¥ F7J)), neurological disability score (NDS),
TS A RICE L7z 2 £28F A= 3ABlg s n, 1 BLO 2 EBIITSH TR -7
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A, 3R PEHTHELREDALNTVS. 18 4 ® definite CIDP BH X LT, 4BET
10 B1® PE % 721% sham % fif7 L, 5HM D wash out DD H 27 0 A F —N—lEi %175 7=
RCT Ti&, FEFMEHE CTH % NDS & &0, BXRAHFWHL, BB WTH PETIE
sham & AT 4HB THERLENASN TS 3 TR 80% DIEFIZARI TH - 725
% L7 12 A 8 AT PE £ 2 HPLICEALS A ST WA, fiin THifT S izt —7 v ikl
TRE» HMD PE 263 e L, REIMICIEZEATEEOFHZE L. PEICSL G007z
FEFNIRIE A T 04 FEPAERITH -7, PE & IVIg Z L2 HMEKRZ 0 A+ — 3 —R
B, 6 EEHOHECHEOARMEICEIEASN TR WY, Sham & I L 72 RCT I PE
DHTdH L%, 1APP & IVIg & B L THRMEIZED 0\ & L 7B AFZE © %2, DFPP ©),
DFPP 7213 IAPP O i L7z — A2 ) — X7 b, WAEPEE N T 7707
7 L% MW/ IAPP Z B L 7RI & 7 ¥ 7 2 s a v PRV TN TV 5 5 IVIg 7213
RIE R E AT a4 NP0 2 E T O CIDP FICH LT, 12 HET 6 [® PE & %\
(X IAPP % Jiif7T S 1, JidT1% 4 M D adjusted INCAT, MRC sum score {2 3\>C PE &if (typi-
cal 4 B, atypical 5%1) 9 Bilvh 4 B (44.4%), IAPP #i¥ (typical 3, atypical 6 1) 9 B+ 6 5]
(66.7%) BHIMEZRL TS, FEROMBUIEC, BIMEAIZ IAPP #, PEfEE & & 1 MFEAE
L7 EER D DR o728 JEREIEA % CIDP O#iE T & OEFUSHEEIAB TH %A
IAPP I ZA R, %4ethe b PE LS THL I LAVRENT VS,
QEDKSBBEICHETEZRINDH

BB GGHTH 5 IVIg REIF R EA 704 FEICEYUEO#EGME CIDP 61, BIVEAT IVIg,
AEREAT O, FEAEATE2WH, 2HIEELTWLH5 L CTHANERINS . &
EDHFBNBIEZEIZBWT, CIDP /N 7~ M TEL Mk CIDP Tl s kit oA 1)1 1%
DT EEMEARENTEY 9 HifTI2B W T CIDP DK 2 Z B3 505055 5.
CFWEEBDNZ 2 RFESH

MAEEALHEE S SRR, BRR OB RE s, BB MR ERE DR BN EL 25375
ZOMBIENNTH Y, TORICEELBEIE LWL H 5. MG LIRETIE, &
k7 27 2 AHDMETH Y, MBESHRRET T 2 EA T 2 G0HE, B X CMiTEEo%
LICHE S 52 G EFEREDBL L T, F-BIREORPTIVIg, BIFREATOA
FIIZ—GEDL M THDEVZ D

MAEEALHE ORI T H 2 16HHE T HROBH R EALIIH LTIE, PE 2HENIATH 2 & L
Mand k322 s, REINHESEE T2 2 LRI TS 2 BRHT 9 2 Syl se
DFEFUOWTIEEIMEL T T A (28 CQ5 2B M), IAPP X 1gGA %77 F ADH
CHRICH LTI TH D, Bl it L PUE IS 3 2 90 1gCGA Ptk stk & % %
autoimmune nodopathy O A EITdH 5.
@EKRDFEEE IR MPERD/NZ >R

Vg REIEREA T 04 FEICEGUMEZRTH, BIEACIVIg, RIEREATO4 FEEM
HTERWENS, ARk AERR (&K, 72258, OFVE LUK, 7TLAX—6, K
M E) ONT v 2 %FE L M IUREZ 1T 5. EANEBEA O, Rii0EH - 4
FICHT 232N, BMHEREZ O 25— N OMREL EOSMD ZE LTI LERD
. LLaas, ThOOWIEIR, AWEIROME - #EFe, WHFRITICHT2a2 X B
X OV IR R R % ARG L 72BF 281 2
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2% CIDP OZRICHITS CQ &3

3) BIANRIEERTE
A CQITHT HHIEDIERIZ B 72 o TiE, CIDP I & 2 SRk, BERBREE, iR AT
RoOUEMREEH L2 MR, BIRT 7 L A OWEE, mAEE LRGN
LHEFNCHET 2 50HE, BLCMATEHROZLICHEES 2 FEFLICHABE LA M T, &
FBTIE, HAMAESR DA R L, SRR S U S A H L 2 & bR EL
7o, HERORS I THVIEIR], €7 ADMEFERIE B ICT—H L 7.

4) BET 3IFh DA RS54 D5eE
EAN/PNS %4 FF4 >~ 2021 IZBWTC, IVIg REIFREA T 04 FEICEMEEZ R 36, &
YEHTIVIg BIURIBREAT A FREZMEHTE 20w, SFIZHEEL Th 5 F TOMEHD
RSN TVD % RBAOWHEHE LTS5 oMz 2 @MU ETHATL, TO®RIENT L
(ZEMH§ 2 2 LR STV 2 % IR T H IR ERIRV — MREHTIT ).

5) BETE=IY VT L5
PISHDH 33 Q&A 321 #BEDOZ L.

6) SEDIHFEE (future research question)
CIDP OJFH L 28— RIROWEH L L COMBEFLHREO JURTEE S22 F % 2 L AL
Thb. WVigdhbWIFEIEREAT O A FEIZIIEOIESNZ BT 5% Kl T O ALET
»H5b.

ik

1) Mehndiratta MM, Hughes RA, Pritchard J. Plasma exchange for chronic inflammatory demyelinating
polyradiculoneuropathy. Cochrane Database Syst Rev 2015: CD003906.

2) Dyck PJ, Daube J, O'Brien P, et al. Plasma exchange in chronic inflammatory demyelinating polyradicu-
loneuropathy. N Engl ] Med 1986; 314: 461-465.

3) Hahn AF, Bolton CF, Pillay N, et al. Plasma-exchange therapy in chronic inflammatory demyelinating
polyneuropathy. A double-blind, sham-controlled, cross-over study. Brain 1996; 119: 1055-1066.

4) Dyck PJ, Litchy W], Kratz KM, et al. A plasma exchange versus immune globulin infusion trial in chronic
inflammatory demyelinating polyradiculoneuropathy. Ann Neurol 1994; 36: 838-845.

5) Zinman LH, Sutton D, Ng E, et al. A pilot study to compare the use of the Excorim staphylococcal protein
immunoadsorption system and IVIG in chronic inflammatory demyelinating polyneuropathy. Transfus
Apher Sci 2005; 33: 317-324.

6) Kumazawa K, Sobue G, Yamamoto K, et al. Plasma exchange in chronic inflammatory demyelinating
polyradiculoneuropathy; different beneficial effects and their correlation to the clinical features. Intern
Med 1995; 34: 537-541.

7)) EWEREZ, NI, R 5134 CIDP ORA—BLMIX 56 SEFIOMATA 5. HiEEARE 1999; 50: 248-
254.

8) Lieker I, Slowinski T, Harms L, et al. A prospective study comparing tryptophan immunoadsorption with
therapeutic plasma exchange for the treatment of chronic inflammatory demyelinating polyneuropathy. J
Clin Apher 2017; 32: 486-493.

9) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
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loneuropathy: Report of a joint Task Force-Second revision. ] Peripher Nerv Syst 2021; 26: 242-268.

10) Kuwabara S, Isose S, Mori M, et al. Different electrophysiological profiles and treatment response in ‘typi-
cal’ and ‘atypical’ chronic inflammatory demyelinating polyneuropathy. ] Neurol Neurosurg Psychiatry
2015; 86: 1054-1059.
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Clinical Question 5

CIDP O;a&EICHWNT, REMGFIFEEIHERINDIH?

OCIDP BE(CH U T—HORENEIBEZITD C LER IS THET 2.
[GRADE 2C : #3ZM3aX 2 [FREHTEHE], TEF>RADHERM C [E]]

(e ESENESTY)

CIDP 1241 2 85— BN DEFILIE 7 1 7Y ¥ EHERD (IVIg), BIEREATT A P
WICMHEASHHRETH L. TN O DOEHEE VG AREE Ty, R0, 5
W IERD & HE L 7B S S S ISR o D S B S v b

Avy—=7xzuarBla, 74 TYEF, A b FLFH—F (MTX) 2B L TIX RCT THRIE
PHEEINTWED, HALARNZ L HERINS.

AR ER SN REQENHIBREITFFE 7Y Y, Y 7ukA773IF, Y270 AKRY
Y, 372 ) —VBETFIN, VVFIITTHA.

R DB

1) B], COEEDEBEE
CIDP (29 % 55— BIROGH L Vg, MAZHID:, BIFREAT A FETHL. Lo
L, SNoDE#FEEHNL I EATERY, b LW T D BEFMEFRE T R WIERNICR LT
TIEMNHSEOME AL EZE SN TE . L OGENHESEDHEBA ROV TIE R ICHIMNC S
WCHRIRIIZEAS T b T & 7275, RCT 24T b Bt siz b v, 20720 CIDP BH IS
x5 % SRR IHISE D H P & MR D TRl T 2 LEME IR W EZEZ b5,

2) S, IEFVADEN
CIDP |29 2 {6413 IVIg, MAZLHHREE, RIFREA T 0  FETHL., TRHDHE—E
ROWEF % V7 EEE AL 2 151247, BP0 TRV, 50 R & e L7z
HCREMFIEOIH A EE I NS, EAN/PNS A4 K J 4 ¥ Tld, 3hEIGEEW & W2k
(IVlg, IMAEAHFRD, RIEREAT A FE) PR TH - 7RI 254512, —
HOGEHHFIEOMHEZYE L, F—MORBEMHIEIZOWTIIFHAL 2V L S IZHEREL T
W3 U IFIZENENORBEIHIEGEIC OV TR 5,
OF7HFA T
EAN/PNS 4 K54 Y TE7H¥F47) Y OMHBPE SN TWASA, CIDP IZHT 27
FATY O OIET Y AFIZ L\, CIDP 27 il e A 71 A4 BB 5 W7 F4+ 7)) Ui
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2% CIDP OZRICHITS CQ &3

FNCIEAEZ B D A, 9 » HRBIE 21T - 2WIE ClRA B A BB A LN hr o722 Lol
A5 ) TIZBIT % S Hia e g e Tl A EIHEE O 0 T T F 4 T U b E
N, 27% TUEZBEDOTWS (168 FEFIH 77 SEFI TR, 21 fEFITSE)? wEra7y) v
RAT A FEEGEZRDS THRIIAHTH S .

@3 70KRRAT77IR

I37EZ N2V AT T4 v 7 L a—, THEEH W X ZENTICBWT, 73%DHER]
THEBENREBASNY T2, Y270k 7 7 3 FANERE T TORRM & modified Rankin
Scale DU HIIHDHMAZRD L Z Lh 5 Y FE—RIROEH I TRIRDH S e WG CIDP
WCBWTIR LV RVEBEANREERSNL, LaL, HRELSHEDITE A LATEFIHRER 7 —
AN —=ATHY, TEFYREHHTIE R, Y27 aFRA7 7 3 FIRGEIHE e M Es
HRRIE 2 AL, U UIE R, ARk, Mk Es Lo ERig x| &2 7.
EGHE LT RIH O b 5 B, FHE2 RO AT REFE RO BZ ITIEIBE TXETIE R .

@Y 70RR >

CIDP |29 % ¥ 7 a AR ¥ OGHARZ A L7z 3 D08l (435 25 fE6l) Tid 10 4
BUSIERRN R Z RO TS 7 L L, Mok e AT 7 ¥ 2d 545 Tid s v,
YU ARY Y OFERGRERE P A0 RMPREDE=5 ) Y ZHPLEE LY, I
HIREED b T 725 100~150ng/mL 127 5 £ ) I G-EE2 T4 2 & 2EH o5 °

D7z /-IBEZIFI

CIDPIZH§5Ia7x /) —VEEET 2 F VO T 28MEIIHL2 TH D, 5 oD%
Wi7e (&t 32 4ER]) TiE 16 FEPNEFRRIEZ RO TS 372 La L, Hlodf L7z CIDP ©
=AY =X TRAEFNHEAL, WTFNLEHIRER AT 04 NI, ZOMo 5
FEOWERBEIIAON L2 MELTWE Y IS5 RFBIaTe /) —VEBET = F
V&G-S iz CIDP B#H O WVIg iigHh 5 & O IVIg HIEBofEEIGEEb-oTIa 7/ — )b
BEE 7 = F )V OEFNE % - § % RCT (MYCOPID trial) OFERIIAT A KT 4 KRR T
BEINTVRWV,

GUNES WA

2022 AEICHE SN CIDP ST A Y AT T4 v 7 LY a— (Wl b BT HINIFZED 82
JEBT) Tl 63% DIEB CIHHFNEZ DO TWAE M Lo L, CIDPICHTA) Y F I TOHER)
P2 RS D DIMEBIHRE R BT RNFZEICRONTEBY, TEF Y AEAWETH L. 207
DBAEBID RCT 34 T7bN T 5. KITIE IgG4 H CHUARBVERE B & ikt CIDP % #112
LT Y F 2= TOEBNAREWGEET % RECIPE study 257N T W 257%%, #RIETA K74
MEEIRE T AR SN TR, F72, 44 7 TR CIDP XX LTY v F = 728 VIg ihH#
T £ O B RAEIRIEAL B (AR T d 5 A% §E-ili§ 5 CIDPRIT RS THI TV 5.
®XKKNLFHF—K (MTX)

W ODOBZETZEIZ BT CIDP I35 MTX 2GR TH 5 Z & 2RI LT 5 Hidid
H 5 22HEBIH 4 FEGITHE)> . L2 L, CIDP60FERI%Z R4 L L7z RCT Tld MTX (15mg/
) BT T RBEE W L CHERYEZRD o729 72, MTX O BESEYE, I
PERERE, MiHHEZ T SR TREAD A2 L OB FZ TR L2V L 2T 5.
@1>9—7zxz0> B1a

FRRIMIREE O E L VIg iR %E 77 M AL L7z RCT BAZNENfTbh/zds, wih
DT T REDHEEZRD RN T2 78 67 FINBN L7214 ED RCT TIREEOHEHG)
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7T RTRD SN -7z (0/22) 12xF LTIFN -la BTl 4 61 (4/45) I2ASNTWAE ¥ Z
NOEBIZATA Yy =720y Blal3i LV 23T 5.

®71>3JUJER

CIDP IZK$ % 7 4 ¥ TV E FOARMEZ#HE L7z RCT (FORCIDP trial) Ti& 106 1o CIDP
BENSIL, 546257 4 > TV E NI, 52610375 LRIZE YT SNz BN ik
MAEOBEACER DR SN ST, MTF— 5 E=5 ) Y RBROBHICEY, KRBT
WCTHHLEL TR T ol ZO2074 Y TYEFRIMEHA LAV & 23T 5.

LA CIDP (2R3 2 5ok iconw TRz, L L, B BINOEEIHYIEE 5=
3" CIDP 37 JEBI OSBRI ZE Tl 20 SER] (54%) A3l (Fh 23 M 2R WA LaE R0 /MR
Za—a8F—, ZEBER 2 -0 F—4 L) ThHhoZ EPMBEINTVE D 20720
F—BIROERITRIRZ LA I3 IHEE oA 2 Z B35 & & b2, MREOHE
WEMGAET 2 LELD 5.

3) WIUNRIBERRE

D7V RNHLZRICEAT B IET >V ADEREGFESH

—IROGIEIIHIZEIL RCT AMTb N T 2%, — IO EIIHIEZEFERIEDOATH 5 72
KA FTA4 T TREENFEERETRE LTI T Y ROl T o7z, A FI 4 ME
BZH, CQMV IR NVEHREZROHEERRII[Cl64, [DI2HTHo 7.
QWEQOITL—T1>7

HAFTAMNMERER, CQMV SR NVERARROFFOMRE, &h—HTHr) x5k
& THESES ] 2 PuE L.

4) BETBEDDHA RS541 2V DELEH
EAN/PNS 74 FJ A4 ¥ CIIENEAGEH SNz ik# (IVIg, A, RITE A7 a4
F3E) RN TH o 728560 L ATBMTHERT 28612, 7HFF TV Y, 7k A7 73
K, Y702 RY) Yy, 3272/ = VBET72FN, VIYFIITIZOWTRMAEMAZS LT
Wb, Fh A vy —7zar Blaldfi LAV 2RISR MIX &7 4 T EFIC
LT LA 2L TWDE Y

5) BETE=9Y VT &5
CIDP (Zh 3 2 S i3 o G xh kL, — oz iHlZEIc B L CERERTEDATRE N
TWa., ZOO—HL7ZTY M AREIAEEL 2. BRI - BRSNS RE L
L, BITERHOBBIIH L CMERAICE D E=5 ) v 735, —HoRERZEIc oW TIEE
Wi IR E ST RECTH B, F 72, WA ER A FFROMAD 72D MEIN U CTHifg
M2 EMT 5. HRDEN IS ERESR MR =2 -0y 5 71— L%, AESH
L OMEZIITIEER CT R MRI 72 &% v 5.

6) SEDAFEE (future research question)
CIDP (25} 2 SR Pl 3R 1L BUE £ TI2ATh 7z RCT TIEW I Mo H b Atk 5
T, EFERBTIROATEHENEITRENTVS., 20O TV APARLTW5. B
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Question & Answer 1.1 1. CIDP MfREEICES:ET 3 Q&A

CIDP DHEIEICRET EF - KEIFHHN ? (HERm, FTITR
REZDV)

o2

OCIDP DRIEICRHET Z2EF - KEE LT, BRR, TITRR, JI7F >8R BHES,
BiEEE, ZH, REEOELENERINTLSY, ARBERIIZLDZFA/I S, BE
BUREERICIE UL =D TULVERLY.

CIDP & #EJRIR & OBIHEIZ O WTIZE L ORI T THbIN TS ™% Sharma S, 14 » AW
WA 2 2T 72 B 1,127 Blowim A Z 4Ty, 189 BIAMERIFICREEL TB Y
ZD% 0 3246 (16.9%) % CIDP O KEMFESS (AAN) O35 Wik % G 72 370 R 9 & 0F
CIDPJEBITH - 72 & 2ty Lz, —7, FEMREETE C CIDP O W A8 % 7z L7 flid
938 I 17 B (1.8%) TH V), HEIRFEZ BT S CIDP FHiE (X IEIRIE B & i LT 11 #%
EholztMBE LTS F7, Doneddu Sk, BMEL2 AW/ BHXRHELIZT, f V7
N CIDP 83 393 B0 % 56 Bl (14%) AHIRFHICHRE L TBY, ZoHEFIEA 7Y 7TO—#A
CORERBEAFEE 86%) LRI LZRLTWSY —HT, MUEA ¥ YT Tiibhi:
Chid & DFEFFATIE, A114,334,225 AOHIK T CIDP BEIZ 155 FITH O, ZD7%)THE
PRIGE DB 14 BICTd o 72, A X OFERERT R S T/ S N B HRM BB RS 13.03 AT
HBHI LMD, CIDP BHFICBT2HERFRERIR RV ERRTVS . Zofl, KE I %
VIS BUT BHH T Wil T, =2 —a8F =247 2 8% 1,581 B 23 #1725 CIDP
LEWEINTEY, 209 BEERRREZIZ 16 4%) OATHY, YR - % i L7
B 115 Pl RIR R E L 14 B (12%) THotz. SO EnS, HERKIE CIDP O E B2 FE
VAZHFTERVERRTWE Y ZOXHIZ, HRHH CIDP FHED MR TH 20 &£
WIIDOWTUE, AWV TW 5.

CIDP FECRIH T 2] T & LC, AT 7 F v Hfih EoffrHgIcon T idikimo
HHT—=INHY, TOHEIZI0~33%TH5 2 Iho0MEO—FHTIE, BiTFERe
CIDP F84iE & ORI BIHE DD 2 W FetE % 7" LT\ 578, g OfR A B2 R BHLIE F 72500 &
NTwip\w., 4 %) 7 Tiibh/z CIDP BEHRA Y TiE, 411 #d 50 B (12%) A3547iE%S: (32
BIAA 7 VT HFEHEIR, 9 BIAS EAGEIEG:, 9 BIAEHIGIIER) 2 A LTCwize i L Tw
5. LHL, COHEE A5 70GBS BEEMRE LIRERIR BISE 1Y ok BEECBig
ENIATIEGDOFE W IEHE 13.5% : GBS # 23.7%) LIZIZFM U TH o722 &b, Ffrky:
A3 CIDP OFHE) A 7 125§ 2 W REHEIIRN LR RENT WD, ZOMl, Campylobacter jejuni *°,
Epstein-Barr 7 4 W2 9, A M AAATA VAT, A 277 AP & CIDP FdE O B
HEAME SN TV, BEOSTICHLTUIAYTH L. 72, SARS-CoV-2 &4 CIDP %
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FEIE L 7EBI 1 R G RIS LR 202 SR SN AE A, FHICINTH 5.

CIDP &7 27 F Y HEMOBEIZOWT L Z { Difkihidh 5. COVID-19 #ifTHI Tid, CIDP #
BFTEREDOT 7 F VAT OBE L 1.2~15% LGS N TB Y B2 20 2 713D T
KneE2ZohTwa. —J, COVID-19HfTRIZBWTYE, ZLDALIIT 7 F Vil &
N7 b b 5F, SARS-CoV-2 7 7 F YL CIDP F$AE D B 2 /R 2 Wi i3 7 <
M DR REERIIAHTH 5. SARS-CoV-2 7 7 F v HRl L [ HBLIIE L 72 CIDP % 17 Bl %
FEDLIVATITA L E2—" TlE, OmRNATZF YLD TA VAR =T
F D3 HCIDP ZFFE L § IR D 5 2 &, @aBA Sk~ 2 5E O CIDP
(acute CIDP) DlifiE# %z 2 LTz &, G CIDP & i35 7% ) ik (a1 Ik
T, MRS, WETREE, WEIMEZR L) 2R AMENRE,o I L, REDREPER SN
TV 5 U7 F rEMGEOREE= 2 — a8 F —1ZH5 325 XA = X408, RERER &
SARS-CoV-2 2754 2 EHADH HVIET 7/ 74 VW ARY & —HidE 55 & O 5 FHIFMED R &
nTwns.

T oM, EYERESS I CIDP BRO AR ARER E 2 ) 2 LM TW2 . JFIZ, AV F
P YN JER TR ) o8 A, B E 2B ToOMENL L, Tofl, EH
IO R 2 R S LR R i Y R SR ST wWa. E7e, 18IS v
% —7 xa ¥ (INF) ##] (INF-a, INF-$)", tumor necrosis factor (TNF)-a &S (£ > 7
VEIRT, TYFNVET D, TEVLT)ES GEF 2y 7 KA Y MHERE () A< 7T,
ZHRVRT, RATUY XTI F 1) AR TS 2 LK & CIDP S8EO B b #ih S
NTWo, B, Wiz & OREGEEAE 0 (2 CIDP & 38E L=<, Bk
R A =, MR = ORI WH1E 1 (graft versus host disease :
GVHD) (25> T CIDP Z3E L 72t b & 5.

M &HIMER7ST 7827 4 VIiE (paraproteinemia) 7% & DI A FE & CIDP F64E O B b
WESNTWE Y BERAHOR S 0 — U7 17 ZifiE (monoclonal gammopathy of
undetermined significance : MGUS) , POEMS Ji & #f, % 5 7 & #i i, Waldenstrém
macroglobulinemia, AL 7 3 "2 A F—3 A (amyloid light chain amyloidosis : AL amyloidosis),
70F7a7) VFEZERZATAEETIE, LALE=a—anF—24) 2 L0H Y, para-
proteinemic neuropathy & ¥ &1, paraproteinemia (& CIDP OFIERF-OOED L LTHIZ
LiTw7z. L2 L, paraproteinemic neuropathy (&, CIDP (Z#E U7z{BH0 3 5 BUSTE D
WP MAG Hiff % & OFFBIN % H CHUR DAL £ 6, EFNS/PNS O i35 # Tt CIDP
B OBRANIEREL 7 5TV D O

[SEDMZRRE]

PEIRR L HATIES,, 77 F Vi EORATHL & Z D% O CIDP FHE & OBIZBE A S
LUREMEH %A%, NEBMROPERN ZRIEIICIX, X 0L CRim & 2 2 E R OMEWTY 2 & —
MRFESLETH 5. F72, CIDP BHORKRN B L CBLAEIZNE N S ORNEHTHED
FRE G, BITHERE AT 5 BEOEMEITH Y, ERNEIEV Y, RIHEROLEME)
W2z i5 2 Lk, PRRGBEOBEAOHATHAS.
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Question & Answer 1.2 1. CIDP OfREE(CREET B Q&A

CIDP DIERICEHET SEF - EEIFH DD ? (MR, BRFE,
DIF)

B

ORI, 77 F & CIDP OIBRICEHET 5TREMN B S.

i

EPJI;

AR HSIE £ 7213 T3 L7z CIDP FEBNICE T4 Y A7~ 74 v 7 L ¥ 2 —"TIid, CIDP &l
B 24 I 17 61 (71%) THIEDLA SN, CIDP I B TERBIF IS ) 2 7 555
WZ EHTRENZY F /2, CIDP RIE - FIED 55% I FIHRE = PIICA LN D 720, HIRE
IR RO REDH D Y — RIS, BRGWER IS CIDP OFERZ BfLE &5 L wb
NTVEYS, JERREICEETE L. 4 v 7 VI Y FREOIERBICHE S 2 L725ER % COVID-
19 AR ISR LEBIAHRE SN Tnb 2 U2 F VRIS Y7V o 2 F > (46 1
o2 Bil24 v 5 B0), BEBIR T 2 5 (23 B 2 ), IR T 2 F > (6 Bk 2 ) oA
2 CIDP 258AL L 7= 5 59 SARS-CoV-2 7 27 F > Clid CIDP 188 #ilH 10 #1 (5.3%) A3
Fif% 6 R LANOFERTEAL 2B 0, 5 B CHEFFAMOLE RSN TV 5

[SH&OHRRE]
IR, B, 727 F T RORFIZBECTH DB BT 2 ERHENET, ZEBITO
W I, S HICKRBE LR ARG D LETDH 5.
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Question & Answer 2.1 2. CIDP OZHICH (T3 Q&A

ERIEZHICEE EDLSBBDONHIM ? (BFRRET L)

EZ

OCIDP DERFKRIFBICZETHB NS, BBIKBROIBIRICHIES. BRKRE (BEN
CIDP XU CIDP NV 7 N) CEICHRAIERZRET 5 ENBETHD.

KEOHEMEE TEMS N7 HFRNKRETIE, CIDP & L TR SN BZE O ERITERS
THo72Y CIDP EB Bl o R REEIE, BIRFEIES 5= 2 — a8 F — R 5 258 P 2 A LE
MAHERRAE, ARRM/MERME = 2 — N F =R LIEWICE R TH o 2. S SIS HIA CIDP
ERPRFS W EHE 2 20723 2 & 13 44% L EHHE T (CIDP IEZ BTl 100%), 3E#EZEG72 LT b
DIZERZHI$ T T I CIDP | (EAN/PNS %4 K54 » 9 Tid CIDP /3 7 ¥ MIAHY)
Tholz. L5 T, CIDP TRIFAVENREZHIFLETHY, HRAE (AN CIDP,
% CIDP /N 7 ¥ b) T ICEARG 2 BRI 2 e L CHIRTERZ PUETRETH 5.

T B\ EEER 11238175, EAN/PNS H A K54 29 TlE, INHDEHD-DI2%
TR & FHHRAE (F 2) R redflag (B 1) RSN TW 5.

fb % CIDP L5 d 512134 S OER MG L, Mﬁ%@f@%éﬁ%%%%ﬁ%ﬁﬁ
L#EETLEY 2 LR, BRAAHFRATMREBENTFARTD 512D 000 & ¢ FLiiME R E
HWrLCTLE MDY, ﬁr«%ﬁ@ﬁa%&&i:?%%ﬁ%%%<;t&&#@ﬁ%nén

[SEDIRFERE]

FNZW I CLE LB O BOHUE L MAG fUk, 7 > ¥ il - St a i3 25t
K, P GM1 IgM Fifk, BEIESPUAR 7 ) —= 2 27) W LT, A TIEREERIER S h
TESY, BEAESHEE L TEBTE RV, 72, CIDPILBREICEH S NS Z %L,
CIDP Il L - E M~ 7 7 2 ¥ 57 4 OWFEIZ L > TIEZRO N EAFE SR
5.

ik

1) AllenJA, Lewis RA. CIDP diagnostic pitfalls and perception of treatment benefit. Neurology 2015; 85: 498-
504.

2) Joint Task Force of the EFNS and the PNS. European Federation of Neurological Societies/Peripheral
Nerve Society Guideline on management of chronic inflammatory demyelinating polyradiculoneuropa-
thy: report of a joint task force of the European Federation of Neurological Societies and the Peripheral
Nerve Society--First Revision. ] Peripher Nerv Syst 2010; 15: 1-9.

3) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. ] Peripher Nerv Syst 2021; 26: 242-268.
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&1 CIDP DiERlzZH

#EIE CIDP

- Guillain-Barré fEfzEs
R = 21— 0/t F —
- g/ RIVF—

c SFINF—

=fi7% CIDP

e VIO R—YRX (AL7=0O04 R—RX, ATTRV 77=0A4 R—IX)

e BEMZa1—0/VF— (CMT1, CMTX1, CMT4, BRMHBI A MOT«—, Refsumik, BIBEE=TO
—a2—0/VF—, ATTRV 7=0+4 R—YR)

o MENME= 2 —0O/VF—

o $EPRIRME— 2 —0/VF —

- BEREMN/ RINF—

s HIMAG Z2—0O/NF—

* POEMS JfiE1&E

e JIRIINFTVICLDZa—0O/NF—

o ZOMh  BFEMBEEE - FREEM =21 —0/VF— - 9= By, ZZIE - CANOMAD - HIV BSh&E= 2 —0O/VF —

R4 - KAtk CIDP

< EBEMERTEY = 1 —0/VF—

o MEXNME= 2 —0O/VF—

o RIEM— 2 —0/VF—

s IO RZa2—0O/VF—

o MBI LB RIE

o ZEMER)I” 0 —0/F—

o PEPRIRIEPIRARIE - MIRERIE

< RAEWIRER (U /B, SRERE SREE SRIRHEE)

EegpEd CIDP

BB 1 —0O/NF— (BEMERSMEZ 1 —0/VF—, SEUEMmERE, KL T« U )
cEE - a—OVESR

o MIEM=F/VF—

- WIREIEGESASE (EEMME, Lambert-Eaton fERE)

o SLEMEE) " 0 — 0O/ F —

XEA CIDP

BEMREE—21—0/VF—

cREM—2—0O//VF—

 BERREZ 2 —0/NF—

RS MERERE — 2 —0O/VF —

« chronic immune sensory polyradiculopathy (CISP)

 FTMAG Za2—0O/VF—

- ZOfMh  BRHETRRE (85, BEBME #XZ, E9ZVB,RZD) - hEM-1-0ONF— (EEFE £
5= B, thE5) - CANVAS

ATTRv : &G NS VAP LF >, CANOMAD : chronic ataxic neuropathy, ophthalmoplegia, 1gM : paraprotein, cold

agglutinins, and disialosyl antibodies, HIV : & h®gEARED LA, CMT : Charcot-Marie-Tooth &, MAG : myelin-

associated glycoprotein, CANVAS : cerebellar ataxia with neuropathy and vestibular areflexia syndrome
(Van den Bergh PYK, et al. J Peripher Nerv Syst 2021; 26: 242-268. % & W {ERL)
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3% CIDP OZEICHITS QEA

K2 EEINERE
A CIDP & CIDP /NU 7 > hOfiE Cial #RE NS
BEIGAEZNRE (B8 REGRCEREZSV), & - RPMEQ (RBETAICKD), ZEREFMAE,
me, Efee AHiae
gAY CIDP & CIDP NU 7Y ROEET, BEICK> THEINS
(RABIT) Bl - EHEMRIROBE R, (MALIT) S - BAIHMRIRD MR, HMEtR (e - &
BESE), £, HbAlc, Borrelia burgdorferi IiEWE, C RIGMHEH, IR, HIV IERE,
M& VEGF, (gMZ M EBRBZHEDHE) 7l MAG HIiF, 5V ETRIRES - BRSO T D7k, 5185
iR, WX R, BEEZ 1 —O0/NF—DEGFRE
CIDP NU 7> h TIBEIC & > TENISENE
« =fiE CIDP : (IgM 2 M EBFFIHEDIEE) 1 MAG Hiis
« L84 - FETE CIDP : FRIMBOLERE, FiiE - FurhkiiEiE (ANCA), #1GM1 IgM fis
<EHRCIDP : JUFPFUFF—T, HER @RHBSBOHE (RERM. N7 EF)LIY VSEER
&, H1MUSK H1fE, 12 F PREIBAHREFME DIV Y D AF v R)UITHE)
« BRERI CIDP : 1 MAG FTdk, AV T UF Y Rk, E9=V B, E9ZV B, BEBAAKIIU—Z
VT, (BRCERENER CTHHEE) AEREFEREN
HIV @ & h®BEAEDAIVR, VEGF | MEBNKEMEEERTF, MAG : myelin-associated glycoprotein, MuSK :

BRENFOVYFI—
(Van den Bergh PYK, et al. J Peripher Nerv Syst 2021; 26: 242-268. 2 & W {ERR)

HHEH) l SEfiE [ 25/ BmE | EBHEY [ A
BRREVEEIE RIRE 3 LS, BEEE, FREREMN
! BEE #WHE=1—0/NF—?
CMT, TERRAIER - MR ERESE,
ATTRVZE04 R—YR? SREUEHERE EB=2—0VESR, RIEEE
SBERREIIIE ? 1
., =ana ot o — o
BEETE, B8 i RIEE KRB = 1 —0/F—?)
ATTRVZ=04 R—YR, = 1%%%%’@%?’, 5 4
EREE-1—0/F—2 T ‘ fALSS,MiHé\/\N,
R (15 1 #HED%) s i
BRIEET, KERDIRE, (TN
%‘Eﬂzﬁ;?ﬁ, p=tivat-ivs BRI 2 —0/F— - 557 SARRIERm
BEREE 1T —2 I _ BRLE
EEEERSES - 1 —0/5F—? i
REIEE ZeRRBSINAE - HOATC LR ANA/ANCA CKEfE ZeRERSINAE - HOATC LR
WERRE = 2 —0/NF—2 MEREZ2—0O/VF—7 SRAEMEERRER ? WERFE = 2 —0/F— 2
IgM /Y5707« VIE B =B {E(E,
LR EEEDRHE
AMAGZ21—0/SF—?
BEMEZ 1 —0/NF—7?
IgAF1zlE 1gG /Y5 FO T A VIE 1IgM /Y5 707« VI
SHMBHE, AL7SOA R—VXR, T
" POEMS iR E 7 AMAG=2—0/VF =72
EE - REWRES
Chronic immune sensory
polyradiculopathy ?

1 fRFBZRET S red flag
(Van den Bergh PYK, et al. J Peripher Nerv Syst 2021; 26: 242-268. 2 & V){ER)
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Question & Answer 2.2 2. CIDP MZHICH (T3 Q&A

BonAZziREd 35%[E3H3h ?

Oz

OIR7E, CIDP (CHTRFROMRFBESHCHEOTULEL. LA >T, CIDP O2izED(
BH0OBECHEFERFELEL. LHLENS, il MAG Z1—0ONF—PECREE/ R
NF—(3, BCREDRFEUSNC CIDP EDXFIHE UUVVEFIN G, JRED CIDP (CXT
3 BRI tbRRE DERIZHNAEENE 1S,

i

INFTICHE SN TE -84 NE PO, P2, PMP22, Connexin32 1279 % HCOhifkiZ
CIDP OFEHA L oz R S Tuiwn =9 RIS sHebifke LTiE, GMlL £/
& GDla 7> 7' & ¥ FIx$ 5, FITHU IgM HifkA® CIDP BH D 2 FIREEICA LN L Z L8
WEINTWE Y LaL, INHoPifhd EHR L OMICBHIE AR I LT v, LML 2
*9 % HOPUAD Guillain-Barré JEFERER L O CIDP THE XN TW53 &7 Kuwahara b 1
LMI, GMI/LM1 8 X 0" GDIb/LM1 BAEMKIZH 3 541 1gG fifk%, CIDP 40 # & GBS 40 #l®
M CHES L, $T LML $i/k% GBS 5 #l, CIDP 7 #ilc, T GM1/LM1 Jifk% GBS 3 i, CIDP 1
Bz, P GDIb/LM1 $iifk% CIDP 2 BllZi8% 7. CIDP 2B W Tid 21 & DPRD Btk B T i3 iK
WRFERAD 2o\, BEPERHZEED S EDL VT EASRENS Y F72, Hi LML Hifk 1k CIDP
DIFFFIIRBICBNT, MOkt E L~ 07 7 — VBB AVRENTEY 9 Wi
K& DRHAVRIE S LTV 5

PLMAG = 2 —1u/%F— (45 37 Q&A 3.3.1 1) 13, Hl LoOMEATH S MAG LHERE
T % SGPG 1235 § %5 HNK-1 =¥ b — 7238k d 2P IgM kI L o THI &I Sha &
EZONTWE. BEOLIIIgM /8T 7u 7 A4 YFEAHSNLA, IgM /87 774 Vil
SEZPED VI MAG JUARBER S IE SN Twb 0 Zh 50 EHIE CIDP LS Twi
BHEOR 6% % HDd7z. 4B 2 BUIFEELINIZ IgM 287 70 7 4 7 iU % S64E L 7.

VAR, THMFTCIDPICE TN TS 2 —a X F—BEDO LI, TV L E
TSR T2 2 HOPUER 2 FioBE0sB ), ZNEIEBN R IRIGEZ R T 2 LA
S22 o TE7 (58 37 Q&A 3.34 ). &I HAEN TH 5 contactin-1, neurofascin-
155 1203 % HCPuiRIE, TERABA I 2 BB W & B R BRR IR 2 597 % 12 i
TdH 5 neurofascin-186 & CIDP FrOBAAIFN LB A2 2356 2 L 03B 545, ik E
FRZET2H0LMEINTVE Y ZHSOMERNL, @7 a7 ¥ EHERENO UGS
A CIDP IZHARENZ LA TEY 9 SHTIIIh SO HOIRE FoRBRIZHECR
JEPE ) Ko — & LC CIDP » S4B S 7z 19

BRI - FEK - —BREFT R OAD S CIDP £Hi MAG = 2 — a8 F = HEa gl 2
INF— L BB B T LA LVIEBIAAAET A 2 EARENTBY, 4HD CIDP IZBIT 5
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$£3& CIDP OZERICHITS Q8A

HOPAREOMES I, SN OHEIEN R4 R EOBW L2 EBAPEHNE 42 5.

SEOFRE]
CIDP OJREIEEICHMAETH L L EZONTE Y, BIEOFRRSEIN L. BT
EEERRREN BT DN LN D 5.

ik

1)

2)

3)

4)

5)

6)

10)
11)
12)
13)
14)
15)

16)

Kwa MS, van Schaik IN, Brand A, et al. Investigation of serum response to PMP22, connexin 32 and P(0) in
inflammatory neuropathies. ] Neuroimmunol 2001; 116: 220-225.

Csurhes PA, Sullivan AA, Green K, et al. T cell reactivity to PO, P2, PMP-22, and myelin basic protein in
patients with Guillain-Barre syndrome and chronic inflammatory demyelinating polyradiculoneuropathy.
J Neurol Neurosurg Psychiatry 2005; 76: 1431-1439.

Inglis HR, Csurhes PA, McCombe PA. Antibody responses to peptides of peripheral nerve myelin pro-
teins Inglis with inflammatory demyelinating neuropathy. ] Neurol Neurosurg Psychiatry 2007; 78: 419-
422.

Caudie C, Quittard Pinon A, Taravel D, et al. Preceding infections and anti-ganglioside antibody profiles
assessed by a dot immunoassay in 306 French Guillain-Barre syndrome patients. ] Neurol 2011; 258: 1958-
1964.

Querol L, Siles AM, Alba-Rovira R, et al. Antibodies against peripheral nerve antigens in chronic inflam-
matory demyelinating polyradiculoneuropathy. Sci Rep 2017; 7: 14411.

Ilyas AA, Willison HJ, Quarles RH, et al. Serum antibodies to gangliosides in Guillain-Barre syndrome.
Ann Neurol 1988; 23: 440-447.

Melendez-Vasquez C, Redford ], Choudhary PP, et al. Immunological investigation of chronic inflamma-
tory demyelinating polyradiculoneuropathy. ] Neuroimmunol 1997; 73: 124-134.

Kuwahara M, Suzuki S, Takada K, et al. Antibodies to LM1 and LM1-containing ganglioside complexes in
Guillain-Barre syndrome and chronic inflammatory demyelinating polyneuropathy. ] Neuroimmunol
2011; 239: 87-90.

Koike H, Ikeda S, Fukami Y, et al. Complement deposition and macrophage-induced demyelination in
CIDP with anti-LM1 antibodies. ] Neurol Sci 2020; 408: 116509.

Pascual-Goni E, Martin-Aguilar L, Lleixa C, et al. Clinical and laboratory features of anti-MAG neuropa-
thy without monoclonal gammopathy. Sci Rep 2019; 9: 6155.

Querol L, Nogales-Gadea G, Rojas-Garcia R, et al. Antibodies to contactin-1 in chronic inflammatory
demyelinating polyneuropathy. Ann Neurol 2013; 73: 370-380.

Querol L, Nogales-Gadea G, Rojas-Garcia R, et al. Neurofascin IgG4 antibodies in CIDP associate with dis-
abling tremor and poor response to IVIg. Neurology 2014; 82: 879-836.

Delmont E, Manso C, Querol L, et al. Autoantibodies to nodal isoforms of neurofascin in chronic inflam-
matory demyelinating polyneuropathy. Brain 2017; 140: 1851-1858.

Miura Y, Devaux JJ, Fukami Y, et al. Contactin 1 IgG4 associates to chronic inflammatory demyelinating
polyneuropathy with sensory ataxia. Brain 2015; 138: 1484-1491.

Devaux JJ, Miura Y, Fukami Y, et al. Neurofascin-155 IgG4 in chronic inflammatory demyelinating
polyneuropathy. Neurology 2016; 86: 800-807.

Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. J Peripher Nerv Syst 2021; 26: 242-268.
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Question & Answer 2.3 2. CIDP MZHICH T3 Q&A

BoO—lREISOJVUVNEZRETIEREHIN?

B

OCIDP ABEONBEBE T, B0 HREIOT) Y (MED) MEZRETINETH
3.

i

Elﬂ"!

CIDP & RIS L 2 D oy u— Uy a7y v (M ERA) MUE 2 £ 9 FAE kRS
X, AL 7 I0A F—3 X, POEMS MR, PFLMAG =2 —uXF—LLtB’EEhs Ihb
DFEIL CIDP LEBENR L5720, BHICIELSZBH T2 LPERETH 5.

Wra— 2 WsEsra 7)) YIEZ R 57201218, MEOBLKKEE, GEFREE 217
I, REFEHEDOT) PIREL . F2, RPREREELENTH S

IgM 27 0 — U PERE 7 a7 ) Y IET® o 72354, RIS 1) & B0 3 2 Hifk
P MAG Hifk) BBtEiC e 2. H5IC TgM k BITIRBERIE 50% & @i S Tw b 2 BRI
HALRL CIDP @ 2/3 DBHE L, IgM /85 7a 7 4 VICHE L2 RiiREEETH ), £ 0l
&, PUMAG JUADEETH % *° Z 70, @ii# CIDP OBEHT, IgM /87 7a 74 »a8
Bl S 7235610218, PUMAGHRIZLHOBETH 5. —EORE THETZ WA,
MOBELMEZIT) CELEETHSH ). PUMAG =2 —uas8F—i&, CIDP &id®4h, 27
oA R s a7 v, MERBOREICZ LW EHE SR TWS. AFFITTY) Y
< T OFRERHRE I N TSP,

IgG H B\ T IgA Hy u— Y PpE s a7 VIEDY; AL, POEMS JEfERE, AL 7 a4
K=Y A% EOWRENZ % 2 % °. POEMS JEMERE, B RIEICEAT U CORM MR E2AE T 5
CENLL, EEHRELRT TSI 05, CIDP L S hd\v. POEMS SEFEHOELLE
HEARREUE, AT R OREEE DMK § 5 2%, (mE 70y 7 RERN AT TH S
LEINTWD Y F7z, AOHENRWI LEAYFO O E DT, POEMSIEBETOEZ D 76%
WADPEL D EnbNTWw5s 8 2SO 25 POEMS JEBERE S b LIUE, M MR
fa 85K F- (vascular endothelial growth factor : VEGF) #llE§ 2 LA H L. ALT7 I 04
F—3 2 - ZRMWERETIX, AL 7 384 F—=Y ARLhEHICHEL, LAELHFNEZ & o
JEEsPEE 2 & 72, RRAREREEIL 15~20% a0 2 L b Twa 2 E@FIL, ZIEeHE
RAGEATT 275, REMREREDSLITT L6000 H 5 0 FHEMOFAR LN & ORER
FHCRIEL, BB EL S, BERMEREEEIZHOE o & 20, RPN O #
FEDSTR W Y BEAAERENIIIMBR LS TR TH 575, CIDP & SN2 L WERO#HE D
%2 BWICIERPLETH 5.
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[S#OHRRE]

Hoo— s a7 ) YlE 2 M ) RIEARERE 21X CIDP L B2 2 RE0ETh,
LD R B 72D\ T 24N H 5. F72, POEMS JEMERE %% ETRHOAESRHE L
REL DB, TRREHFEFZVREDEINTEY, FREROMENLING.

ik

1)
2)
3)
4)
5)
6)
7)
8)
9)
10)
11)

12)

Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. ] Peripher Nerv Syst 2021; 26: 242-268.
Maurermann ML. Paraproteinemic neuropathies. Cintinuum(Minneap Minn) 2014; 20: 1307-1322.
Maisonobe T, Chassande B, Verin M, et al. Chronic dysimmune demyelinating polyneuropathy: a clinical
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2014; 10: 435-466.

Sung JY, Kuwabara S, Ogawara K, et al. Patterns of nerve conduction abnormalities in POEMS syndrome.
Muscle Nerve 2002; 26: 189-193.

Nasu S, Misawa S, Sekiguchi Y, et al. Different neurological and physiological profiles in POEMS syn-
drome and chronic inflammatory demyelinating polyneuropathy. ] Neurol Neurosurg Psychiatry 2012; 83:
476-479.

Lunn MP. Neuropathies and paraproteins. Curr Opin Neurol 2019; 32: 658-665.

Rajkumar SV, Gertz MA, Kyle RA. Prognosis of patients with primary systemic amyloidosis who present
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Kelly JJ Jr, Kyle RA, O’Brien PC, et al. The natural history of peripheral neuropathy in primary systemic
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Mathis S, Magy L, Diallo L, et al. Amyloid neuropathy mimicking chronic inflammatory demyelinating
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Question & Answer 2.4 2. CIDP MZHICH T3 Q&A

B FREDERESS M ?

B

OCIDP NEZBRICHEDELFERIESLTVRENWSHRER L. BIEE—21—0ONF—
DEHIC(E CIDP #iRDBBZ 2T HEMNE©H B8, MEDERIIEETHS. BILFRE
(&, FESREMG, BRI, REEZEIBELICH U THERE= 2 —0/NF—LDER
(CEATHS.

i

CIDP D fEBIHFEDBIZFERNEG LTV B L W) HiFE v, #fstk=m 2 —a/8F—
(inherited polyneuropathy : IPN) ® 7 7%221%, CIDP OFShERE#E L fREHT L, A EBLA- AT
WA 2D FAET 5720, MEOEINATEETMEITAATH S 0 IPN 12,
Charcot-Marie-Tooth % (CMT) =M ER) M = 2 — a8 F—, BEMHEREE = 2 — a3 —,
BARPEE M9 = 2 — 1 78 F — (hereditary neuropathy with liability to pressure palsies :
HNPP), ATTRv 7 I 04 F—=Y AR DL L ORI H Y, BIZFWICHEIRMIZ S S HkE
FHTHSD. IPN BEOLPITE, RIEBEO WIS A7 %<, CIDP &HMWT % KRR
W, EAEHER, WERREA EFZEL, CIDP LB SN TV LBINFIET S Y2
72, IPN Al I ZRGE T EORE 2 72 £ 5758, 2 F 721320 RE T CIDP #of#H %
29 5 IR CMTL JiEB] (CIDP-like variants of CMT1) i SN <THB Y, FO—HTIEE
BREATOA FERLGEE 17 ) CEHERD (IVIg) % EDORIEFREIHRTH o 726 b s S
NTW5 19 R CMTIA Tld PMP22 A O#EFEIFEBUC L 0 5] &2 S - BiiEAszing o
FRRICR D, RMICRIENER SN PP ESINTWS Y TTR-FAP BHETH CIDP &
BLL 72 BRRAY - BAEBSTREZ 2T 52 L2H ), CIDP LB SN MENLED 5 *°.
JL4E, TTR-FAP 13 siRNA 85 7% EOH R IGREDPHEL L TETWH 720, RIZHL Lo
CIDP & DIEME=FERN D72 O I B TFHRAEOBZMEIIFH T > TETWS 9

—75, CIDP B#IZBIT 5 IVIg I3 % i UG 12 B § % 24 HFJE T, perforin 1
(PRF1) & Fc Gamma Receptor b (FCGR2B) @ 7' 0 & — ¥ — gD/ 3 7 >~ b 7 X transient
axonal glycoprotein-1 (TAG-1) ®31) 7 > b ¥ L OBEAHE SN T 5.

[SEDMZFRE]

IPN RO BB TVEBEAET D LEZ O, 5% IPN HBUEREET-558 5512
UL, IPN & CIDP OB EETREII S SICHHE Y —VIck b L Bbhb. F77,
CIDP BHEDME 4 DOFIEB L OHFE) 2 7 2 RBIM, S, H@ol, FHha LIclEs 5
BIZFE RS S 22U, BE—A—ANCEDEFIRGH, HIEORIR, 7 7 23t
TE5 59170, HIMLER~OILHDTREL 25 TH A ).

81

NIATWEOS vO0—0 w

>R



$£3& CIDP OZERICHITS Q8A

ik

1)

2)

3)
4)
5)
6)

7)
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Taniguchi T, Ando M, Okamoto Y, et al. Elderly patients with suspected Charcot-Marie-Tooth disease
should be tested for the TTR gene for effective treatments. ] Hum Genet 2022; 67: 353-362.

Kuitwaard K, van Doorn PA, Bengrine T, et al. Genetic biomarkers for intravenous immunoglobulin
response in chronic inflammatory demyelinating polyradiculoneuropathy. Eur J Neurol 2021; 28: 1677-
1683.

Tijima M, Tomita M, Morozumi S, et al. Single nucleotide polymorphism of TAG-1 influences IVIg respon-
siveness of Japanese patients with CIDP. Neurology 2009; 73: 1348-1352.
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Question & Answer 3.1.1 3. CIDP MEZEICHT3 Q&A/3.1. BEERE

BABEEEULT, REJIOJYVEIEECABRERTOA
RERLWINHEH ?

B

ORET 0T EBTEE (IVIg) LRIBRERT O NERFZICENTSY, LblCE—E
RETHZN, BELS - EECHLTEESEBRTNEHEMTANETHS. LHL
BAS, PHNEEIET 388, 53LRAT0C RECHT ZRRBENS 3188,
IVig AMEABSEE L T2 L

i

EIUII:I

IVIg LRIERE AT 0 A FEEORIZIEHAIRIEEDS RV EATRENTW S 2 IVIg
L7V F=vu Ak (60mg/H, #fE2HMH, LEE1HEI L2 10mg 3 2MHK) & IVIg (2
g/kg RE, 1 HEE2 HE) O -HERZ 0 A+ — =GB ClImiiE e AT, 6 WHROR
FEEZEN LW EAVRENT WS ? IVIg (500 mg/kg RHE, s 4 HE) &RE#IRG 2 TV 7
L F=va YRSV AHEE (500mg, it 4 HE) 2@:H, 6 » A5 L7#o RCT T,
R RV CIE S 2001 TVIg BECHEICA %2 L, IR EBEEICIBNT, VIg BERLTW
ezl E#HE LTV Y

EL L 2MEAHRE L THV 22 IBEE R - IMHEIC X 5. ThEhorlfEl (R7u4 F
SR, BERE, BHERELR & IVIg : MAERE 7 LV ¥ — oBEE,  AHER) 2 %809
ZTHEIRZATS.

SEOMFRE]

AR E AT a4 FHEE IVIg, ZNEHOBBULEE FHl5 K377 CIDP O R
THRLEWER OFE L IR L 72RO EGTPRICHATOAIH L0 ?  HHREZT L L0t
e, FREZT TR ENEHOEHIA PETHOEELEO, MBEORLEFEDONT VA
&I EPSHOPETH L.

B4

1) Van den Berg PYK, van Doorn PA, Hadden RDH, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

2) Dyck PJ, O'Brien PC, Oviatt KF, et al. Prednisone improves chronic inflammatory demyelinating
polyradiculopathy more than no treatment. Ann Neurol 1982; 11: 136-141.

3) Hughes R, Bensa S, Willison H, et al. Randomized controlled trial of intravenous immunoglobulin versus oral
prednisolone in chronic inflammatory demyelinating polyradiculoneuropathy. Ann Neurol 2001; 50: 195-201.

4) Nobile-Orazio E, Cocito D, Jann S, et al. Intravenous immunoglobulin versus intravenous methylpred-
nisolone for chronic inflammatory demyelinating polyradiculoneuropathy: a randomized controlled trial.
Lancet Neurol 2012; 11: 493-502.
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Question & Answer 3.1.2 3. CIDP DBEICHT3 Q&A /3.1, BERIRE

HWFEEAE LT, REJFOJVVEE @E KT CEIBR
BZ704 RERVLITNHERM ?

B2

OHRIEEE LTRET O VBER, REJTOT) EFRE (IVIg) &REITDTI R
TEEE (SClg) LH(ICRAIFICHREENS. BIBRERT O RRLIEEEN SHET D
RHNHREPEFTEDS. WThHLERBAICALSNICEREHITEEE LTHERT 3.

fES

INBELD RCTI2& D, IVIg LRIFREAT B A FE L OMIIZEHINRIRIEDS RN LA
RENTVEA, VIg (500 mg/kg ARHE, ikt 4 HME) LREEHIRIGAF LT L F=va VIR OV
A (500mg, it 4 HH) 2, 6 » JR$G L7z RCT Tid, G TRICZO 2 HE2 K
BIHT6 » ABIE L2 2h, BHIRMAF LT L F=va YR OV ZE TSRS
Narorz (1061 0 61) oo, VIgBETIE, 21 Fik 8 BICHFEAA SN, BIEHE LEL
L2 ehs, —@EHIM o7V ZHEERIRDFRES 5 W REMEA S 5 17

Hughes 507 5 &R & VIg #:D RCT (ICE study) O 7T CTlE, TVIg #MiFe#ED: (1g/kg
fRE, 3B TE) 2772408, HRE TOMHOARLERSALN, #B)), FEE, QOL
D25 24 B FITh72o T, BEOUFEICHFGLTnD P

F72, WIglZEDH -7 CIDP BEE MRS, 751K, KR SClg (0.2g//KE, ),
i SClg (0.4 g/fkE, g3H) % 6 » 45 L7 RCT (PATH #kBR) Tid, SClg #EFRH#EEIE
HHT, TOHROF =T BT L RIMSESHERZS TG 07

INHORCT DGR BE 2T, EAN/PNS 714 F 54 THMFEE L LT, VIgd L<
1% SCIg % A% ICHERE LT Y

(S DIRFERRE]

EEEAIZBWTHIE T 0 7)) YEHEESA R 2 BEITB W T IVIg, SCIG I X 2R
BWFNBHERTH 275, WE - PIEOK] - HTEIZOWTRESRORYPLETH L. 3~
6 » H I 72 RS GET UZ I E ~ TR 209 & OF B OB D 2 HBEEDLEET
Hb. AIEREATOA FEOWRE~PIEBICEIERE SN2 BT MBI CIDP 2B W
T 20~30%AFfET 5. ZORMICHEST 2N TOMBVLETH 5.

ik

1) Van den Berg PYK, van Doorn PA, Hadden RDH, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

2) Oaklander AL, Lunn MP, Hughes RA, et al. Treatments for chronic inflammatory demyelinating
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3)

4)

5)

6)

7)

polyradiculopathy (CIDP): an overview of systematic reviews (Review). Cochrane Database Syst Rev 2017;
1: CD010369.

Nobile-Orazio E, Cocito D, Jann S, et al. Intravenous immunoglobulin versus intravenous methylpred-
nisolone for chronic inflammatory demyelinating polyradiculoneuropathy: a randomized controlled trial.
Lancet Neurol 2012; 11: 493-502.

Hughes RA, Donofrio P, Bril V, et al. Intravenous immune globulin (10% caprylate-chromatography puri-
fied) for the treatment of chronic inflammatory demyelinating polyradiculopathy (ICE study): a random-
ized placebo-controlled trial. Lancet Neurol 2008; 7: 136-144.

Merkies IS, Bril V, Dalakas MC, et al. Health-related quality-of-life improvements in CIDP with immune
globulin IV 10%: the ICE Study. Neurology 2009; 72: 1337-1344.

van Schaik IN, Bril V, van Geloven N, et al. Subcutaneous immunoglobulin for maintenance treatment in
chronic inflammatory demyelinating polyradiculoneuropathy (PATH): a randomized, double-blind,
placebo-controlled, phase 3 trial. Lancet Neurol 2018; 6: 35-46.

van Schaik IN, Mielke O, Bril V, et al. Long-term safety and efficacy of subcutaneous immunoglobulin
IgPro20 in CIDP: PATH extension study. Neurol Neuroimmunol Neuroinflamm 2019; 6: €590.
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Question & Answer 3.1.3 3. CIDP DBEICHT3 Q&A /3.1, BERIRE

HEEEE LT, REIJIOJVVEIEEOAE - BRZED
&KSITRHZID?

o2

OLNRET OV > EFEE (intravenous immunoglobulin : IVIg) IERIET % CIDP
BEOBHICE, EINEEEETELEERRBERIBEN 1~3EEETS. —H, ®
ENTHHHZVEERIZSNBBETER, ASHOUSEEERTTS. 1g/kg% 38
CEICTS IVIg DIFFEAGERBEDUVEDTHS. ULH L, IRTOESICRIBHERIEE
FUETREL, 6 nANERRFHEIASNIIBE, HE~PLZRFTTS.

WE D VIg (2B L7z CIDP EEDO—IE 1 7 = VOBFETEMT 2. 4 5) 7OIR—h
T3 12.3%", Gorson 513#y 30% D EHAHAMERE B Z /R L7z ST 2 van Doorn 50
52 BIOBIEIIE T, 2g/kg KR MEAIEORIE, 20 B (38%) RIS, 9B (17%) 145
EEMRITEL, 26 BT S OEFED A LNz EEAH STz 21 ] (F)E1EHE responder
D 66%) (X AEH G A RETE 5727,

IVIg O L LT, 1g/kg KE% 3 MM & RS- 2 HEOMED LD LT
%40 ZofEE e, 117 BIOBFESSML 72 RCT (ICE B T, F5EX TOMMICA
BREESAGN, 8)), BEE QOL OWFHIIHL Lzt A Tirbhiz49flotr—7
T AROVIRERTIE, 52 OBILEHIRI T 34 B (69.4%) HUCGEIREAZAERFL, T3813 4 91 (10.8%)
NPy (A

IVIg #EFpfREE O %2 7 1 7' ) >~ Hi & %2 &l L 72 Progress in Chronic Inflammatory Demyeli-
nating polyneuropathy (ProCID) XERTId, 24 MIFHotE L, KA (05g/kg/3#) #ET
65%. HEEITR (1g/ke/3 M) BET 80%, IR (2g/kg/3 ) BET 92% T Y, 3 BERITIRALA
wHEE FARN L OMORTHEEDNSHLNTZC,

IVIg MR D (e E & T) DEEEERS O RE - L4t % #E L 72 dose-response
RCT in CIDP (DRIP) i8R TIE, ARBBE G- IHEROMERER G- L L 2 ) v MEo
Loz’

FERDHMEFHI LR 27 0 7) Y HES L ORI IE 4 OBETRZ 27D SH 5. Lunn
5, 1 F7213 2 MO 2g/kg RED IVIg TRADIMRE /72 L 12, BEEICES 2 M Z M
EL, ZOMMT2g/kg KED IVIg % 2HiTo7zd &, MIZAZZVEFET20%T >HS
A LT IVIg #eb5-8 - Mok ezt Z L7z (1), CIDP & &R ER = 2 —
R F— 71N L o EE W THEREZ T o728 24, HGHRITFH 438, HE
T 1dg/ke KR L5 EATERE LTV Y

IVIg MR CTRE L2 BB %, BGHIREE & ket o 2 BRI T 24 AR B L 72 MG T
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YIRS
2g/kg

MEROFH (3:BE)
} 38
SNl
2g/kg
(1@E®DIVIg TR20E LIgN > 12i55)

ZHER DT - 15
i BE50AYI—NIVERET BID
v BEXTED

SRIE UTeA V9 —NILT 2g/kg T 2 T

v

REUAVI—NILT, 18R
I2FTI1EIC20% T DEE

1 Vig DREREHDHD7ILTU XL
(Lunn MP, et al. J Peripher Nerv Syst 2016; 21: 33-37. 2 £V)3|f)

(&, RO ISR ENT, S 5T IVIg TIRRED 28% D EFIX 76 HIZH 72
) MR EEOEALE RS h o7z ICE REBOIERRER TS, 7T L ARBEOFFRIEA 50% T
Hotz?

FLOHE, VIgIZLT 2 BHEITIE, BMERREOBED 1~-3HZBD LN LD, BENIAN
155 B VIEFHBRS A SN BHTIE, MOIPOMFFRELZLEL TS, —FT, IVIg DR
B BIRNT 2356, TRTOBENEICHEFRREZLE L T5DITTERL, BREPALN
7ty —RBOEBF TR IVIg O £ 723 H G OISR TH L.

[SEOHFRRE]
K TlE CIDP OREGTHMNL MR B R O L JGEANO UM EICE X PELN TV S, B
h TR L T AEBOEBET L2 W3 5720014 F <=7 —OREIFILINS.

ik

1) Chio A, Cocito D, Bottacchi E, et al. Idiopathic chronic inflammatory demyelinating polyneuropathy: an
epidemiological study in Italy. ] Neurol Neurosurg Psychiatry 2007; 78: 1349-1353.

2)  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. Neu-
rology 1997; 48: 321-328.

3) van Doorn PA, Vermeulen M, Brand A, et al. Intravenous immunoglobulin treatment in patients with
chronic inflammatory demyelinating polyneuropathy. Clinical and laboratory characteristics associated
with improvement. Arch Neurol 1991; 48: 217-220.
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4)

7)

8)

Hughes RA, Donofrio P, Bril V, et al. Intravenous immune globulin (10% caprylate-chromatography puri-
fied) for the treatment of chronic inflammatory demyelinating polyradiculoneuropathy (ICE study): a ran-
domised placebo-controlled trial. Lancet Neurol 2008; 7: 136-144.

Kuwabara S, Mori M, Misawa S, et al. Intravenous immunoglobulin for maintenance treatment of chronic
inflammatory demyelinating polyneuropathy: a multicentre, open-label, 52-week phase III trial. ] Neurol
Neurosurg Psychiatry 2017; 88: 832-838.

Cornblath DR, van Doorn PA, Hartung HP, et al. Randomized trial of three IVIg doses for treating chronic
inflammatory demyelinating polyneuropathy. Brain 2022; 145: 887-896.

Kuitwaard K, Brusse E, Jacobs BC, et al. Randomized trial of intravenous immunoglobulin maintenance
treatment regimens in chronic inflammatory demyelinating polyradiculoneuropathy. Eur J Neurol 2021;
28: 286-296.

Lunn MP, Ellis L, Hadden RD, et al. A proposed dosing algorithm for the individualized dosing of human
immunoglobulin in chronic inflammatory neuropathies. ] Peripher Nerv Syst 2016; 21: 33-37.

Adrichem ME, Lucke IM, Vrancken A, et al. Withdrawal of intravenous immunoglobulin in chronic
inflammatory demyelinating polyradiculoneuropathy. Brain 2022; 145: 1641-1652.
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Question & Answer 3.1.4 3. CIDP MEZEICHT3 Q&A/3.1. BEERE

AL LT, REJIOJYVEEDFIEE T IONITN
hazm?

B

OCIDP DIHFEEICH (T3 IVIg & SCIg BLWTNEBFNTH S, BLErEEEBLLHER
3720, BRIELDBEBORRICH U TREIENBINETH S.

i

CIDP (259 ffEFpstE: & LCThIEs a7 Y #HIHE (intravenous immunoglobulin @ IVIg)
OFRITEH OB TR SN TS (B 27 CQ3, 3T Q&A3LIBM). —hT, HRpk
W LTHRET a7 VB FERED (subcutaneous immunoglobulin © SClg) ORH & #E) L7z
PATH BT, WVIg KA DHERR S, 50 1VIg (1 g/kg IRHE/3 H) TRz el S ¢ 7:
172 Bl%& 54502, SClg 0.2 g/kg/# (57 1), SClg 0.4 g/kg/# (57 Bl) BL VT T RO FiE (57
Bl) N AT FREZEEOMOIEMIC X LR IEO# 4L, SClg 0.2g/kg/W BT
38.6%, SClg0.4g/kg /HMET 32.8%, 7Tt RBET632%&, 77 LARBITK LT SClg #EIEH
HF LR IE OB G AH B A2, SClg 78 IVIg ORBHEEIC R Y 9 A 2 LAvREN Y

L L3 s, — TIRBUET b T 2 B & 0 IVIg MEFREED S SClg ~D ) )
ZISX D, 24 HDIC 0.2 g/kg/TRET 33%, 0.4g/kg/ARET 19%DEEDVFHEL TV (F5
LARBEE56%). DT LiE, IVIg & SClg DEHELEKIZIT> T ARwnd Do, IVIg 55 SClg
NOY) )RR MO BHICHFEIEZ ZREE D RIZL T 5 9

SCIg I2Kf 3 % IVIg OFIRUIE, MK DRIET T T ) ViRELEZ HL 2 LA S8 572012/
MU CcE L L, HOMBIIENE LT3BIC—ETHELI L, FHEOTHIZEES D
119 720 BENTH A AT 2 LB I 2w L, 1 oS THIREHZ 1 RITHb L, &y
Wb, RIEIE, MAREORM A LA LMY 2 & Z2 o N LEER (BUE, WK, 1> 7V
T UFRHEIRZ: &) BIMBIL R W &, BGRIGERDET, £ OBREICZ ORI H T
KD SRR NT L, HESEINCES LIET 7 AR 2 2HEHNL NI L&D
%. —JiC, SClg OFIRIL, 717 » OREMARED IVIg IZHR TR 51 b
& D HIREARAEORIVER (MARZERGEZR L) 2T E 2Rz H 2 2, #1 oS
DLBTEH, ACEHD TR THBEDMEA D % Ak, BEPRGRHZ HINGRIRTE 2
CENOHHREDOHEABICHEL G521 WS E, EDRDH L. REIZ, HOEFHOTH
TR L LEDNDHDH L GIMEER E2AHATIIIRETE ), 5B E SRR
25T L, BTEIGERT 2 EHHLIOESL N LRI HN S 5

CIDP 2% 2 MEFifE: & LT o IVIg & SClg OFFIEMH & . LTW52, BlEDL
%, WHEOEH IS TIE AR, IVIg I & 2HERREZIT> TW B BHEDL { HISCIg 12b)
VAR TH S, FHRPEEHOMBENZ2 WRETIE, EBOZRZROEBOM M & KA
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ERRBETLITHRLT, RRIEDETERT L LIRS,

SEOARFE]
CIDP DR L LT IVIg & SClg DR F# % Wi 2 BRI e L ETH 5.

ik

1)

2)
3)

4)

van Schaik IN, Bril V, van Geloven N, et al. Subcutaneous immunoglobulin for maintenance treatment in
chronic inflammatory demyelinating polyneuropathy (PATH): a randomized, double-blind, placebo-con-
trolled, phase 3 trial. Lancet Neurol 2018; 17: 35-46.

Uniyal R, Garg RK, Malhotra HS, et al. Intravenous versus subcutaneous immunoglobulin. Lancet Neurol
2018; 17: 393.

Allen JA, Gelinas DF, Freimer M, et al. Inmunoglobulin administration for the treatment of CIDP: IVIG or
SCIG? ] Neurol Sci 2020; 408: 116497.

Goyal NA, Karam C, Sheikh KA, et al. Subcutaneous immunoglobulin treatment for chronic inflammatory
demyelinating polyneuropathy. Muscle Nerve 2021; 64: 243-254.
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Question & Answer 3.2.1 3. CIDP OBEICH1T3 Q&A/3.2. T2IAVK

BEWREEDELSICHETSH ?

B

OLENRIS, BENVRIERE L TEENET (disability) E#REFEE (impairment) O@ET

DHEZERT 2UENHS.
OERLEEAIRETOFHBELBEATHS.

i

EAN/PNS %4 K54 > To CIDP WL U T, i (GEr a7y Vg,

s, BB EA T a4 F3E) ~oUnttid CIDP @

D e SR AHH LS. =T,

GIEIANUEED D 5 2 & 1& CIDP ISR RN 2T Tld e SHRE T AR 2 8, B X
O, RIEEHANOSUSTEDO K UNL CIDP 2B 5 2L XL 6 W I EICHETNETH 5.
EAN/PNS 74 N7 4 ¥ T, EHHENOBUSTEOMERRIZIE, FBIZREEE L TRRUKT
(disability) & #¥REFESE (impairment) DWMH TOWUEZMHRT L UENHLE LTS HE
KT (disability) & LCi&, Inflammatory Rasch-built Overall Disability Scale (I-RODS) (55 1)?
% Inflammatory Neuropathy Cause and Treatment (INCAT) disability scale (5 2)*" T&FAili
T& 5. HHERESE (impairment) (&, Medical Research Council (MRC) sum score * (0~60 : /&
L OJESVEE, e, AR, RBIE I, Mz, ERIEITEE O MRC 2 2 7 055D,
Modified INCAT Sensory sum score (mISS)®, Neuropathy Impairment Score ", 7N K~V K

& 1 Inflammatory Rasch-built Overall Disability Scale (I-RODS)

BEOESN

100 (&S - TS HHRR L)

LIFD 24 IBBICEALT, ZNENEHEAT O RA ), REES(EHINERMOEE 1 KAV 8, &
SICERETAE Q R4/ b)) OWVWITNTHHHhEEL, &EtR (-RODS G5tRI7 1 0~48 RA >/ 1)
BHEXRICEST, BOXEBIERIZICERTS (005 100 FT: 0 FROBEDTE - TSR,

FHHBIRE (24 I1RE)

i/ A%ZZH:D BN% B Dz <

E¥5%E%D A UICEES YUy TFEED
LFB0BEKR THFEERD BFZEBRESED

FEDFN DFE =[O T DY DIFENER Vv D—ZB80B

M73%55 EPI= K WEDONT (R—IL1gE)
FZEDDHTYZEDOND FEER—RZES< RHESEHEE TREIT D
SWCESEYZEITD 1 km KiaDEHNST BVWYEEY, 1D, B3ES
SR IS DIEEIT ED

BAZBRIRIC DWW T validation SN TWLWRWRICEBERET 2.
(van Nes Sl, et al. Neurology 2011; 76: 337-345. 2 & WF0R)
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# 2 Inflammatory Neuropathy Cause and Treatment (INCAT) disability scale

EROBE
0 : EEEFL
1 FRBOVUERID EEDESHSH DN, UTFOWVTNOD_ER#EEEDIBR DN TULIEL
- Dy N—DRREIRY U HNTF
- EELEE
FATETH—TDFER (FAT7ET+—TDBBIRBRVEEF, A TS—2DfFEMH)
CINSIRESZR D
2 FABWUERID_ERDEENGD ), EEED 4 DOWVWITNHICHEN DD NZFITTCETEVDHDIFHEL
3 FABVUERID EEDOREENSD Y, EEED 4 DD55 1 DIEWUL 2 DONERITTERL
4 BBV UERID_LEDEEN®H Y, EEED 4 D035 3 DBRVLINTHRTTELRL
5: W\WINODLEETHENZER > BTN A OlaE
TEOEE
0 : HITEE(F R
1 HTEENDD. UL UPH THETEE
2 PHOSTICEHENICHRIOYR— (B, MR, 1 X0 ZHEETD
3 PHOHTICHBENICHAIDOYIR— & (2 AR, 2 RAOMER, HITHBIE 2 AORDE) ZHE
ETD
4 PHOBEICIFEBENICERFFHINE. UNUL, BIFHGNIFIAIYCEESDLSTH OEE
5 BENSEBFICRESN, BIIHEHD > THIMPESDSTIFATIEE
Overall disability = £+ TR DEE
(Hughes R, et al. Ann Neurol 2001; 50: 195-201. ¥ &W3If)

X3 BERMMEOBRERBRDFHE/NS X —5 DE1L
- I-RODS : 4% M+ > hULED EF
- INCAT disability scale : 1 R+ > hUEDET *
- mISS : 2 WA~ M EDIET
- MRC sum score (0~60) : 2~4 1R+~ ~ ED EF **
- BN
Martin 88733 : 8~ 14kPA I ED EF **
Jamar BYEHE 1 10% L ED EF
[-RODS : Inflammatory Rasch-built Overall Disability Scale, INCAT : Inflammatory Neuropathy
Cause and Treatment, miSS : Modified INCAT Sensory sum score
*: 1212 LFAZEINCAT disability scale “ Cld LRI —ILT0 & 1 EOBEDE(LIFEREE UBVRISERT 2.
I BVLEEDNZHERIEZESHDEZEZIOND
e Eft 3 BEOTSEICT B L TRt ESSH D
(Van den Bergh PYK, et al. J Peripher Nerv Syst 2021; 26: 242-268. " & W)

A FEA=Y =2 fFnRNE THETE 5.

EDREEDLZALD & PSR UCED B 5 L EFK T E DD, TARBGER STV ARWnAS,
HEORRRBTH SN IRENBE IR S (K 3).

FERRIRISRE 7 0 7)) YHREICEIT 5 T v AU IRECEGEER O T AT T, BRARTER &
HAEHAIRA (BEETIEEER. [compound muscle action potential : CMAP], (&7 1 v
7, EEIIFZEHE [motor conduction velocity : MCV]) OUGEEIIA B LM Z /R L T
%% =7, CIDP 31 BIOBHRAIR & B EHERAEDORE T, HiIET L CMAP KT,
MCV MBI L7223, (2870 v 7 Of7 ik & m iR O LRI A % hr o 72 LA RRHT
Tld CMAP KT O ADFHINE T OBIER T TH 2 %%, AR MCV Ly 7 — & O,
ZE7 0y 7 kS FPHRBERT & LTHEUTH L L/
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[S&OMFRE]
CIDP TOWHHBUGTEI i bl L5l A 7 — )b - e W F 2SS0l <, Rk
EN LT TH 5.

ik

1

2)

3)

5)

6)

7)
8)

9)

Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. ] Peripher Nerv Syst 2021; 26: 242-268.

van Nes SI, Vanhoutte EK, van Doorn PA, et al. Rasch-built Overall Disability Scale (R-ODS) for immune-
mediated peripheral neuropathies. Neurology 2011; 76: 337-345.

Hughes R, Bensa S, Willison H, et al. Randomized controlled trial of intravenous immunoglobulin versus
oral prednisolone in chronic inflammatory demyelinating polyradiculoneuropathy. Ann Neurol 2001; 50:
195-201.

Hughes RA, Donofrio P, Bril V, et al. Intravenous immune globulin (10% caprylate-chromatography puri-
fied) for the treatment of chronic inflammatory demyelinating polyradiculoneuropathy (ICE study): a ran-
domised placebo-controlled trial. Lancet Neurol 2008; 7: 136-144.

Kleyweg RP, van der Meché FG, Schmitz PI. Interobserver agreement in the assessment of muscle strength
and functional abilities in Guillain-Barré syndrome. Muscle Nerve 1991; 14: 1103-1109.

Merkies IS, Schmitz PI, van der Meché FG, et al. Psychometric evaluation of a new sensory scale in
immune-mediated polyneuropathies. Inflammatory Neuropathy Cause and Treatment (INCAT) Group.
Neurology 2000; 54: 943-949.

Dyck PJ, Boes CJ, Mulder D, et al. History of standard scoring, notation, and summation of neuromuscular
signs. a current survey and recommendation. ] Peripher Nerv Syst 2005; 10: 158-173.

Bril V, Banach M, Dalakas MC, et al. Electrophysiologic correlations with clinical outcomes in CIDP. Mus-
cle Nerve 2010; 42: 492-497.

Rajabally YA, Narasimhan M. Distribution, clinical correlates and significance of axonal loss and demyeli-
nation in chronic inflammatory demyelinating polyneuropathy. Eur ] Neurol 2011; 18: 293-299.

93

$QUU—N w

= 0l
\\\

ky
L

DRONTITI



$£3& CIDP OZERICHITS Q8A

Question & Answer 3.2.2 3. CIDP OBEICH1T3 Q&A/32. Y2I AN

HEIFS SURBEIIRBICKE TN ?

EZ

OCIDP TOZEHME TFMIEIHZS<RETHS.
OFtIER, ICHRIBHEBERDRSIEEICTD.

CIDP |28 \) 2 &5 HkEE F PR OR &I LT, KEO 1 iz B0 5 5% E RN 2T b
N7zt CIDP 17 BlIASa Bk 20, 5 BIASBL AR 2, 12 BT 3-Ask i ot e
ZRAIN TV, M2 CIDPIERDSEAL L 22013 36T, 9 b 1 FHIATET OB ST TIC
EIREEA R THE 46 HBICRBEBRR TR E L. o 26109 B 1 FhiEiEE 52 CIDP 4
RAVEAL L7228, Mtk 3 HUAPISWiNZ e IREBICEF T L7z, &9 11T, CIDP fERD
BALIW ARy HCTHEL, 7V =V oMERLEL ko7 ZOMEIIE T CIDP
BRI, R EA R D S L EZ b,

—7%, WEROM IR S D IR SN TWwWAb. Guillain-Barré SEBERETIX, Biomid:i
ARSI X B H ) Y AED S OMEIE IS\ 2o 2RSS D Y KRR TH S CIDP Th
BHREZ IO NEEEZONL. —T, IR bR OR R EBEL L 72 CIDP O
W3 0 ° IR AR b MR B G &0, MiiEE =5 — O R, ikl
RPIHAR RS (AT T2 A% E) #5350 EREHEN TS 167

%%<%ﬁ?ﬁ@(%ﬁﬁ@d?@ﬁ%ﬁ@@%ﬁﬁ’%?élE?Vz@&w*m L7z7%5
T, MRICHBYERAIEE L2054, FOR B OMENFEZEORIVER 22O WA K #E & 722 5 35
EHD 5.

CIDP /N 7~ b (Z 5 CIDP + @il CIDP) R4 Hethidsh = = — a8 — x5 % &8k
B - JE PR AR 5%, BeTH o7z L DRI H 5 121

[S#OHRRE]
G LRI R AR, AR < DR TRER, REIESMRRIB VSIS, CIDP ~NOREMEDYHEN. L T
WA EIFVRT, XD ZRBIE RIS LT TRGEDA LR TH S,

ik

1) Mortenson AR, Sprung ], Watson JC, et al. Chronic inflammatory demyelinating polyradiculoneuropathy
and anesthesia: a case series. Acta Neurol Belg 2017; 117: 895-901.

2) Feldman JM. Cardiac arrest after succinylcholine administration in a pregnant patient recovered from
Guillain-Barré syndrome. Anesthesiology 1990; 72: 942-944.

3) Dalman JE, Verhagen WI. Cardiac arrest in Guillain-Barré syndrome and the use of suxamethonium. Acta
Neurol Belg 1994; 94: 259-261.
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4)
5)
6)

7)
8)

9)
10)
11)
12)
13)

14)

Hor JY. Cardiac arrhythmia after succinylcholine administration in a patient with Guillain-Barré syn-
drome--a case report. Middle East ] Anaesthesiol 2010; 20: 881-883.

Hara K, Minami K, Takamoto K, et al. The prolonged effect of a muscle relaxant in a patient with chronic
inflammatory demyelinating polyradiculoneuropathy. Anesth Analg 2000; 90: 224-226.

JUIEF, WA, B3 2 YESOETEBIRITE 2 SRR I G ORI 3 EBIIIN 9 5 4z SRR
FEER. JFRI¥: 2015; 64: 852-855.

FHER, AR, HEEPEA. IR 2019; 68: 409-412.

Schabel JE. Subarachnoid block for a patient with progressive chronic inflammatory demyelinating
polyneuropathy. Anesth Analg 2001; 93: 1304-1306.

Velickovic IA, Leicht CH. Patient-controlled epidural analgesia for labor and delivery in a parturient with
chronic inflammatory demyelinating polyneuropathy. Reg Anesth Pain Med 2002; 27: 217-219.

Gupta B, Agrawal P, D’souza N, et al. Anaesthetic management and implications of a case of chronic
inflammatory demyelinating polyneuropathy. Indian ] Anaesth 2011; 55: 277-279.

Richter T, Langer KA, Koch T. Spinal anesthesia for cesarean section in a patient with chronic inflammato-
ry demyelinating polyradiculoneuropathy. ] Anesth 2012; 26: 280-282.

Sales F, Cruz ARS, Maldonado F, et al. Perioperative management of Lewis-Sumner syndrome. Cureus
2023; 15: e36297.

Roth SP, Gemma T, Dovich T, et al. Anesthetic management of a patient with distal acquired demyelinat-
ing symmetric (DADS) neuropathy under general anesthesia. Cureus 2022; 14: e27417.

HILUPAHE, IHDAL A m+F. SREES = 2 — 03 F — SR B W OHIEEOEAAEIE L 72 1
SEB. IR TR BE LS S HERE 2015; 26: 29-32.
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Question & Answer 3.2.3 3. CIDP OBEICH1T3 Q&A/32. Y2I AN

FEABEFE@H ?

EZ

OEFTORE, BETHBCE, REBEICHTIRMMERE, BREEEZRET
ZEREBZIMRHNFEAREF THS.

THRARFRFICHET 245 F TOMERRDL X, 1 Higk TORIENFITIZEI Wb D
THY, ERBSLBENIETHL EVIRAVDHZ. £ 5) 701 ik TERS 7z, CIDP
60 Bl & KR L7 NI CIE, KW ThDH I L, HEFRIE (45 Ak, FRTEMRA O
IRAFEEIIN 2 TRAEBENRA TR E O L2 K { 2 &% modified Rankin Scale (mRS)
TOMEZEOFHEGOFURTL LT ENZY F72, oL 5) 70 1 TEBS L
7z, CIDP 60 ) & % G2 L 725 i BLIOMRAT C ik, BWIREICESEE (mRS) 2SHETHL I L &,
FBENTPRARRFTH o722 KITIE, ATBERFLTERETERENER S NI
TR R RS ST b, ATTRRAHbE & € OBERBE TD CIDP 124 #2542 L
TR CIE, i (65 LI E) TOIIER TIE, HHETIE (20 MR B WARIE (20~64 7%
FC) HLURTEMMAREEE (mRS) DA EICH -2 FEREWEEY %% L7z CIDP 38
Bl 2 WP QAT L7 U, SRIEIRIRR IS 2w 2 N L2 BB O E LT, HatkoRiiE
RIERBELGHETH S 2 L, BIFEEAT oA NIRRT 52 &, KR EERAE T
EA BN OREETH L I L a2 HITT0D Y BRI E R PH% L OBEIZOWTIE,
a7 vEERE (intravenous immunoglobulin : IVIg) {H# & O MMIRREDEHIL, TVIg B
MR D 6 » H IO B2 GRPOSEDBE S 5 & AXAS b shiz® 72, IVIg#
FERETOBHAT, RE7a 7)) UHE5%, KOS E TICERREBEAIZE) T % G5 BFEAS)
(treatment related fluctuation : TRF) O#EIL, RN Z B & 1 XBIH D 0 & DR IR
RS SN TV 9

THRTFUMONA F = — OB D EEHE N TS, WREEOREL S5 IMEH
—a2—0u7 17X MESH (neurofilament light chain : NfL) #EED 525, 1 4% Medical
Research Council (MRC) sum score i FD VY A7 KT TH o727 —J, NIL M - EHEE
WTFNIZBWT L EM PR TFINIZAERTRWE TG H 5 ¥ Mg T, R
BEEOHFAEN R TFHRORRNTTH 5 & T 2EBOBIEWZEAME SN TS V0 HEO 1
B COMNTCTIE, F k@ S E BN (compound muscle action potential : CMAP)
R AT R HRIG AN IR - & LTl S 72 10 $H BRI TR H ISR A Wik I CAEE T 5
Tlid RN TPHROARKET L OMEDNH L " EERRAETHRIEEOIT 2 2 &3 7
BPME LTOBRBIBENE SN2 KRAEREARZ HWIRIg L Tk e OBEIC
DWTIE, BB E R TR ORGSRV & EMFHEOME SR FRARL LB L
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Tz ¥

[S#&DiRFERE]

FHFURATZHSPICTEIEREXZAMIC, DR EDH 1,000 FILLED CIDP 253 RI2L
72, Wi ABNS a2 — ok — N BRTd % International CIDP Outcome Study (ICOS) %35
M Tahh W0, ZORKREINEH B,

ik

1)
2)
3)

4)

6)
7)

8)

10)

11)

12)

13)

14)

15)

Sghirlanzoni A, Solari A, Ciano C, et al. Chronic inflammatory demyelinating polyradiculoneuropathy:
long-term course and treatment of 60 patients. Neurol Sci 2000; 21: 31-37.

Spina E, Topa A, Iodice R, et al. Early predictive factors of disability in CIDP. ] Neurol 2017; 264: 1939-
1944.

Hattori N, Misu K, Koike H, et al. Age of onset influences clinical features of chronic inflammatory
demyelinating polyneuropathy. ] Neurol Sci 2001; 184: 57-63.

Kuwabara S, Misawa S, Mori M, et al. Long term prognosis of chronic inflammatory demyelinating
polyneuropathy: a five year follow up of 38 cases. ] Neurol Neurosurg Psychiatry 2006; 77: 66-70.

Querol L, Rojas-Garcia R, Casasnovas C, et al. Long-term outcome in chronic inflammatory demyelinating
polyneuropathy patients treated with intravenous immunoglobulin: a retrospective study. Muscle Nerve
2013; 48: 870-376.

Cook M, Pasnoor M, Ajroud-Driss S, et al. CIDP prognosis in patients with IVIG treatment-related fluctua-
tions. Muscle Nerve 2023; 67: 69-73.

Godelaine ], De Schaepdryver M, Bossuyt X, et al. Prognostic value of neurofilament light chain in chronic
inflammatory demyelinating polyneuropathy. Brain Commun 2021; 3: fcab018.

Kmezic I, Samuelsson K, Finn A, et al. Neurofilament light chain and total tau in the differential diagnosis
and prognostic evaluation of acute and chronic inflammatory polyneuropathies. Eur ] Neurol 2022; 29:
2810-2822.

Al-Zuhairy A, Jakobsen ], Moldovan M, et al. Axonal loss at time of diagnosis as biomarker for long-term
disability in chronic inflammatory demyelinating polyneuropathy. Muscle Nerve 2022; 66: 715-722.

Baek SH, Hong YH, Choi S, et al. Electrodiagnostic data-driven clustering identifies a prognostically dif-
ferent subgroup of patients with chronic inflammatory demyelinating polyneuropathy. ] Neurol Neuro-
surg Psychiatry 2019; 90: 674-680.

Griiter T, Motte ], Fisse AL, et al. Pathological spontaneous activity as a prognostic marker in chronic
inflammatory demyelinating polyneuropathy. Eur ] Neurol 2020; 27: 2595-2603.

Telleman JA, Herraets IJT, Goedee HS, et al. Prognostic value of nerve ultrasonography: a prospective
multicenter study on the natural history of chronic inflammatory neuropathies. Eur ] Neurol 2021; 28:
2327-2338.

Bouchard C, Lacroix C, Planté V, et al. Clinicopathologic findings and prognosis of chronic inflammatory
demyelinating polyneuropathy. Neurology 1999; 52: 498-503.

Bunschoten C, Eftimov F, van der Pol WL, et al. International chronic inflammatory demyelinating
polyneuropathy outcome study (ICOS): Protocol of a prospective observational cohort study on clinical
and biological predictors of disease course and outcome. ] Peripher Nerv Syst 2019; 24: 34-38.

Bus SRM, Broers MC, Lucke 1MV, et al. Clinical outcome of CIDP one year after start of treatment: a
prospective cohort study. ] Neurol 2022; 269: 945-955.

97

$QUU—N w

= 0l
\\\

ky
L

NGOt

>R



$£3& CIDP OZERICHITS Q8A

/1

Question & Answer 3.2.4 3. CIDP OBEICH1T3 Q&A/32. Y2I AN

REIEBEEZEDLSICEEITHN ?

[E1E=3

OEHBFICHVTHREERE L TRETOT U VETREH SV EEIBRERTOT RE,
RVTMIRHEEENBEEIRTH S.

OSHETRHFEEZRI B ENEL, DD, REEETHSBRNELPTVAREMND
W, BLOEFNEREZRBUICEREER « SERRENMFCEETHS.

it CIDP ## %2 X412 L7z RCT R AT i5e1d % <, CIDP 1K § % 3 DD —#
RoOWBFLE: (g7 a 7)) AERERE [IVIgl, RIBREAT T4 N, ML) owvin
HEME RO ANTH L0 L) T 2K LIMEIE R, Lo T, milnE RS
NBHHEOREIE, FL LCEERHOBRE LM SN, IHFEEZHTAILDEVE
W Tl PHAEQIRER LA ) W GER 2 L2 Z R LT, BREZEIRT L2
EVRLEETHD ",

AICTORErTTY) Y RHOWWAERE T, Vig % KEHES L72#E0 CIDP (% $ikEH)
Za—u8F— [MMN] JERIZ &) ~ofFEE, Sk (65 L) TlddEmia LY
bikA o722 —7J5, CIDP (MMN JEBI & & i) T IVIg 12 X ZREIEROBEIZOWT, &
W (65l L) ClIERRE L IERE L A EEEHE S TWw5 % L, HilETo
IVIg FEhtil, MARERER BT AEL EOMMEMO®E ) A7 L—BNICEZ LN TV S
ARIBTHENE S N7z IVIg MEFRRRIEOBRRRAECT, ik S N7z CIDP 49 Bl 2 51 -CHaE ZE % J89E L,
2D i (66 5%, 76 %) 2 OlMERE Y 27 (RIUE 2R\ UEERE) 247 256 Th -
727

MR % F20 L 7202k B SO MR sl & 30 1 (CIDP 11 Bl & &) 1ICB§ 5, 7
7 ¥ A0 1 ik TORITHMBATCIE, MAEEHFD i mEn (65 L) 2BRPIChrbodH
MEFEZONY FUL, MEESHFRE &t L7 (65 sl 1) 50 B (CIDP JiEfl & & s
25tk 7 U s % < 1d Guillain-Barré SEGEHE R EAEF ME0E, MHERE) I35, 207570
1 fif% CO®B G RN TIX, AEHFRD 1N %OEFTASNTEY, FEmEE (=64 KUUT)
3.9% LIRTHEMBETH 727 BIERIE, MEEFERRImE 7 7 & ABEE, BEH»SHPEED
T UVE =06, Wi, RILE, AiRESEEER ETH Y, BOEMAEIER A SR
7z.

AEREAT A FEIE, RICRMNORGI2XY, £ ORIEH (BHREMECHIRE, SIUE
BE) ZELRTL, PHMEEEZATAILEOLVERE TIIFICEEICHENIETHS. HA
BAERFRT X o TR - BERIN: (BB ORERIEWIETA KI5 4~ 2015190 Tl 18
PR E WP PRV B O Bl B T L TROA 7 4 PRI [JRICEE RS 28T 53
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Al ELTHIFENTWSAS, CIDP 2iE L & LAMEHREORIREZIEFT LRI R L, *E
BR1213% < Ol CIDP BENRIEFREA 7oA FEFMEH ST 5.

[S&OMFRE]
3OO (IVIg, FITREAT 04 M, ARG O CTHRINE L Rtk
HHY, WHEEEHTRICLAHBR LT — 5 SUETH 5.

ik

1
2)

3)
4)

5)

6)

7)

8)

9)
10)

Granger A, Zakin E. Inmunotherapy for peripheral nerve disorders. Clin Geriatr Med 2021; 37: 347-359.
B, WHEARA, R IS RV IS LS a— VB SE a7 v (BRIl = a7
¥ TH5% ) OMVEIETEBLRINES AN SE, ZHNEE) = 2 — 1S F — 13§ 2 B UG AAs
(5 290 AADPEICBY T 2 MR, B & ik 2017; 66: 875-893.

AF . CIDP, MMN (33 B kI 0= 2T ORISR, B & Hi3E 2010; 47: 764-797.
Lozeron P, Not A, Theaudin M, et al. Safety of intravenous immunoglobulin in the elderly treated for a
dysimmune neuromuscular disease. Muscle Nerve 2016; 53: 683-689.

BH e, ANEE B, WHEMI2. R IFL YY) a- VI ASE a7 v (i = ) a7
1) ¥ TH5%iHE) OBYEISEVERIBEIES FemaiiEse, SUMEEH) = 2 — v/ 35— 1§ 5 HH R AR AR R
(5 1) RAVEICBIT 2 MEHRER. Bk & ik 2017; 66: 753-768.

Katz U, Achiron A, Sherer Y, et al. Safety of intravenous immunoglobulin (IVIG) therapy. Autoimmun
Rev 2007; 6: 257-259.

Kuwabara S, Mori M, Misawa S, et al. Intravenous immunoglobulin for maintenance treatment of chronic
inflammatory demyelinating polyneuropathy: a multicentre, open-label, 52-week phase III trial. ] Neurol
Neurosurg Psychiatry 2017; 88: 832-838.

Codron P, Cousin M, Subra JF, et al. Therapeutic plasma exchange in chronic dysimmune peripheral neu-
ropathies: A 10-year retrospective study. ] Clin Apher 2017; 32: 413-422.

Basic-Jukic N, Brunetta B, Kes P. Plasma exchange in elderly patients. Ther Apher Dial 2010; 14: 161-165.
AARBAEEYS (). SlEORERITYHENA ¥ 74 2016, X T HVEa—H, HE 2015.
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Question & Answer 3.2.5 3. CIDP OBEICH1T3 Q&A/32. Y2I AN

INREBEZEDKSICEEITS M ?

EZ

O/ CIDP MEEE L THAZELRRICEIBRER 70T RE, RE707 U VEHADL
ThHZERT D, MFHEBEOENERBFIENZINMINBRERTDCENSEE
REBD,

OHIFRAL LTRET DT ) V8T - RNIRERSZS BN THS.

OEBERERT O REDFHERH LHIGAENC(E, RENHEOHAN BN THSUREMEN
H3.

w2 - 8

CIDP IZ/NEMICIIHBM EFNLHRETH Y, NEEZNG L L7 RCT IFTEL W 72D KA
BN U TR T 2 HHIER ST b, A CIDP IS %) % iH#13/NE CIDP 12 b A
WMTHHH, /NE CIDP TR —RIROEH T 5 SIS RIFTH 5 2 EH% L, FFICHE
BREATOA FEICHT 2 KOBEIRABI L D b RIFTH D L SN Twb, —HTHEZ
DR HGRE AT S P

CIDP DA TOAWEIL 10 T AD720 33 A (B, 15) &SN, FEbicthvAREe)s
Wy ashTws Y 15ERmMOARTIE 10 HAHD 023 A (BHE0.22 A, k024 N) &
OMERD Y, AR TIIEENENLEERTH S . /B CIDP Tlid Charcot-Marie-Tooth 77
T EOMENE = 2 —a X F —HPOREELASNL Z B Y, SR EEEILETH DL L N
B CIDP iZP#2 L L, BIFREAT oA FERISHT AUEA I VEWIHiERH 5. Ll
/N CIDP OE#F IS 5 7 A » 8172 RCT OHiiFid 2 <, /N CIDP OEHICH T 515
&, W ADBORER %R L USERIERIIZE 2 I3EMROBERATLE LV 212
EONWTW5E "2 RHLAVOLNTWAEBRERGEZS T 7Y Y EFERE (intravenous
immunoglobulin : IVIg) &RIERE R 70 A4 N, MEEALREDH 5705, /ANETOBRBENR
DB % BET L7 rbnTw i,

1) ®BJ0OJUVEE

IEs T T CERERD (IVIg) (XM 04g/ke % 5 HIES-$ 5. WS OARTH
WERTCELHEDH LD, BROZZOITEMN S KERGAET L Wb b, BT
Hike Ll [gkg % 1 H¥%5-] £7213[05g/kg % 2 HIE# HPE5-] %2 3 M L 12853 5.
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TE T 7Y VRN (SClg) OFHIZDWTIE 18 ki o BB IR RER Cldst s T
W5, /NE CIDP BFIZ BT 5 BHERA & B T IERAOAEOAERIZHT 2 ET Y 2ADdH
BT, FEBIRE L ARVICE & 5 B NE CIDP BE OMEFHREICHT 2 1RBIC L 5
TET YR EVA, BELERE - R MEREL DA TH 5.

2) BIBREATO4 RE

B EAT A FEORMPTIET L F=vay (PSL) 25k dbZ v b Tns, BRI
B G HEAFREN TR WIEN S VA, T L F=va r % Img/kg /HREHS THRIGL,
4~5 AR L72H L ICHiRT 2 78 P avhL L o Tnd, ZEBITLRL L —RH
WCHTHAD, BaEIZL) LIFLIEHEENRO LN, RUHRG L RME608H5. AF VT
L R=va 2k 579 ZEITERAREICE & F 5.

BIE AT u A FEOREMPG121E, BRERECHM, Cushing R 72 & ORIEH AN
LD H Y, NEDOERRRENDEE L ZE L 720 oA 5 5

3) ML
M AL L LR DB OER TE SN, DL OBITITAEMTH 72, BARW 2%
WA Y 2= VAR ENTOARVWHESNIZE AL THS. MNICIDPTIETIy K771 A
DIERRHEFF O LM 05, FEVHEERGEG LS. ZO7-0RITREAT O FER
IVIg (2 < IR & L TREDS T 6N 5.

4) REHNHIEE
TIEPHIERE LT T7TFF 47 ¥ (AZA), ¥y 27akxkA 773K (CPA), A bMMLFH—}
(MTX), YZ7aAR) Y, 3a37x/)—=)VEERET2F)I, #70) LAQHMAMERHSH. AZA
BRI EEAT a4 FEORBEHRD 2 VIdAELEE LTS, —HofETidzos
EEIRIHE L TWD Y CPA ORHIBNIIERMRE L XML EF 5T w5 ¥,

5) £ HEE
/N CIDP OEREFICR LT, VY F <7 RIX) PMEHENENTH - 728 3 55D
&)Z.) 15, 16).

[S&DHRRE]
MR CIDP &35 & L7ciBid <, BEH 45 %RLERIEETSH 2725 BMoY 77—
VFF =8 R R L CRGERIRE R T 5 LES D 5.

ik

D Bk, mHE, SILE0Z 32, ADNROEREIEERBITES S BrRe 1993; 45: 233-240.

2) BYEZ, /NI, B 353, CIDP ORR—ILEIHIX 56 JEFI QN2> 5. Akt NER 1999; 50:
248-254.

3) Connolly A. Chronic inflammatory demyelinating polyneuropathy in childhood. Pediatr Neurol 2001; 24:
177-183.

4) Aotsuka Y, Misawa S, Suichi T, et al. Prevalence, clinical profiles, and prognosis of chronic inflammatory

demyelinating polyneuropathy in Japanese nationwide survey: analyses of 1257 patients. Neurology 2024;
102: 209130.
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5)

6)

12)

13)
14)
15)

16)

lijima M, Koike H, Hattori N, et al; Refractory Peripheral Neuropathy Study Group of Japan. Prevalence
and incidence rates of chronic inflammatory demyelinating polyneuropathy in the Japanese population. J
Neurol Neurosurg Psychiatry 2008; 79: 1040-1043.

Hattori N, Ichimura M, Aoki S, Nagamatsu M, Yasuda T,Kumazawa K, et al. Clinicopathological features
of chronic inflammatory polyradiculoneuropathy in childhood. ] Neurol Sci 1998; 154: 66-71.

Nevo Y, Pestronk A, Kornberg A, Connolly A, Yee W, Igbal I, et al. Childhood chronic inflammatory
demyelinating neuropathies: clinical course and long-term follow-up. Neurology 1996; 47: 98-102.

Ryan M, Grattan-Smith P, Procopis P, Morgan G, Ouvrier R. Childhood chronic inflammatory polyneu-
ropathy: clinical course and long-term outcome. Neuromuscul Disord 2000; 10: 398-406.

Simmons Z,Wald ], Albers J.Chronic inflammatory demyelinating polyradiculoneuropathy in children:
long-term followup, with comparison to adults. Muscle Nerve 1997; 20: 1569-1575.

Harada Y, Herrmann DN, Logigian EL. Pediatric CIDP: Clinical features and response to treatment. ] Clin
Neuromusc Dis 2017; 19: 57-65.

BRI, AIEE, ArERREIE . ANERMEIOEYEREIE S 5 = 2 — a3 T — OB AR N & JEE 2019;
51: 303-308.

McMillan HJ, Kang PB, Jones HR, Darras BT. Childhood chronic inflammatory demyelinating polyradicu-
loneuropathy: combined analysis of a large cohort and eleven published series. Neuromuscul Disord 2013;
23:103-111.

AR, ERIBUE, MBS0, NSRSV S SR 2 B T IEASE 7 n T ) v
BRI OMTRERR. W & FE% 2022; 54: 132-134.

Cabasson S, Tardieu M, Meunier A, Rouanet-Larriviere MF, Boulay C, Pedespan JM. Childhood CIDP:
study of 31 patients and comparison between slow and rapid-onset groups. Brain Dev 2015; 37: 943-951
Lukawska M, Potulska-Chromik A, Kostera-Pruszczyk A et al; Pediatric CIDP: Diagnosis and Manage-
ment. A Single-Center Experience. Front Neurol 2021; 12: 667378.

Kim W, Shim YK, Choi SA, Kim SY, Kim H, Lim BC, et al. Chronic inflammatory demyelinating polyneu-
ropathy: plasmapheresis or cyclosporine can be good treatment options in refractory cases. Neuromuscul

Disord 2019; 29: 684-692.
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Question & Answer 3.2.6 3. CIDP OBEICH1T3 Q&A/3.2. T2IAVK

FREZDESE, IHRULCBEEZESIRIAXINTEIN?

Oz

OERHREND CIDP BET(, WIREMBKIWVEROREILZRY, HiREHEH CIDP (C5X
X8, HRPOEESEH, RANOHLGETDRIERRHZTL, BEHEZITTH
<.

OCIDP (IFRPICHREH B VEBRLP T, HICHERSE 3SHTURINEL

OITRPOERIERESE, BIBRERTOT RE, ®REJ707) VRE, MTPEFEEONT
NHZFRL, TNETNOBRECHSBUERZRAIT DHNKREZHELS.

ORI & V) R ZEALTVSIEE(, IHERTORRIPIEL, HOBRAEEY
3.

OIHEHS SJVEIAICET B1ERE, #XTT7YTT—RMENTHY, FRIFMIXEPLKE FDA
2%, RMNADEC BELGEZSE(CTS.

L

CIDP & 40~60 RO B HEBEANUFFET 5 25, LIRT REEHs O LI B VTS CIDP 13 38E
L9 %. CIDP 2SHRICKITTHBICBL T, +04 YTy AR KBEIFEE R, H—

MR 5 DVEOIEGIHEIZE XD 7 A, IR CIDP AV iED 5 VIR L w2

ERRIBRT HMEDD B, MR REER O LY CIDP B 16 BlIC B 2B HHRE Y 2B v
T, 17~50 D&M CIDP B3 9 Bl (FEF 15 1o MblR) 25k L, ik OFE R 5 #1% 0.53
EREIE Do 7z (RO 22 7 BIOAERFIZEE 0135 p=0.01, EREOD 5 9 Bl
KRR PR3 ¢ 0.17 5 p=0.02). CIDP (ZK3 A RO EI$ % 1969~2020 4F F TO LK%
Bt L7y AT <74 v 7 LEa—"TI&, MR CIDP %5695 H 5 VIS L7z 24 B (&5
A EOUENR) ZHELTWS Y 209 % 71% (17/24 B1) (ZFI BRI CIDP & %895 L7z, 4
IRM O 71% (17/24 thOHIR) Th o7z 54% (14/26 T oIEIR) &, HEAREI ﬂr%é
WIZFEFRLTB Y, FRCHRSE SHIAE LR T VI EARENTWA. IFRERZ %5 72002

IR O FFERHN AN %2 o 72BIA S ShTB Y 2 %2%&%@&%?i&ﬁ*ﬁ“ﬁlb

RN Z 2 ReEASH 5. HERTTRIZIE, — RIS CIDPIERATHARSE L7z ), WAL
Lt@?éﬁ%“@ﬁﬁb,ﬁﬁﬁ%ﬁ?%T%@#%é.&Euﬁom¢:w%/—w@v

RN E Y DELDBEIRB ENL DS, FHRRT IR TH S 78

4R @ CIDP 784 ¥ 72 13 58, %ﬁrﬁLTWDQW&EX%U4F£ ATaAf KL
AR, MU LS, B O 7)) VR T LA, IRIBICE R EE RS 2

ARARE S B/

T72, WP OBLEBAIRAII LT TE 5. EIRR OB RIFH 2 24 25

7, IR E O RERIREEC X 2 MBI AR B R TR R ML TH 5.
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1) HIRRIDR I

CIDP HAADJBIE~DOEHEN BRI 2w E 2 5Nb, MR XY, BRALER T
Iz - HEEDS CIDP OFEIR - IR RITTHBIZOWTHCH L, HR25T, HEICHED
% X ICEET 5. WHETH IR & VIEROL B Z XY, dEiRES % D TH <.

RIS 2\ 38 % JR@ 72 CIDP Bl ok 25 0, PRIV E A3 CIDP I L
TEMREVEAVRIE STV 5 2 RGBT ORMA 2813 2 T8 7 Y A3 VA, EREILETDH
5.

CIDP OfEFFAIHEE LT, BITEA T uA FIE, s 7)) UHERREEZ kR L T 5
Gld, ERPEEL TCONEZF0FE FHkET 5. BIEREAT O FEZMH L TWAI5EE,
TEURAE IR P, BRI & DRI UR I B 3 2 I ARt 2475 . WA EO D 2 EHHISE 2 M LT
WAEEIZHIEL, MOBERERNOEESLETH L. T2, HOHBCHRZ PRI L2V )
WCHEET S, AN PLEY— MIRASGE R, BGRBLIORGHTEHED L E S 1T AN
IR Z T, FBMERICBVTY, HGHRBIUORGRTHRD R LD 3 » HHIZERME
BHDMEIRZ MET 5 L) IR SN TW 5.

2) $FiREARE

UEARASHIA U 72 00C, MEFRIREE & U COBIIHIBE 2 L T 2354, kB X OTRE~
DB T EMERL, BT 5 2 EREETH L. MR GER T 4 W IaE i)
FEOMFZLT L MRS N vDs, A, 5 00LEM%, AR, B0 X 712o0n
T, ToREMEEREREZ) 2T, &GO EEIEREE L s LEZ SN HEICBW
T, TEDLLETRBAOY R 3D 0b 0% EIRT 5. FARIITIEUR o 5 B SR 58
BIAEIEMEL T 7213 9 A3 v,

CIDP ORI B L OB ORI T LI T7 v 20H 5 EROHE LRV, CIDP
DEE—BPGEHRLTH 2 RFIRIOGIE 70 7)) Vi, BIEREA T FEROROD 50X
2OV AFRE, MEELIREE, AP OREIIHAITTE S, A0 A7l I ) 2 5l
TERANORIBCIZLEETH 5. IERHIETFIRMAEIED Y A2 7 255, BB EA T a4 MR
O CEHI T AL, AR A7 2T B 0E R M 5.

JERERNC BT, WSR-S BRI O Z &I T2 287V A3 5w, BT
TE2E DIEBIMEDDH B "9 (4 33 Q&A 322 BIR). 4Gk T TR L 72 itlkz e
DRPRABIUE L7225 % 100 $EF - W 150 - 3 EYIB & &0, AR R IR D
WTHIfTSNERETH L. MERZRTIERIEZFH LT VI &GS NTEY, CIDP A
DEALZ DR, WD) MO ER OB OWHIRT 572013, &0 2 R0 -l A
BChb.

3) EfBH

DI 20 L72FLEANORBATICB§ B TR A Z TH 5. CIDP HARIC X B BEFLE
JRHIBRIZ L ZE 2 .

BT 2 EHIE, AR LERS vy a—T +— 4, ENRBEERENIEL v 5 —F—
L= (https://www.ncchd.go.jp/kusuri/index.html) WO [#E4E & SEiEH Y > ¥ — | 12 534
YA E2BEIIT 5. £72, RERMESEMF (Food and Drug Administration : FDA)
DOIEFKG VRGBT /4 HE (2015 4E 6 HIC A 7 ) — 408Gt i) (R 1), SR ESE AR
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1 KEBRBEZESRF (Food and Drug Administration : FDA) ZXIib2Ek
EfRE4E

A BYCHBDH DR T, HIRE—HDBREICHT 2 U RIDEHINTE ST, hDZEN
L& DVWTHY 2T DI L.

EFYREFETIFRBREICHT DU RITNERINTVRBWLY, HRICHT 2@V CHBDD DM

B |RAFELRBVLBD. Ffcld, BYERBRTESRMEANHERINTVSD, HFHICHITDE

YITHBOSB MR TIFRREND Y XTI DRI NTLERL.

YRR TIEBENOESEANERIN TV, FRICHT 2B CHIBDH DHERH

C |FELBLBD. LHLEBH'S, ZORMDEBENRFEORLD, BENUZITHH>THHE

BADEANESLINDIBEN B S .

£/ - MIREAESDVIFE MCBIFDARICHENT, BRENDODESERICES U RT ZER

D |IBESHRBIETFVANG DN, ZOEYDBENAZEDD, BENUZTNH> THHE

BADEANESLINBIBENHY S 3.

BB LOE MCBITDMRTHSNICIREREZRESE D, hD/ FcldEM - ik

X |BABETHENDEEEAICLDURIZRITHONBIET VAN SG Y, ZOEFDHEEN

DEAICEHEY 2ETENU R T DBENFIRE Y BHESHICKEL. (ERLOER

FDAF 2015 6 B30 BZH®>TAHTIU—8EDEHZRELELTWS.

£ 2 EMERRFHEZRER (Australian Drug Evaluation Committee : ADEC)
B

A SROEIRS FOEIRABEFH O ECERINTUVEERD, FEPIRIEICHT 2EE-

BEOEZSERDEENERT 2 EVN D VNHRDIHLEERI N TULRL.

TR E K IR O BEFH D LN DERRERIF T RSN TVDH, TEPE MEEAD

B1 |BE#% - BENESEROREEEDENFHEESINTLRL. B ZRVCIE TIE, RS

FADEBEDFEEH BN Ul E WV S EHLFRINTUORL

TR K IR BEFH D LTSN DERRERIFF RSN TV DY, TEPE MEEAD

B2 B - BENESEROREEEDBIFHIEINTLRL. BZERVICHRIE R T2

NERIOLTWBA, FIFETIRER T — TIEBBFNDEEDFRENEIN LTz & WS EELE

RENTLRL.

RS K IR OTBEERR DL ENDFERRERIFE RSN TV S H, TEPE MEEAD

B3 B - BENEEEROEEEEDOENFRIEIN LRV, BMZRVIARTIE, B
FADBEDFEENEZ 5 EVIFHINESNTLS. LhL, TDTEICDVT, Eb

[CBLTOREIFIF>TY LTLIRL.

C EEMRICKH>T, FEESITRIT LR, BRLHERICEESERZSITRRITH,

Y&, BEEAZES|IESRIIOUEMENRNNDE. CNSOWRETENZRT EHHD.

D E ~MRIEDHEE PATENRESDFHREEEZIET EEHND. NEFZDFRERERSMA TN

B INOORICEFER, BEGEEERANHDHH ULIEL.

X BBIRICKAMBESZS TR TURTDBVETH Y, HiRTH SV IFEIROTIEEED

HDBEFERITNETRRO.

7% H 4% (Australian Drug Evaluation Committee : ADEC) it (3% 2), #FH i Hale’s Medica-
tions & Mothers’ Milk ® Lactation Risk Categories (LRC) (5 3) &2 E DB X O A 2
GEESZEICT S KA CIDP THW 2 W REMEOIEH Ol - JGIES L OIS 2 55
HrFloi.

4) BIBHER 504 RE
HIERZEAT O, FEZRAPTORAIHBNEZETH L. 72720, WRE 1 Mo
HRAIEROOZHOHEZ SHEULEA I 2 HEINTEY Y ZoloEsiiE
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% 3 Lactation Risk Categories (LRC)

pak! Eail
Compatible |Safest L OFEBNERT 30, BANOBESHRERL. W
L1 B8 RORE HEBRTHRICHITDURTIFRINT. ARICEESZ
DOREERFEAETRL, IFROEERU THIRREN
ZNAR
Probably  |Safer DHBIDOHRICESNZH, ILENDEERSEZL. U
L2 |Compatible | L&MWz 20 DOJREMEN' S DARHLIEE & A ETR L.
BES
Probably  [Moderately safe [ZFBORBHRE VD, RICABEGRIEENHZT
Compatible | PPZE BEMN'® B, XIFHBHER T <BHYTBRIEDOBVE
L3 |#taEs EERAUNRINTUVRL. BENBRERENRORBE
WU R T & ZRET 2HEDHES GENXT —I DR
FEFZ2EEISNTHEENIC LI)
Potentially [Possibly BYITEEICURI NGBS EWNDHESNREHLNY &2
Hazardous |hazardous 0, FABOBRMEDEANDY X T 7% FAZIGEFHE.
L4 |BEEZS |[vrEk
A BOReM
240)
Hazardous |Contraindicated |#HELBDWHR CRICEARTHO N BRI TN E K TOfE
L5 |/&Eke = BARBREECRINTVD. &> TRICEABESZS|
TRITURIHEL. BIBEROLZMEICFER.

(Medication and Mothers” Milk 2022 & ") #R¥ER)

FEHNRE T 72139 s kv, F72, RIERE R 7 a4 PO, BRE, SIER S0
IEREPHEDIN S 2 2 & T, IRRRISEEST 2L DH ), +o 2 rEmEZl T
5. 7L R=varORFHANOBITIE, AT L F=va 580 01% U T THY), L
NOEADHVEEZ SNDL 2L, WE ORI GETIIRALZHRS 2468 20w

5) o0y VEE|
RGO CIDP \Z BT A 50E 7 a7y Y IEOFERE, ZEMICHLTIET Y A0h 5
BIIRWD, BEANOFEFEZRLLR L, BEOENOEELERCHEGEELZ RO v
IED V. Lo T, REF T CEREREERLIE T, 5o BRI, B
RoOWEE b, 72, WET7OT) UHEFHRE DM LTI RweER1b6NM5. 72721,
MEHACTH A 0TI T 7)) ViE, & b2V EKRY L)V A BIY DY A7 035 5 728, HiRA
OPHICEA L TIE, PO iRt T, HEICKRET 5. B Lokt E
W% &HW L7284, ) A7 2 BHICHW L) 2 TR T5RETH 5. ik CIDP
BHITBU A L B T EEAOAIMEOZRICET LT Y A0H 5HE TR

6) MEFFEEE
IR CIDP (23§ 2 MAE G L L O AR, ZE&MICE LT Ty Ao vwiliiid e v
A, EBIHE LAV T, IR ST RECTH 5. TERBE~OEELEZEL, 0k
THILME L ARKFE /2 ) 2T, MifT2METT 5.

7) PYFATUY, Y0AKRYY, 970UALR
HRB X OIRIRC T 2%t FERRICELTCTYFATY Yy, YZ7axRyy, 7
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1) ?/,

&4 CIDP TR\ TREMDH B ERIDER - BESSURAICSZ 2RE

Wi - BRIRNDRE

RANDFE

BIBREAT O
A R

BREDERENBRMEZ EX 05 CHIKEINS
ZalcDHHRST D L.

SHAET, HMREENDOFE, OFR- - OBXR
BB T2

fESMSD Y (EYPRRDI)

(&) KEFDAD%E : C, M ADECEHE A

BEEOERMD KUBILREOHIE
ZERL, RADMEIXISHIEZRETT D
Z& HANDBITLY.

(BE) IRC: 12 (FFIXIYVVIFL3)

gRIJO7UY
A

BEEOARENBRMEZ EOD KIS NS5
BlCDHESTDHT L.

£ ~/SILIRD A LA B19 RREDOREEZESE CE
BL. BEUESEICIFBRADES (RE, B
BIKRE, RBIRIET) MEC BOIREMEN'SGD.

(BE) KREFDA % : C, SINADEC E# : A

SCER U
(%) LRC: L2

FHFF LUV

BREEOEDENBREZ LOS CHKTN 315
GlcDHR5ITDHT L.

HIRT 2 REMEDH B IIEICIE, AFNETDHU
RAIZFAT DT & TEEBRRY, RSPEPO
HRZEBITE D T ENER UL,
UVNBRABARE, ERUSE, mKEd, &
LEREE, E.

HHHIESY (£ B KLUEYEER)

(BE) REFDA 9% : D, M ADECE# : D

B ZPIESERT L.
(%) [RC: L3

YoORRYUY

BREOERENBREZ L0015 SHMITN 315
GlcDHHRFITHT L.

FE, BEEGFER, £XGY. #5HESY @
YRERDIy)

(%) KEFDAD :C, MNADECE# : C

22 LB ENEEE UL, Lt~ DBT
ahJ.
(8%&) LRC: L3

g70ULR

AR EOERENBRIEZ LOB SHIKiTN 315
GlcDHR5THT L.

FE, BEEGFER, £XFY, 870U D LMIE,
BkaeES.

EGES) (BYRERDI)

(BE) KE FDA %8 : C, SNADEC E% : C

BAUBWVWTENEF LV, HAANDBIT
).
(B8%) LRC: L3

DAVE Sl

BEEOAERENEREZE FBS SR N D15
BICDHRET D&

RAEM Y >/ VERRIAN.

(%) KEFDA %8 : C, EMNADECE# : C

BELEOERESLOBAREDERM
ZERL, HAOMEXFhIEZE5TT D
& 0B THY

(%) LRC: L3

YIORRT 7
ER

BE8BR. #HEMESY (£ hSKRUEYRR)
(8%) KEFDAH% D, MADECE#:D

BIERBTSERT & AANOBITHY
(%) LRC: L5

ENDIEY)

REER. #HEMESY (£ hSKRUEYRR)
(%;Z%) KE FDA ¥R 58 U, RIN ADEC B4E:
SR L

RAPDORSICET 2LLMEIFHIIL T
WRWLDT, FARICIRET B HEICER
HZEPILESEDT L.

(8%&) LRC: EHRL

=37z /-
BEIJTFIV

RE5ER KREFE (>25%), RE (45~
49%).

LMD (£ bBRUEYRER)

(%) KEFDAZM D, EMNADECE# : D

BELEOERMED KUBILREOH IS
ZERU, RADMEIXISHIEZRETT D
&, E RTOHFNDBATIEAREA.
(5Z&) LRC: L5

PN NpES-
|\

BE8R. #HEMGY (£ hSIUEYRER)
(%) KEFDA HE : X, M ADECE# : D

B URBWVWT ENEF UL, HAADBIT
»HY.
(%) LRC: L4

AR,
THY, HHLHEPWELRGE, RE~OZHE
fREfe7z) 2T, fkBEY 4. WRERMRY, &G POMRIGED, RASHIET2. Y7 r AR
5 7 1) A ADHIRNOMMN THE LS EEOWE 32 \»AY, FEECE IR IE A
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B @A H Y, EEEETL . &b, BALGWIEPET L.

8) UYFIvJ
VY F U 7O HEHFEOWE 3% <, RFRFEANRASGE L, Al - 52300 LT3 2R
58 L OARMERAORNTH 5. Hrkld B MBI ET 2 WTREMEAYH 0, R L
HEE, EENLETH S,

9) HiFERRROFE
Yr7uRAZ77INFN, IVIYVEY, 3372/ —NVEETFI, AMMLFEF—FIL W
INLE PTOMGEERMOENTEY, WIREZIIITRL TYW L TREEOH % LMhicidtts
Thh.

[SEOHFEE]
iR O CIDP RERHIICHE LT, ZRBITOHEIZ v, HiEF O CIDP 5B L Y
TR T 2R 2 OS2I T 5 720101%, 5HBROTE L2 KBERFASLETH 5.

ik

1) McCombe PA, McManis PG, Frith JA, et al. Chronic inflammatory demyelinating polyradiculoneuropathy
associated with pregnancy. Ann Neurol 1987; 21: 102-104.
2) Calder6n-Gonzélez R, Gonzélez-Cantu N, Rizzi-Hernandez H. Recurrent polyneuropathy with pregnancy
and oral contraceptives. N Engl ] Med 1970; 282: 1307-1308.
3) HIRIERE I EEEL SERE—ERIE A MEVESOETEBIRENES SRR JE (CIDP) & PFEURD 161, Rt
Ik NFE 1988; 55: 1243-1246.
4) JIME—, WUk, Nk s RIS TIIEL, RIS % FURER & A 78 SSE TR
BEVES JEAMRE S 1 6. BRARAIRES: 1992; 32: 78-80.
5 HEWIF, WBGERE, AWEIE5, IR IS ISE L 72 B SOV e TE 2 Je i 2 0 1 6. Bk
4 1996; 6: 53-58.
6) FURMERE, EHEEE, FROATEEA. ERINEINHEE L 7o SE RS S = 2 —a X F -0
1B, #fER#ES~ 2000; 17: 19-23.
7) INAAH, Z O ORER, SRR IEIR T AR AR SO MBS S = o — 0 — 2 SE L 724
Iat o>t LB O RRIRRERR. 516 & IR 2016; 98: 144-146.
8) HAMZ, KT 7o, HAKBRAIA. MIROBEIHIEE B & L 72BYE ISRV B S e = 2 — a8
F—o 161, EERARE 2018; 58: 127-130.
9) Kohle F, Kuwabara S, Lehmann HC. Chronic inflammatory demyelinating polyneuropathy and pregnan-
cy: systematic review. ] Neurol Neurosurg Psychiatry 2021; 92: 473-478.
10) ABREEIL MR, =@ANTFIIr. uru=2 2 OEABEERISEL L, HHo W ©d o 781k 5%
FEVEBIREYE 2 FEphRE S A O 1 AERT. FREE 2019: 68: 1219-1230.
11) Hara K, Minami K, Takamoto K, et al. The prolonged effect of a muscle relaxant in a patient with chronic
inflammatory demyelinating polyradiculoneuropathy. Anesth Analg 2000; 90: 224-226.
12) Thomas W. Hale, PhD, Kaytlin Krutsch, PharmD, MBA, BCPS. Hale’s Medications & Mothers’ Milk 2023:
A Manual of Lactational Pharmacology, Springer Publishing Company, 2022.
13) Park-Wyllie L, Mazzotta P, Pastuszak A, et al. Birth defects after maternal exposure to corticosteroids:
prospective cohort study and meta-analysis of epidemiological studies. Teratology 2000; 62: 385-392.
14) OstL, Wettrell G, Bjorkhem I, et al. Prednisolone excretion in human milk. J Pediatr 1985; 106: 1008-1011.
15) Cleary BJ, Kéllén B. Early pregnancy azathioprine use and pregnancy outcomes. Birth Defects Res A Clin
Mol Teratol 2009; 85: 647-654.
16) Bar Oz B, Hackman R, Einarson T, et al. Pregnancy outcome after cyclosporine therapy during pregnancy:
a meta-analysis. Transplantation 2001; 71: 1051-1055.
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Question & Answer 3.2.7 3. CIDP OBEICH1T3 Q&A/3.2. T2IAVK

EREE SBET BN ?

B

OCIDP TERBZEIRETBBRERDBNIENS, BENBELRZEICE CIDP LIADEERD
BRNUETHS. BREICHUTREREBELERBOANT RS UICROIEEREERT B.

!

CIDP OFEEFOKFEDOH IR, YATFIT A v 7 L2 —TI246% EHEE XN Y, Thakur
LAV Y 2 — LR LW TIE7T~T2% DM TlEAsdH > 72 2 Bjelica b DAFZETIE, 79 AD
CIDP JRFHD 9 B 20% IR EVELIGAIA S, & 512 20% A3 LLRT I Fe L S0 o 1h%
HERPL TS Fz, A LAHHROEEIC X 25528 CIDP T UG s T Y
L L7%h S, CIDP Tz EiRkE TABBERDL VW EhD, sz LT T 5 BETIIHE
Wit =2 —a/XF—, 7304 K=Y X, POEMS JEfikdt, MERME= 2 —a/ 35—, HEit)
VSR EOERHLEETH B OF.

CIDP 12 BF 25 OWEHIC T 20581340 7%, — B b EE o 74 K94~

Wol-itlRzZEBTLH" INODOFAL FI4 TlE, ZERIL) D, TLAINY », HAR
/%/,%Ub_/-/»7FV%UVﬁmbﬁ&m%%(F:U#&%yituNy§77$
V) BRERPEEE LTHERL TS

[SEOHFRRE]
CIDP 2B} BIEFH DM A D Z A LIZOVWTDES B AMADPUETH 5.

B4

1) Michaelides A, Hadden RDM, Sarrigiannis PG, et al. Pain in Chronic Inflammatory Demyelinating
Polyradiculoneuropathy: A Systematic Review and Meta-Analysis. Pain Ther 2019; 8: 177-185.

2) Thakur S, Dworkin RH, Freeman R, et al. Pain in acquired inflammatory demyelinating polyneuropathies.
Pain 2016; 157: 1887-1894.

3) Bjelica B, Peric S, Bozovic I, et al. One-year follow-up study of neuropathic pain in chronic inflammatory
demyelinating polyradiculoneuropathy. J Peripher Nerv Syst 2019; 24: 180-186.

4) Kitakule MM, McNeal A. Massive nerve root hypertrophy in chronic inflammatory demyelinating
polyradiculoneuropathy. ] Assoc Acad Minor Phys 1997; 8: 55-57.

5) Tomita M, Koike H, Kawagashira Y, et al. Clinicopathological features of neuropathy associated with lym-
phoma. Brain 2013; 136: 2563-2578.

6) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

7) Finnerup NB, Attal N, Haroutounian S, et al. Pharmacotherapy for neuropathic pain in adults: a systemat-
ic review and meta-analysis. Lancet Neurol 2015; 14: 162-173.

8) Attal N, Cruccu G, Baron R, Haanpida M, et al. EFNS guidelines on the pharmacological treatment of neu-
ropathic pain: 2010 revision. Eur ] Neurol 2010; 17: 1113-1188.
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Question & Answer 3.2.8 3. CIDP OBEICH1T3 Q&A/32. Y2I AN

DO F V&S TIHED ?

EZ

O—IN7JF L EELIC CIDP REPBEROBENH3. 77F  BEEESTREVY,
BL2DVIFUICHETIRTERRT 1Y NEEBINETHS.

T F IR K o TRANRLY, A TIET V2NV PAYVOBAGH L. D720,
AFIZBWTE, MRAPSOT 7 F L ORBOHREZZOETTORTHEHILT A LIETTE RV,
E51Z, CIDP &7 7 F Y% i 7o ME P Mo Th L vizo, 727 F YOO TOH
FEZARS 2R RS 2 3 L. 4R, ARIFTIEX COVID-19 12345 mRNA 7 27 F ¥ OFfli)s
S ATbNB LR, T2 F VMBI CDP 2 8fE LT A BENHRE STV 12
L2 LA, CIDP @ & ) BfiVRETH > TH FPHIHEMOMEL S L e, Bk —E
IR A BRICTIE 7213 L) 5 2 L A ZBRICANLLE LS Y, BRI T COVID-19 (2
9% mRNA 7 7 F ¥ OFFEACIDP SIED ) A7 #Fd 5 L v ) Ttz zw. +5
FCO COVID-19 (2343 % 7 7 F Vi % 5203 72 CIDP BE O EHigETid, 188 Hld 10 %
(5%) THAER 6 BEHLINIIEIRDOBE DS A SN 7208, BERVWINIBETH 727

COVID-19 WiATARIICE L &SN TV D3 Y IV V¥ 2 F >~ Thb. Kuitwaard
5OMETIE, CIDP B 76 Bt 8 B (11%) THRAER 8 M LINIC Y 7 F Y HfiESH Y, £
DEL AV INT VY2 F o ThHotz? Tz, 1~1THMOA Y IV VT 7 F o Hffi%
117z CIDP &% 24 I 5 B (21%) TIEROMEDH - 72 L MBS N TV L53Y, AHFITO
BEtTh ), SEMELIRER Y 7 F VEEMIC X A D ER L7729 A THMORIEE Jed 5N
EThHDH. MREWT 7 F LT, 660260 (33%) TOFFEIHEINTVWEL®, &
LHLLHMTOMFTHY, 1 VIV 7 F VM, REITEIRERY 7 5 HHIC X
HAEDEE L) A THEHORIEZ RO ILIRETH L. WA 7 F VI L Tid, 23 fid
260 (9%) THESHESNTEY, M ERBEOIEFIHREIH S Z L2 5, CIDP IZBW
TIHERLEW T, V—F v TOMBW BRI 2XE DS Lt o0

SEOWFEE]
77 F ML CIDP O BEEIICBWTHMEIC 22 AR v, BHEWICHERE S
NI 27F LTI, WEEODLIZHBTOINEOMFHPLE L

ik

1) Katada E, Toyoda T, Yamada G, et al. A case of chronic inflammatory demyelinating polyneuropathy fol-
lowing COVID-19 vaccine. Neurol Clin Neurosci 2022: 10.1111/nen3.12604.

110



2)

3)

4)

5)

6)

Kubota T, Shijo T, Ikeda K, et al. Distal Chronic Inflammatory Demyelinating Polyneuropathy Following
COVID-19 Vaccination in a Patient with Solitary Plasmacytoma: A Case Report and Literature Review.
Intern Med 2023; 62: 2419-2425.

Baars AE, Kuitwaard K, de Koning LC, et al. SARS-CoV-2 Vaccination Safety in Guillain-Barré Syndrome,
Chronic Inflammatory Demyelinating Polyneuropathy, and Multifocal Motor Neuropathy. Neurology
2023; 100: e182-e191.

Kuitwaard K, Bos-Eyssen ME, Blomkwist-Markens PH, et al. Recurrences, vaccinations and long-term
symptoms in GBS and CIDP. J Peripher Nerv Syst 2009; 14: 310-315.

Pritchard J, Mukherjee R, Hughes RA. Risk of relapse of Guillain-Barré syndrome or chronic inflammatory
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Question & Answer 3.2.9 3. CIDP OBEICH1T3 Q&A/32. Y2I AN

REBBIDYRI A Y N TRZEDIF D RIKETH ?

EZ

OEIBREBRTOT REORPIGSEETIIHERK, BHAKRE, IFRMECERTD. £,
BELEFICHENDH 2 BB TIIRFBERORBEICHY, RAFEREEZROZIEHHY,
BESHHASOUNEYTF— 3 HhEETHD.

CIDP BHTIIRIEREA T 04 FEFE—RITEO O LD E LTEDIT STV A, &
U9 5EIEHICOWCTEERT 2 LB H 5. REWLREEM L LCiE, SHRE HiEs
PRIE, MR, KBS TEEE, WIER E23H ), RMZEEREA 794 FEOEGHH]
SO EEZTH 2 BB T, Er a7 VERERD (IVIg) R FIERD: (SClg) &2 F L
WIEHE 2D Y ISR A T a A FEOEDH 5 227 B S EGEB 2 5 8o H A
MPHDT, BEOREZFERCBE LV ORITEEA 704 FEOME % FERE AR
BAEOHRGROZ U2 M 208X H 5 Y FHBREOFHOLOD ANV Y I L - ¥F IV
D REARARL— MDY TV F=V VET20mg/HELEZ 1 2 AU ENRL T2 H
ZBTIEANVT 7 A NEF Y=« VY XA MY L (ST) BRIOBMDERTRETHE Y T,
FRICHEAEBICHRO D 2 BE CTIIRERESERZ FHiT 572012, Rflo)ne)5y—va v
BB HERR S D 4

[S#&DERFRE]
HEFFR IR OBIUL A 2 00D 5. RENGHRBIC BT 2 KHEHGERIRE DY 27 - XA 7 4 v
FNT VA, QOL R {GHEM L 72 £ ? patient reported outcome 7 12DV T DIRES DU EET
b%.

ik

1) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral
Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.

2) Buckley L, Guyatt G, Fink HA, et al. 2017 American College of Rheumatology Guideline for the Preven-
tion and Treatment of Glucocorticoid-Induced Osteoporosis. Arthritis Rheumatol 2017; 69: 1521-1537.

3) Limper AH, Knox KS, Sarosi GA, et al. American Thoracic Society Fungal Working Group. An official
American Thoracic Society statement: Treatment of fungal infections in adult pulmonary and critical care
patients. Am J Respir Crit Care Med 2011; 183: 96-128.

4) Wonink HA, Kruithof WJ, Goedee HS, et al. Chronic inflammatory neuropathies and their impact on
activities and participation. Eur ] Neurol 2023; 30: 1928-1936.
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Question & Answer 3.3.1 3. CIDP OZEICHT3 QRA/33. BREENZH - LS

NS2057407 MERA) BED=Z1—0ONF—%#EDEKSICE2
Brg Sh ?

B

0/85 7051 VIl ERT = 1—0/NF —(C3RLBRENS Y, M BB isotype, MR
RENEE, SSERPORREREI TERRIEEDS.

i

NI TaT A4 VIEE IEBMBOREICI Y o— oz r a7 R 2 ORISR
Tdh s LA, RAIZHEMT 2IRETH L. M EAMEZ BT 2 e L TRIEERK
B (immuno electrophoresis : IEP) & %)% [ & #: (immunofixation electrophoresis : IFE) 2%
o, HIHEIZERNRWEDETH2HPIEEIMEL, MEHD isotype ZHHITE v, ED
TIEEEEDIT ) BIRED DN, D720, =2 —uXF—0HEHNO—FT/NT a7 A Vi
FEZ MRS HBTIE, SERIEEAEL T 5.

W52 ERAAY % = 2 — a3 F =T M &HEPRIE SN L5537 Ta 74 Ytk = 2 —
O F—DHFNZET 5. MEICLVEEGIEIRRDLD, TORNPTBIZ5%H 1gG /37 70
FA Y, 10~15%HIgA /ST TUFA ¥, BONRIM ST Ta7 4 > & SNTWD 2 B
Za—unXF—BIVIgM B M ENZ AT 5 EHD 72% TH MAG LA S iz & ol
HDD .

PLMAG =2 — 185 —(3 CIDP A bz L 75 EME& & LTV L THB Y, EAN/PNS %4
K74 2 TIRZ ORI 2 ERAEB AT RS L OERKBED? S, [gM BT TFa 7 4 ¥ h
B SN2 EIIHMAG A ZHARDERETH 2 LTV E Y 2olio/ 8 7 7a74 >~
MAEDTEH L LT, Waldenstrdm macroglobulinemia, AL 7 I U A F—3 A, POEMS JiE B
b L < I Castleman Ji % EMEHED A7 ) —= 0 7 %24TH) TLIREETH L 2 Ihb0BRE
ZHALTH M&AEYED CIDP AEFIIAFEST 2 2 L SHHN TN 5.

SEOHFRFE]

CIDP 235tb N 5 BEHEIZBWTNNT 75 A4 VIlEZ ) =2 —aXF— $FICAL 7304
F—3 X, POEMS EMERE) #2835 720I1IC M EADOHRBTIIITIRETH 5.

113

SRONIRTHMYOS©O—0 w



$£3& CIDP OZERICHITS Q8A

ik

1) Pretorius CJ. Screening immunofixation should replace protein electrophoresis as the initial investigation
of monoclonal gammopathy: Point. Clin Chem Lab Med 2016; 54: 963-966.

2) Vallat JM, Duchesne M, Corcia P, et al. The Wide Spectrum of Pathophysiologic Mechanisms of Parapro-
teinemic Neuropathy. Neurology 2021; 96: 214-225.

3) Van den Bergh PYK, van Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral

Nerve Society guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradicu-
loneuropathy: Report of a joint Task Force-Second revision. Eur ] Neurol 2021; 28: 3556-3583.
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Question & Answer 3.3.2 3. CIDP OZEICHT3 QRA/33. BREENLH - LS

FMAG EZ893 IgMBNS 07«1 VEBED=1—0/\
F—ZEDLSICBETIN?

B

OMFFHLEE, RET DT UEIEE (IVIg), BIBFBERTOT RENKASNTELD
BRI,
O LEHNEMDIRS, VYFIIITDEREEERT D (RRBEAN).

i

myelin-associated glycoprotein (MAG) I&KMMAED I =) YHEEHD VLD TH 5. Hil
MAG G2 T2 IgM BT Ta 74 VD= 2 —a/83F — (JiMAG =2 —a/8F—) O
FREINL Z OPEAHET % L SN TWw5. JiMAG = 2 —u X F—dmEmBEICE L, %k
HEATVE O VU 5 (B A7 0 SR R B AL D BRI IR 2 B & 3 2 Wi — el L F 2 o T
w5l

PLMAG = 2=t /3F — DL LTH MAG JUREHEOK T % HiG & L7 fEind (i
Rt Sy u 7Y VERERD, BIEATOA R A0y —TzuraRy) BMrbh T
72, WRIZZ L o7z PEMAG =2 — a8 F —OiiE & 85D RCT 7 EOFER (k) % B
F252L, VIYRIITVARNTH LW RENEND 5.

1) MERHARB L7 T V-V R
PIMAG =2 —u 8 F— 2R & L7 ¥ ¥ 2L RILEER (RCT) 3742w, T 7a 74
Yt (IgG, IgA, IgM) @ =2 — /35— 39 ZITB1T % MAESHIZ OV T O RCT i S
TWa. 21 BFIgM 28T 7a 7 A4 YT, 11 FIASIAE SR, 10 Bl HRBECE D A1) &
N7z, 2&RICBIT 2 AT, neuropathy disability score DB % 72D 7225, AR TIEAR
Motz IgM /8T 7a 74 YO —RETOY T 7V — T T, MBS CUEE D 6h
Tholeh, RIEVEELEZATIERho7?

2) REJOJV VEEEE (IVIg)

Dalakas 512 & % 11 fl® IgM M &R IMUEZ ) = 2 — 1735 — (5 MAG $iikRE 9 61) 12
YA HEEM Y 0 A4 —/3—RCT TI& 3 » HEROFHT7 7 £ R L K LA B RSE A S
Nihoiz?

Comi 512& 2% 22FID IgM /87 7 a7 A YMEZ M) =2 — a8 F =252 7 ¥ ¥ 2L
FEM S 024 —N—REBEAHE S Tw5, EEFHMEHE TH % 2 B8N T, IVIghts 7
7 L RO ML T overall disability scale D EAE L o7z, Lo L, 4#KREETIE IVIg B
THBERABIEIROYE 2 B 72, 19 BITH MAG JUiiEE SIS TB Y, 11 FITHET
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Hotz. Tﬁ]iﬁt?ﬁ[‘ﬂ%h’(iﬂ) L MAG Stk DA T IVIg O FUBHED A IIMIN T & 2o
7z, IVIg OGHYIH A AR RS I % W R E IR S 7z

3) BIBRERT0OA RE
PEMAG =2 —uXF—%55 & L2 RCT iZ7%e\v. AT 0 A FEAOFEBESUSTEI T 5
H3dmwv. BOTL F=va O S 247 7HEBIHE 1230 < L, 30 Bl 3Bl AT
WHEATED EN2Y THEF AT Y, yraRkAT773IF, 705 A87 Y0, MR s
AT a4 FEEZ L2/ RBEOME T, 14~54 HORBEEEHE I, s $ 28R E
ZRDDIZ0~100%TdH - 72 7.

4) VY*y3IJ
CNFETRE, 79 YAT2DODRCT AYTHiILTWw5. Dalakas 512 & % 26 O H MAG
:l—DN%~’ﬁTéf?%fﬂWRCPFt&wm%%%tfﬁ%f:%Uﬁﬁﬂ &5
#% 8 # H1%® INCAT score D3FHEED 4 Hl T EZ RO 72 DWMETN A & DR 7.
U F T THREHET, BEHFO INCAT A2 790 THolo/zd :,&%#&%n&#of
BIOBEZRL L, FEBICHEREEN RO SN, SHIIBRBITOMKETH 5. BIKIE
HTH2 10m BATICET 2MEMIIEEHTHBELEM A RO bl ZORKRTI
mmATx:7ﬁW(&i@Aﬂﬁ&w)@$%%ﬁ&lnﬁkwo%M L) EEEHlEE Of
Wb o7 DTHY), HAOHENEEZTETSHDTIE AWV, 22HD RCT TH
6 Leger 5128 % 54 BT T R RCT Tl 26 B, 28 BIAT 7 L ARIH VT 5
72, FEFHIEE THh o7 12 5 HBEOBEEA 27 OZLIZMEERICEIZAZD o7 L L,
INCAT A2 7 T2 U LOYE% R LIERITERFECHBICS o727 ZEFEE O
TEDMETHMVEMGEIZ\ 72 5 o 720 EMEIZFE D, 2016 4E0 Lunn HI2L 5215 200
RCT #fifl L7z X Z AT CIE, T—FDHEIIEI 0D, VI F < T13H5#8~12 » HIZ
BIF 5 INCAT score DUFHEICH I TH o7z LB RTWSE Y LarL, EED 1 23 WBRE 15
THNATAYRAZDE NI, VY F I T 2G0T 3 OBREZFMT 5720
NSRS N KRB e et B LB %, Al e 12 7 AR ERT 208 H 5 &b
RTW5, 2HHOEBEFIBIERb 5722812k ), VY F T3 chRBEIN TR
Vo L72Ao T, A TORMBEED WL E o> TBY, KELRMENTH .
Gazzola HIZ & % 4 MDY Y F =TG- %2 2T 72PLMAG = 2 — a8 F— 33 Fl &3} 5 &
L72%AMERNZETIX, VY F <756 » HRIC 10 BIoEE (30%) 258k L, B0
W (CF342 % H) TH 2080 6 61 (30%) \CeEmZ 387z, ) Y & v < 7w 5 BUstEic
X, MWAMMETE X OBERO TEOEMAZEOHNEKTIAEICHEL Tzl shTn
59

[SEOMHFRE]

VY F YT ORCT RIEBRT A ¥ D5 C oo 72720\ RHEAGE S Ml o 72T
WaH Y, AMEDOTETFT Y ALE %) fah o7z, ARMTEDOKEE L KED 720 1213HH RCT
DLETH%.
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Dalakas MC. Pathogenesis and Treatment of Anti-MAG Neuropathy. Curr Treat Options Neurol 2010; 12:
71-83.

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: 1482-1486.

Dalakas MC, Quarles RH, Farrer RG, et al. A controlled study of intravenous immunoglobulin in demyeli-
nating neuropathy with IgM gammopathy. Ann Neurol 1996; 40: 792-795.

Comi G, Roveri L, Swan A, et al. A randomised controlled trial of intravenous immunoglobulin in IgM
paraprotein associated demyelinating neuropathy. ] Neurol 2002; 249: 1370-1377.

Lunn MP, Nobile-Orazio E. Immunotherapy for IgM anti-myelin-associated glycoprotein paraprotein-
associated peripheral neuropathies. Cochrane Database Syst Rev 2016; 10: CD002827.

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: 286-293.

Léger JM, Viala K, Nicolas G, et al. Placebo-controlled trial of rituximab in IgM anti-myelin-associated gly-
coprotein neuropathy. Neurology 2013; 80: 2217-2225.

Gazzola S, Delmont E, Franques ], et al. Predictive factors of efficacy of rituximab in patients with anti-
MAG neuropathy. ] Neurol Sci 2017; 377: 144-148.
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Question & Answer 3.3.3 3. CIDP OZEICH73 QRA/33. BEEENZHE - B8

Bo®Et/ RIVF— (i NF155 Hifk, #i CNTN1 HiifF, &
12135 Y ETRERER - (BRWmIICT S 1gG4 BEChFiEED
Za1—0ONF—) ZEDKSICEMTEIM?

EZ

0BCREN / RNF—(CRENLERMIRZE T 3158, RESRICIENEDIZSICHEFR
EZRET 3.

EAN/PNS %4 K54 » CHOMEN /7 F/78F =725 CIDP % 5 5B 2 5 DLl OMEHz B v
T, CIDP BEH D 4~20%'"? |ZPt NF155 HUfkAS, 1~8%" 17 |ZHi CNTNI Lk BT dH -
L& N5.

PUNF155 PUiRbm It = 2 — a8 F — ORRIRE R E L Cid, AE5E, Rk, PUBGE Ao
WiJy, EEHEEIGRDS BT H NS B9 MREEMA T, mAEHRER F BRI RATH 2o
MRI TIIHFEROMEAH DL D 2 Er a7 ) YERERDE (IVIg) [JIRHRIIIEEZ R 3
BlAZ . T, HUNFLS SURDHIRIENTELED 1gG4 DY T 27 T AHL T & EB#E LT
W5 EHEEIN TV S B0,

U CNTNL Hefkth = = — a8 F — ORI E L Cd, ElmdshE, BOnrssyden, »w
WA S oS, KK, *70—EoHHAHIFHNS B2 Hi CNTNI ik d Bt NF155 $it
& AR TVIg IZIRHIRPUE 2 R THEMDSS Wity ST % 00 213 ) 5T CNTNL Hifk b,
eG4 DY T2 FANL N ED T 5 LI N TS Y.

VLo X 9128 NF155 $Lfk, $t CNTNIL ikt = 2 — a3 5 — 1%, I EmEEz 2L
IVIg ISR BIETINE 2 R 3 RERI DS . EHR TS OBGEHCR & (BT 5720, BORIEE ¥
INF— IR i 2 T A 556, IVIg ISP 2 R348, PUROME 2 a3 5.

—J7, PUROPEIZRBEM & 72> T v, MEZZiET 2/HERESED 2w, 207
W, PUROREITKRY: - IR~ T 2 LEBH Y, S LEOLRE 2> Tna.

SEDFRRE]

CIDP B #1233\ TH NF155 Hufh e dt CNTN1 Piib2skeit S a4, fFRIC X 2%
W23 5. ZOWEIEEOAFIEI T, WEFEOERIZIVAELTVEEEZ LN TS 2
FFI2< 7 20 NF155 U5 2 HW 7208 R T, JRIFRMICHUEPUAROE 2 4: U5 Z & A3RH S
NTW5b, 5HINSOERZR/MET 572012, PUKIERDOMK—L - E#EI LI NG,
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Question & Answer 3.3.4 3. CIDP OZEICHT3 QRA/33. BRRENZHE - B8

Bo®Et/ RIVF— (i NF155 Hifk, #i CNTN1 HiifF, &
12135 Y ETRERER - (BRWmIICT S 1gG4 BEChFiEED
Za1—0ONF—) ZEDKSICEETIM?

o2

@51 NF155 &5 CNTN1 RS = 2 —0/NF—(CH T SIEENEEETEILINTLEG
L. DEBIERRE LR TR, VYFI I TEROBEMENREENTWVS. CIDP O
BRENSE (RICRETOT) EE) MEITHOEIBEICE, VYRS TBREEERT
3 (IREBERAN).

Pt NF155 Pifk bt CNTNL Hofk btk = 2 — a3 F — 1 EMEY. SN BBESTH Y, Wb
P B, BHER 2GR, ST W, —TJF, P NF155 PRt CNTNI difkid 1gG4
Y727 7 AN% L, WVig GRISHREIEZ R TERASVwE & D 72 LiL, CIDP O
WIHBEANOJISBI S AFET 5. RBETOREDL H 0, FIEEREA T, FERREI T 7Y
CHERERRE (IVIg), M L v o 7ziaii 2 E 3G9 5. IO &, B Ml fublH
ERERN TR D ), SHOMHEETH 5.

INFTHMHSNTOLHEHEEL LTIE, JLCD20 €/ 7 0—FWHko) v 23 79
%Y e b CD20 Buitid, Pro-Ble, WEHMILZE:L, 3EALTRTOIERWB X OHEEELL
7BV USERIZHEIL L T A, HUNF155 Hifk, $IL CNTNIL $Ukb = 2 — o855 —BHFITB W
T, VYR I TR MG EEH 2 A LT B ) VSR BB L, Uik 2 Jil 5
5 EPHIFIN TS, DEBIOHL NF155 HiELH CNTNL $ufkbtk = 2 —a 5+ —HE %
WHE Lz, VFEIITHLEVIIVE) Y F I TOAMEEBE LM TIE, R
FEROYE 2 EAHE ST W5 7

RIZBWTIE, T v ETREREL - a5 1gG4 HCHik% A9 % CIDP & % %t
QL L7z, VX ITORENEB X OAEMEEGET 2 “HEMRBAE/MI N TS (R
AFER)E ZORBOBRIZEY, ThHSHOIMAEZ AT S CIDP BHICHTH2) Y F I3 T0
BEWEBIOCHEIEIREND Z LS 5.

BEETO) Y F U< 7TOMISEER, ) Y ERS R RMERFERE, & 70— BiERE
MR LT, HO®RENE B35 —, CIDP IZRBEHNNTH 5. HOREN ) F8F—BE &)
LL LA 286120 Btk CoBMMPIMERN OREE Z T HLEDN D 5.

[SEDIRFFRE]
HOMEN /) F/8F —25CIDP 25 XIS, ZORENPLNR)OO0H 5. FREILHE
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1. KB

1.1. MMN &FEDKSTFHRED

EZ

O E4HEE) = 1 —0/¥F— (multifocal motor neuropathy : MMN) (3, REEEZ#D
BUVWEGFERIED LESRAIBAAHIET EHERE M E T HRXEDS MR RS
REETHD.

FERE\ SRR RORRIP AESE S, SE S 1 7)) VBN (IVI) 12 X 2 AT RE B T
HBH Y BRI D & MR GERAE CEB M RE T T v 7 245 2 L TiIrbh
5. FPEROBHETGML A7) A+ ¥ FIH$ 280 IgM SURDETH 5 > iAo s s
FEAMTIIZ B IEMBREAGEN S 5 2%, CIDP & #4721, FIFALOEEARZEICIEE -
2 EEIEI VY LIXUIRE MR R I A % 37, BiERALNL 720, ikt
W ALIE (amyotrophic lateral sclerosis : ALS) & DRIV EETH L. MHEMO LR VIHICD
FIIMETAALND 2L, BREA LW L, EALEE =2 — 0 Y BEO LT LA ALS LD
W R ISR K 7 %

CIDP @ #i %! T & %» MADSAM (multifocal acquired demyelinating sensory and motor) /LSS
(Lewis-Sumner syndrome) ®%&b1x, CIDP BRE O Z K & < JR1F 72 (MADSAM/LSS &
EAN/PNS 74 FZ 4 > 2021 TIZ CIDP N 7 > s OZHNE CIDP Leffis /™). Thbike
LIENFRIRR O 7012, mZEMATH LD, RS 2 KRR = 2 — a8 F — O e
% Z LA Chad 5 Roth 57 Parry 5 ¥ 12X » THIRWTHEE Sz, MMN %4 %R
X, FLGML A7) F ¥ Rk & OB H L7z Pestronk & 2 12X o THE S iz, Bl
., MMN &% 3tk CIDP & ORI Sk IC 1o 7225, MMN [HHEB) R (BREHFEIZD
JEFANRER B ) T b 2 & IVIg DADRIRERT MMN ORISR THL 2 &
»o, ZRECIDP L 13T o072 R BHEETH ) EIHENTL2ETHD "

ik

1) Joint Task Force of the EFNS and the PNS. European Federation of Neurological Societies/Peripheral
Nerve Society Guideline on management of multifocal motor neuropathy. Report of a Joint Task Force of
the European Federation of Neurological Societies and the Peripheral Nerve Society - first revis. ] Peripher
Nerv Syst 2010; 15: 295-301.

2) Pestronk A, Cornblath DR, Ilyas AA, et al. A treatable multifocal motor neuropathy with antibodies to
GM1 ganglioside. Ann Neurol 1988; 24: 73-78.

3) Taylor BV, Gross L, Windebank AJ. The sensitivity and specificity of anti-GM1 antibody testing. Neurolo-
gy 1996; 47: 951-955.

4) Kaji R, Shibasaki H, Kimura J. Multifocal demyelinating motor neuropathy: cranial nerve involvement and
immunoglobulin therapy. Neurology 1992; 42: 506-509.

5) Van den Bergh PYK, Doorn PA, Hadden RDM, et al. European Academy of Neurology/Peripheral Nerve
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6)
7)

8)

Society Guideline on diagnosis and treatment of chronic inflammatory demyelinating polyradiculoneu-
ropathy: Report of a joint Task Force — Second Revision. ] Peripher Nerv Syst 2021; 26: 242-268.

Chad DA, Hammer K, Sargent ]. Slow resolution of multifocal weakness and fasciculation: a reversible
motor neuron syndrome. Neurology 1986; 36: 1260-1263.

Roth G, Rohr ], Magistris MR, et al. Motor neuropathy with proximal multifocal persistent conduction
block, fasciculations and myokymia. Evolution to tetraplegia. Eur Neurol 1986; 25: 416-423.

Parry GJ, Clarke S. Multifocal acquired demyelinating neuropathy masquerading as motor neuron dis-
ease. Muscle Nerve 1988; 11: 103-107.

129

THHENT R TS 2SS w

HH:
d



$£5%8 MMN DOBZRICHITBEARIER

2. |@F

2.1. &F (BiR - FHIEE - FHESFE - 5= - EochES

[E1E=3

02021 FITONEFBICH T ZEEFHAEETIE, MMN O2BHEREREHIE 507 B, BRE
FAO 10 BABRY) 0.4 A, BRH(F2:1, FHOREFHREE 42X THo. BHEDES
DRV RAEEFEHHE L. EEOEMUEBICIFET D ENZL. MMN TIIHEEEFH LR
LT, HLA-DRB1*15 DIEEARWVENDREN 5 S.

OAXFHBTH, MMN OBERE (AO 10 HAAX) (X 0.29 EHEESNTULS.

2021 fEIATONIZAIIC BT 5 L EHFHATIZ, MMN O4EREEBRERZ 507 4, HRE (A
110 HABH720 04), Bickid 2: 1, FERIEERIT 2B ThHo72 "

A S OHEFIFZETIE MMN O4 SR (AE10 AR &, 1,640 FANERNRE LIz T~
FOWIZE Y T 0.60, 3,557,352 AxRRE LIZHEEA 7T v FOWIZE Y T 053, 4,588,252 A%
WHELEZTANT Y FOWZEY T0.70, 979,186 AZx% & Lizd—ZA 5 70 2 RO
729 TL33EMESNTVAE. BLILIZOWTIE, TAVALLOHEY TL7:1, £ ¥V R
POOWE? T19:1, EBDOFTT UV Fho0ME? T27:1, AFrL0HEY T1d2:1
LEINTWV D, FIEFEIL T 40 & (22~66 %) T EBGRMEBICHRET S5 2 5% L, BHED
139 DML D IREEFAT N Y & END. MOME T 42 5% (22~T4 %), K150
W TP 425 7% (16~74 %)) LB IhTwab

HLA 752 1, THEE OBEEIZOWT, MMN 74§l & 2 > k1 —)bL 700 #l o lLikE %
okt I 7 Hho0HETIE, MMN THLA-DRBI*15 2 b a— LB EX ) A (41 vs.
24%, p=0.0017) |ZHED N E ENTWS ¥ MMN 126 & 2 >~ 1 —)b 1,305 o ikt
BT o4 5 U h 5 0% TIE, DRB1%15:01-DQB1*06:02 /v 71 % 4 7 (OR 1.6 [95%CI 1.1
~2.2], p<0.05) X0 DRBI1*12:01-DQB1*03:01 N7u ¥ £ 7 (OR 2.7 [95%CI 1.2~5.5], p<
0.05) 2"MMN T2 > bE—VHEL ) QA RITHEN - 72 7

ik

1) Aotsuka Y, Misawa S, Suichi T, et al. Multifocal Motor Neuropathy in Japan: Study Group. a nation-wide
survey on the prevalence, clinical profiles, and treatment. Muscle Nerve (in submission).

2) Cats EA, van der Pol WL, Piepers S, et al. Correlates of outcome and response to IVIg in 88 patients with
multifocal motor neuropathy. Neurology 2010; 75: 818-825.

3) Mahdi-Rogers M, Hughes RAC. Epidemiology of chronic inflammatory neuropathies in southeast Eng-
land. Eur ] Neurol 2014; 21: 28-33.

4) Lefter S, Hardiman O, Ryan AM. A population-based epidemiologic study of adult neuromuscular disease
in the Republic of Ireland. Neurology 2017; 88: 304-313.

5) Park SB, Li T, Kiernan MC, et al. Prevalence of chronic inflammatory demyelinating polyneuropathy and
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6)
7)
8)

9)

multifocal motor neuropathy in two regions of Australia. Muscle Nerve 2022; 66: 576-582.

Taylor B V, Gross L, Windebank A]J. The sensitivity and specificity of anti-GM1 antibody testing. Neurolo-
gy 1996; 47: 951-955.

Slee M, Selvan A, Donaghy M. Multifocal motor neuropathy: the diagnostic spectrum and response to
treatment. Neurology 2007; 69: 1680-1687.

Sutedja NA, Otten HG, Cats EA, et al. Increased frequency of HLA-DRBI*15 in patients with multifocal
motor neuropathy. Neurology 2010; 74: 828-832.

Bos JW, Otten HG, Herraets IJT, et al. High-resolution mapping identifies HLA class II associations with
multifocal motor neuropathy. Neurobiol Aging 2021; 101: 79-84.
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3. f&iE

3.1. f&h&

EZ

OMMN (&, EBROEEZ ML T HIRENEURERRARERTHS. REAHZIXAR

RETH D, EEFOv 7 (conduction block : CB) MIFEELERIZS >V EIRERICHTS
BREEEICK D EHEINTLS. MMN BEDHHERICH>7UAS R GMT (2T S IgM
BehihREInTuV3. i GM1 IgM idE2E 95 MMN BB FREREDRELVE
ETHB.

fEsH

MMN (3 RIENAEER R AER T TH 2. {871y 7 (CB) OB L4 R 19 2 BiRE
WCEBLDEEZEZLNTWD, HHFEIET Y EIRWIIBIT AREREICL L T25E 2D
FiitE o> Twb "2 Uncini 5 ¥ 1 “nodopathy-paranodopathy” & 29 FlEEZHIBL, ZThb
DA BT BFEHEA CB 25| S 2 99REZ i L T\ 5. CB I3 paranode (25175 I Y
Y OHEE F v EIgROME, BAEAFEF M) T LAF Y ANVORE, A F Y RAF Y —
YADEAL, B BT OATEIZ L D AT L WREMEA D 5 L SNTnD v MiRIEED
WFECld, MMN TlI#5 25580 S, CB OEfL 2 & BN 72547 T b 1Rl 3R © superex-
citability 23 5115 ©. MMN T® CB IZIHEMKAFNTH 5 2 L HE SN TS »2)

Cats 512 & 5 MMN 88 Bl D 1iiLi# ¢ ELISA 12 X 2 #id Ti, i IgM Hidk, ¥t l1gG difk, it
GML1 IgA fifk & 221 43%, 1%, 5% TR L TWw2 ° i GMI1 IgM §ifk % 43 % MMN
BEE, ALZVEZRIVERETH D, L GML IgM FURliIZFIEEL R 27 LA L Tz
GMl1/galactocerebroside (GM1/GalC) BAERIZH 3 % 5L IgM HifkiZiK 70% TPtk & % % 12

PU GM1 HURIZIERER & 5 WV IZHEEIREE 2 RO 2 LAVRIE SN TV 5 2§l GM1 IgM Hit
HEEED MMN B# T, RRAOTEIH 25k AL T2 2 RS h b,

ik

1) Beadon K, Guimardes-Costa R, Léger JM. Multifocal motor neuropathy. Curr Opin Neurol 2018; 31: 559-
564.

2) Yeh WZ, Dyck PJ, Van Den Berg LH, et al. Multifocal motor neuropathy: controversies and priorities. J
Neurol Neurosurg Psychiatry 2020; 91: 140-148.

3) Uncini A, Susuki K, Yuki N. Nodo-paranodopathy: Beyond the demyelinating and axonal classification in
anti-ganglioside antibody-mediated neuropathies. Clin Neurophysiol 2013; 24: 1928-1934.

4) Uncini A, Kuwabara S. Nodopathies of the peripheral nerve: An emerging concept. ] Neurol Neurosurg
Psychiatry 2015; 86: 1186-1195.

5) Franssen H. The node of ranvier in multifocal motor neuropathy. J Clin Immunol 2014; 34 Suppl 1: S105-
S111.

6) Kiernan MC, Guglielmi JM, Kaji R, et al. Evidence for axonal membrane hyperpolarization in multifocal
motor neuropathy with conduction block. Brain 2002; 125: 664-675.

c 132 ¢



7)
8)
9)
10)

11)

12)

Kaji R, Bostock H, Kohara N, et al. Activity-dependent conduction block in multifocal motor neuropathy.
Brain 2000; 123: 1602-1611.

Nodera H, Bostock H, Izumi Y, et al. Activity-dependent conduction block in multifocal motor neuropa-
thy: Magnetic fatigue test. Neurology 2006; 67: 280-287.

Cats EA, van der Pol WL, Piepers S, et al. Correlates of outcome and response to IVIg in 83 patients with
multifocal motor neuropathy. Neurology 2010; 75: 818-825.

van Schaik IN, Bossuyt PMM, Brand A, et al. Diagnostic value of GMI antibodies in motor neuron disor-
ders and neuropathies: A meta-analysis. Neurology 1995; 45: 1570-1577.

Delmont E, Halstead S, Galban-Horcajo F, et al. Improving the detection of IgM antibodies against glycol-
ipids complexes of GM1 and Galactocerebroside in Multifocal Motor Neuropathy using glycoarray and
ELISA assays. ] Neuroimmunol 2015; 278: 159-161.

Nobile-Orazio E, Giannotta C, Musset L, et al. Sensitivity and predictive value of anti-GM1/galactocere-
broside IgM antibodies in multifocal motor neuropathy. ] Neurol Neurosurg Psychiatry 2014; 85: 754-758.
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4. S - ¥

4.1. ZE¥>O0ER

EZ

OMMN (CHHOBERRFIRN HNIE, [EET Oy 7FRDERDHBRCEREZTD.
7. GM1 IgM fidk, BIRERICKDREGRIEEFIZH T 5. RUVHIICENGERE
LTRETOT ) VEIFRENDRILEZEAZZEHLELETHNS.

MMN % 589 BRIRFT UL, #1% T 72 (3 REBORIHEST 3 2 R AT 2 o e JE B oo 1 M o i
HTHH VY 2R LOEEMFRI LR SN DHIFEOR A1 » AU Lk &, FEIN % R R E
TR ORB AT 2 BT 137D 2. MMN 2 2§ 2RI R E LT, ERDS LN T
HiHIE, BIEFOMKT F 721305, BMEERO KN, B C O RF R R M U, &
PEBRIC L BUEDNDHSH. MMN TA LI Wik E LT BB =« —a > #fE, FHW %
BB Al BT e LI 5, RO T 3 2 F TGN OB, 258 5.

FRIRITIC MMN Z7Re§ 2IE 2R L7, MRERELTiTv, (870 y 7 RRE R
KRB0 7 & OB 2 7RR B ASEED SN 5 MR 5. BAEBEHA CHREE O
RAHSATRIFIR, MK - RESER - AR IR A 5E 7 1 7)) ¥ EHERREA~ O SO
%S 5.

i

1) Joint Task Force of the EFNS and the PNS. European Federation of Neurological Societies/Peripheral
Nerve Society guideline on management of multifocal motor neuropathy. Report of a joint task force of the
European Federation of Neurological Societies and the Peripheral Nerve Society--first revision. ] Peripher
Nerv Syst 2010; 15: 295-301.

2) Lawson VH, Arnold WD. Multifocal motor neuropathy: a review of pathogenesis, diagnosis, and treat-
ment. Neuropsychiatr Dis Treat 2014; 10: 567-576.
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28 - ST

. BHREE

B

OMMN DEEWAZ, ERFREIR, BREEZRIET 2BERIERFANMR, SIURNSHICK>TE
SN, EREPFOMR, HEMRE (WSEER, RE®EMRI) AR, BRABLEICONTE
KEENRIBENTH Y, RERTHRANICEVRITLWEDE LT European Federation
of Neurological Societies/Peripheral Nerve Society (EFNS/PNS) (C&k 3 S2HiEHED
HlF5ns.

i

EID"!

MMNO)EJ;‘" WERRRREIR 2 2R ISR G L, T2 A BB B2 ik L TREmIz
BB OBWEENRIBINTE L2, RERWLRBZERELIESL LT, AAEM (2003 4F)Y t

EFNS/PNS (2010 4F)? DR L72b D25 Y, KIETIE L Y B OMIRE2 & H%E 2 ik~

5 (F1).

EFNS/PNS %% 2006 E12/E L7z MMN @774 B 7 4 1% 2010 4FICET S, ki3 L
To4EP MRS NS (BRERE, ZE70y 7 OBKASWLE, SCRLE BHiE). &
W7 AR E LS SDTERIIBEA SN2 VO TH 5. ZOBWIHIETIE, BRI
2 ML ETHERR S MM EIIE, RE T 1y 7 OBKBWIREEL 1 A T 7213 definite~
probable MMN & LT X\, F7z, 1 L2BKRBEBEO 2 »Hlid, BB AT
0 7 OF %R Bl % &% possible MMN & L CTHo T 5. CIDP & 57 ) EFNS/PNS

#F 1 EFNS/PNS O MMN SZEEAEDBIE

WZEIEE (BB 1 & 2 Zimicd)

1 RRETHERIIRBERRISETT 2BAEDEGIFIMDOURG 1 7Z58H 25 & BRI
1 7 BLLET, EEEEOHME 2 @R ECDIE2. 1 #ROSMICEEFTDBEEE MMN
DEEEESD Y] DATTUICELEFES.

2 BHNBREREZROBZVNC L. 2EL, PRCBREDIREEEEEH > TH L.

BRIREYSZIEAE

3 ERIDOIERS T

4 BERORRHFDME T FIFHER

5 MPREEZROINTE

6 TR CORRRE P IRETRMEINE

7 REEAICKDERRECE

PROVEAE

8 _EfEFH— 1—0O VR

9 SHRRIRFRE

10 WZRIEE 2 TRESNBL EORXRERE

11 TEBHHN S OILE CEGRFNEDRE N

(Joint Task Force of the EFNS and the PNS. J Peripher Nerv Syst 2010; 15: 295-301. 2 & ¥J3|f)
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X2 LRMEFH_1—-0/NF— (EEHR 14) OZMEE (FH27F1818
B - SRS B4 SEE(ER) (CIDP ICESET 3IEB X&)
<ESHREAE>

1. FEIEH

(1) FAEE#RB
® 2 nBRUEDRED, Bf - BEER)RITD, BEETEDREZEEDLHE -1 —0O/VF—

TH>.
QEFBEDZH -1 —ONF—ZHATETHSHBERESR, EVEH, SYNOEEHN
<, HLEEDBEGENRL.

(2) ®&EMR )
OFRHGRTCERET, 2 XU LOBSRICENT, BEEERIET 2HMEART. “*
ORBEWEREE T, EOENERD, \@iEEE 10/mm’® XiGTHd.

@RFTOA REEA, MEFRHLEL REITOTU VEETEE ZTOMOREBEAGEICKINE
ZRUICREND'$S.
@ MRI TR 2 WV EHBEDIEEXCIFEFEN DS .
OFHBRER THEZRE T DPEN DS,
(3) ZFRMEMFTR (2. 1BMHERIEMERR RS2 FE AR K ()
b. SLHEMEES 1 —0O/VF—
1. BMEZ SORMERER - L0888 = 2 —0O VRN L
2. MBICHIFBHGMT IgM AN RE 4%
3. BBEEL (REIJDOTUVENEEL) ([CKUEZRUICKRE

2. $ERIEZH

(1) LUTOERBICH D RIEHREE
WRR, 704 M=V, BERE NER, B BHDV/VE LHEMEESHEE POEMS
FEREE, HIV BRI, YILOA R—Y R E

(2) YY) - BYDBEC K DRHEMRES

(3) EYZVREDKEEREE(CKDARHEHRES

(4) FEBRBEE 7 I EnHEESR

3. ZWDATIU—

1. FZEED (1) QOB LV (2) DDIRTERD, (2) ONH5ED3IEVITNH 1 DEEIZL,
(3) THEEZXFITES.

ME QAR EDBEBMET, HEAETRETIME (OEEREDEKT, OFGETOY I F I FHR
W DTFE, ORMBROER, @ FERINFCEREBFOERDHBZLED 1 D) H'H
5N EZRE UCHERCEREBEL R— hEEEFZENEAATOXEDEL (HFEDKZD
SESNTCBD) ZRNTDH L.

<ETEEHFE>

BERERYSTE - Barthel Index

85 ML TN ZENRET 3.

(7%&%?)31%%&12)9— (52l - SBEERt (EEMEEBEEGIS)  https://www.nanbyou.or.jp/entry/4090 * &)

51F

FAET IR T O — OF VRSB 2R v,

AT TR SV BB 22 T S/ 2 M) = = — a8 F— & UCdblsE H (382 i
IIBESNTWAZ LS, ZWiHLHEIZI3 CIDP L3l 5 DA% n? (55 2).

14)

ik

1

2)

3)

Olney RK, Lewis RA, Putnam TD, Campellone JV Jr; American Association of Electrodiagnostic Medicine.

Consensus criteria for the diagnosis of multifocal motor neuropathy. Muscle Nerve 2003; 27: 117-121.

Joint Task Force of the EFNS and the PNS. European Federation of Neurological Societies/Peripheral
Nerve Society guideline on management of multifocal motor neuropathy. Report of a joint task force of the
European Federation of Neurological Societies and the Peripheral Nerve Society--first revision. ] Peripher

Nerv Syst 2010; 15: 295-301.
it > & — (B - e (BRIEFH )
https://www.nanbyou.or.jp/entry/4090 [#&#7 7 £ A : 2024 4:4 H 19 H]
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4. LW - S

4.3. EfEEFi

B

OEEZENIZA T, SHTHORFHHARRTEEEZHEI S EHB V. SABFHEEDL
BLSNTELY, MMN DRFEZERRBUIESR T —ILARIBENTWS.

!

WHBHRCTIIETH R (MMT) %247 > TEEREZ T 2 2 &A% . AR OB
HWEIZWVR TEREOHNZNZHZ 5 Z L IRNETH 5720, ER{LDRADPITDONTE 7.
LT CTORFH AR r — VoG RE AT, W ETHRO&S5 %, G820 /1281355
FEZED 100 A TOEGFHIEHEZIT) 2 03d b . 72, WWHAT =V ThHb Guy's
Neurological Disability Scale (GNDS)? A3 EEDFHIiIZ IV 5T & 72 ISR 3 5 4R
ZAb% % Mk CRME L 72AFE TR T O A7 — L CabiliZ 17> T2 ¥ R EGFI A a7
(Overall Disability Sum Score : ODSS : 0~12 points), MRC sum score (0~180 points), HC.
AP R (Self-Evaluation Scale : SES : 0~25 points), %57 H R (Fatigue Severity Scale :
FSS : 0~63 points), #RE)H (REM O : 0~4), LB (4O H BIHE LK 0~4),
TIBREECT (4D D BIHKL72%: 0~4), #B)), FE LB 2015 121X MMN OF# %
FLRE L 72 MMN-RODS® (Rasch-built Overall Disability Scale) 232# &7z Y ZON%E L LT,
H A5 T 9 A6 25 FRLSH L, 0 (RWTRE), 1 (WREZZSEE), 2 (A5 ISR »AaT%
BRI 23D THD. HREDLDENZEE L, (FEELEHENLT HLENDH 5.

ik

1) Van den Berg-Vos RM, Franssen H, Visser J, et al. Disease severity in multifocal motor neuropathy and its
association with the response to immunoglobulin treatment. ] Neurol 2002; 249: 330-336.

2) Sharrack B, Hughes RA. The Guy’s Neurological Disability Scale (GNDS): a new disability measure for
multiple sclerosis. Mult Scler 1999; 5: 223-233.

3) Herraets I, van Rosmalen M, Bos J, et al. Clinical outcomes in multifocal motor neuropathy: A combined
cross-sectional and follow-up study. Neurology 2020; 95: €1979-e1987.

4) Vanhoutte EK, Faber CG, van Nes SI, et al. Rasch-built Overall Disability Scale for Multifocal motor neu-
ropathy (MMN-RODS(©) ). J Peripher Nerv Syst 2015; 20: 296-305.
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5. B&E

5.1. EREEFNRE (EXZHEEZSE)

B2

OMMN ZRIET BERARPIRA B, HREERECTEET 0y 7Z2REINIE MMN 234
<TEY 3. BRTONZVBRCERETHEEIT0Y 72RBHEL<TH, BRERSLUVZ
DOLDREFRRD MMN (CFBELRWMES, RET D7) EEERE (IVIg) (CL332Hi808
BETS2ENDBB.

MMN %R BRI RS ), MRRERAETRELE 7T v 7 28l L7286 MMN % i#
CRIET 5 V(T 1), 88 AD MMN BHE TITb N mERAEIC X 2 &, [mETay 7 %38
DAL E LTRSS VIR RS, Bk, BEa s, Iaake, Mk, PEgiito
672 - 72 2

L2, mE7TOy 7 2KRELRDPSZOMOEKRE X OBAI LA MMN 1275 L & \WEER]
TIE, IVIg 2 & 2B BUBTEDS ALY MMN 2D 520w E ) Hididid 5 5 MiF ik
HTORET T v 7 (3l OMBREEMRE CHRIEDSHEETH 2 2 L AZOHEHDO VD EDL LT
EZONTWD, WBONLHiZTOMIETH 575, HMEIVEME 5 2 725 & ICFREERR % A
BT % LT T v 7 LR OB K 2B 720 ¢ BRICEEEERNBETH)>Z LT
HRI AT BB DARERE ] % 5EI§ 2 AN SN TE 225 (ZE 7T v 7 O EERATT %

1 EEIJOYIDEREEZNEE

EEIOY JHEE

HMRXER (Eh, R8, BFe@R) CERRL, B ERARNBTHR<ED 50%D
CMAP 2R D ERDFAD Z585H 5. =ABRIFIC K 2T CMAP B2IHERLD DIRIEIF IEF D TBRD
20% U EDD 1MV LI ETHIHEN G, & SISEMEHIETOD CMAP RS DRHFEIFE &
ERMEBRIBTD 130% A N ZiEle g T &

EEIOY IDR (FHF 1 FelF 2 ZHled &)

1 ERMERORVERE (B FEH SR, IERNSIKE) ([Chlc?d CMAP RIS
HEDDRL EH 30%DENE, IEAERRIZTO CMAP B4R DFHi i E (&= AR T D
130% AN ZmIcd T &.

St 2 1 SRR L F UEAIRIE S= R TR < & B 50% D CMAP BRI ERDR A 258
&, D OFEAEBRIB D CMAP BRI D ORGSR =S R T D 130% L EZ T .
EEITOY JBEFFRVOVNTND, CBZMD EiETEI XY b CREMRGERENIEHET
HBdE

CB:mE70v 7T, CMAP : EEHEEEN

(Joint Task Force of the EFNS and the PNS. J Peripher Nerv Syst 2010; 15: 295-301. "V & *J3|F)
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CIDP & It % &, MMN T8 7T v 7 # COBE I IZREDK T I & & F 250D
%9 CIDP & MMN TR 70y 7 #ICRL B A = X LIS W EEMEDSH 1), CIDP T
AR T DS AR RS L B L, MMN TlEA F v F v 2V E ¢ 2T EEMED S 5 7

1%

HHRAERAEIEETHL I EPL 0D, RIBOBERTE2RDLI VD55

Sudoscan & IFF 11 5 S IFAHIIT 3/7 O MMN HCHREORE 2 B0OD I L5 b, Ak
OMEBIAL G D JH % S W RERE D 2.

ik

1)

2)

3)

5)

6)
7)

8)

Joint Task Force of the EFNS and the PNS. European Federation of Neurological Societies/Peripheral
Nerve Society guideline on management of multifocal motor neuropathy. Report of a joint task force of the
European Federation of Neurological Societies and the Peripheral Nerve Society--first revision. ] Peripher
Nerv Syst 2010; 15: 295-301.

Cats EA, van der Pol WL, Piepers S, et al. Correlates of outcome and response to IVIg in 83 patients with
multifocal motor neuropathy. Neurology 2010; 75: 818-825.

Slee M, Selvan A, Donaghy M. Multifocal motor neuropathy: the diagnostic spectrum and response to
treatment. Neurology 2007; 69: 1680-1687.

Nodera H, Bostock H, Izumi Y, et al. Activity-dependent conduction block in multifocal motor neuropa-
thy: magnetic fatigue test. Neurology 2006; 67: 280-287.

Akaza M, Kanouchi T, Inaba A, et al. Motor nerve conduction study in cauda equina with high-voltage
electrical stimulation in multifocal motor neuropathy and amyotrophic lateral sclerosis. Muscle Nerve
2011; 43: 274-282.

LiY, Niu J, Liu T, et al. Motor conduction block and conduction velocity in Lewis-Sumner syndrome and
multifocal motor neuropathy. J Clin Neurosci 2019; 67: 10-13.

Garg N, Park SB, Howells ], et al. Conduction block in immune-mediated neuropathy: paranodopathy
versus axonopathy. Eur ] Neurol 2019; 26: 1121-1129.

Luigetti M, Giovannini S, Romano A, et al. Small Fiber Involvement in Multifocal Motor Neuropathy
Explored with Sudoscan: A Single-Centre Experience. Diagnostics 2020; 10: 755.

139

THHENT R TS 2SS w

HH
3<d



$£5%8 MMN DOBZRICHITBEARIER

5. &E

5.2. MiAYVIT YT RHIFEE

EZ

OMEPDH GM1 IgM FFEDEFEFIREBZRET SR THS.

GM1 7' ¥ 7)) & ¥ FIB iR 0 5 » U il il & Bilc % e d 5. $iGMI IgM i
RIIAIED 40~60% TR SN2 Y, PLGML/A T 7 bl 7ay FEAEKRELENT S I L TH
FIREEASEINS 2 W REEAH V), HT GM2 IgM Hifk=°HT GD1b IgM Hifk b KB ThtEl 2 % 1
HL GML JUR DT AS L5 L 72 BE D S O % 7 v MFRICEA L7z & 2 ABIRED A SNz
7212, $TGML itk & Bl & O BRI S iz

LA L, MMN BHIZBWTRIRBEECRMIZE & 20050% <, RETTTY) VEHE
ik (IVIg) 12 & ZiBHAIRIIH GML FUMEOZ L &2 bR A5, i GML Btk odE
BRI OWTHEH TV A 2 iPS Mg & ) R S M7z B) = 2 — 1 > ~Bit GML IgM Hifkas
A5 LRSI, MIBAA VYT 2EFEEORE LA L2 8 U CTlikEEZ AR L
BUREMED D B 2ty a7 ) VERBRNT L D MMN T3t GM1 IgM §iiffkiz < A %o B
Mifaz a— >y XD ERENTNS I EAVRE SNz MMN B3 79 B % 388k L 7236 T IVIg
V3 2 IGEFA RS BURBTEBI D13 9 2SR & RARICE o 722 25, WHRBUBEN
DIREEE 7 2 W HEED D % ©)

PLGMY/Z T 7 b L7 ay FEAHEZBNT 5 2 & THRARENHMS 2 WiEss b,
HL GM2 IgM Hifk 5L GD1b IgM ik b A EBITHAEIC R 5 1 Flo 2 ) — X Tidhi GML IgM
PURIZINZ, $T GalNAc-GDla IgM Hitfk b 9 1/3 DFEf] TRtk 72 - 72 7.

ik

1) Nobile-Orazio E, Giannotta C, Musset L, et al. Sensitivity and predictive value of anti-GM1/galactocere-
broside IgM antibodies in multifocal motor neuropathy. ] Neurol Neurosurg Psychiatry 2014; 85: 754-758.

2) Parry GJ. Antiganglioside antibodies do not necessarily play a role in multifocal motor neuropathy. Mus-
cle Nerve 1994; 17: 97-99.

3) Harschnitz O, van den Berg LH, Johansen LE, et al. Autoantibody pathogenicity in a multifocal motor
neuropathy induced pluripotent stem cell-derived model. Ann Neurol 2016; 80: 71-88.

4) Budding K, Johansen LE, Van de Walle I, et al. Anti-C2 Antibody ARGX-117 Inhibits Complement in a
Disease Model for Multifocal Motor Neuropathy. Neurol Neuroimmunol Neuroinflamm 2021; 9: e1107.

5) Cats EA, van der Pol WL, Tio-Gillen AP, et al. Clonality of anti-GM1 IgM antibodies in multifocal motor
neuropathy and the Guillain-Barré syndrome. ] Neurol Neurosurg Psychiatry 2015; 86: 502-504.

6) Martinez-Thompson JM, Snyder MR, Ettore M, et al. Composite ganglioside autoantibodies and immune
treatment response in MMN and MADSAM. Muscle Nerve 2018; 57: 1000-1005.

7) Morikawa M, Kuwahara M, Ueno R, et al. Serological study using glycoarray for detecting antibodies to
glycolipids and glycolipid complexes in immune-mediated neuropathies. ] Neuroimmunol 2016; 301: 35-
40.
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5. BE

5.3. WEHERIRE

B

OBENIHEHAREB LR (100mg/dL UT) [ MMN ZRIET 2R TH DY, HRNGR
BT,

i

._E-PJI!

MMN TiE# 90% O BH CTRHEBHEADIER Th 505, BEOMEMEEAMME R
4bdH 5" EFNS/PNS O WiHETIL, [100 mg/dL % 88 2 7%\ MBS A 1340 | A3 Sche ke
WHITFHNTwD, BEORKEREAE MM MMN OZ K% X520 REEZ SNDH,
FRNBRIATIE RV 2 $72, REOMEMRE B IMNIARE AR L 2 VAT RO REED S
L. WHEBEFOYA b4 707 7 A VERE L72AIRICL 5 L, MMN TiRiiENTO
YA I HA VEEICZLL, 8= a—a REEOEINICHEH LTS 5 °.

ik

1) Nobile-Orazio E. Multifocal motor neuropathy. ] Neurol Neurosurg Psychiatry 1996; 60: 599-603.

2) Joint Task Force of the EFNS and the PNS. European Federation of Neurological Societies/Peripheral
Nerve Society guideline on management of multifocal motor neuropathy. Report of a joint task force of the
European Federation of Neurological Societies and the Peripheral Nerve Society--first revision. ] Peripher
Nerv Syst 2010; 15: 295-301.

3) Furukawa T, Matsui N, Fujita K, et al. CSF cytokine profile distinguishes multifocal motor neuropathy
from progressive muscular atrophy. Neurol Neuroimmunol Neuroinflamm 2015; 2: e138.
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5. &E

5.4. EIRIRE

EZ

OMRI EBERIRE THREPIR - BIOREDEKX - REES(E MMN 02232157 5.

MMN TR MFEOBIH, S8, MRFELREDO T O ARIEL TWEA, &fRkE LT
AR A R S5 HIANCE) <. WIRE X OH R A CTRAARIEEIIBIS T2 2 L2 HETH
0, BERETE AR 2 R T 2 EE LA E 2 5.

MMN & CIDP B OFAEMfE 2 MG A crlgi L, Mk E L oME % A705E T
MBI U N o3l L7 &2 R L7z Y AR AR 25 HLER I K & W BF 5 o fhie iR hE
BELZRTIENE L, BEFTLEIHEOMBRERELZRT I LIIP LD o7, MMN TiE
MRE DL EPZERTH Y, HRIEEORE L CIDP O3 9 2 MMN & ) B - 72,
MMN Tl MR & F BRI COfRE 7T v 713063 L A FRAL 3 L 2w,

MRI T [HkIC MMN T SR EE DR 241 ) MfR R 2 7R3 2 & 25 525, BE BATHT
FE gy 2 LB L oW BIINCE WL D 5 2

MMN, CIDP, #H)j= 2 —0 UHEEFIIH L THMEEDO MRl = 2—027 5 7 4 —%2f7- 72
MR X B &, G, BOHLEEE, T2 AR, RIS E 2 &8 2 =5 i fGbE
BT ETEIN=TEHRNT S EDTREIE 720

ik

1) Merola A, Rosso M, Romagnolo A, et al. Peripheral Nerve Ultrasonography in Chronic Inflammatory
Demyelinating Polyradiculoneuropathy and Multifocal Motor Neuropathy: Correlations with Clinical and
Neurophysiological Data. Neurol Res Int 2016; 2016: 9478593.

2) Oudeman J, Eftimov F, Strijkers GJ, et al. Diagnostic accuracy of MRI and ultrasound in chronic immune-
mediated neuropathies. Neurology 2020; 94: e62-e74.

3) van Rosmalen MH], Goedee HS, Derks R, et al. Quantitative magnetic resonance imaging of the brachial
plexus shows specific changes in nerve architecture in chronic inflammatory demyelinating polyneuropa-
thy, multifocal motor neuropathy and motor neuron disease. Eur ] Neurol 2021; 28: 2716-2726.
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6.1. EJIOJV VEE

B

ORZET 07 UEEEE (IVIg) ( MMN TRBLIVEVHANEENTVSERETHD.
RBITOTVETEEE (SCIg) TH IVIg ERBENDHMRNTEINTLS (FFRRER
).

i

AIBTIE, IVIg OBFAFRE (MK T ouERi) &ML GEBIREICT OAEFTHIH]) A3
WO & 7o T b, SEAFER, BilZ7a~x=2 b L, ity =/ 7a 7)) Y°H, 3
L ERRIMAR =1 > @ 400mg/kg/H D 5 HEEH 52479 . fERHREEE, B ax= 2T b
L, BRIty = 7 7179 Y°TH @ 1,000mg/kg HO 1 H F 721%, 500mg/kg/H D 2 Hf#% 3
HRIPE T

MERBRRIEIC DOV, AL CTOWRBREED S, ML %208 hE k5. F
7z, HMERRERILBRAATR, 1AEREEEZ HALIZ, BEED S, MET 209 R HEIT 5.

Wig DEIWEME LTIE, Yavy, 7F745F v —, NFbekbns, F2%, UM, MERVERE
Wige, WEEBEREREE, MU/MRRA, BiAKE, MASZERE, OA%, KER EICHET 5 2

ik

1)  Joint Task Force of the EFNS and the PNS. European Federation of Neurological Societies/Peripheral
Nerve Society guideline on management of multifocal motor neuropathy. Report of a joint task force of the
European Federation of Neurological Societies and the Peripheral Nerve Society--first revision. ] Peripher
Nerv Syst 2010; 15: 295-301.

2)  NIH consensus conference. Intravenous immunoglobulin. Prevention and treatment of disease. JAMA
1990; 264: 3189-3193.

3)  Casteels-Van Daele M, Wijndaele L, Hanninck K, Gillis P. Intravenous immune globulin and acute aseptic
meningitis. N Engl ] Med 1990; 323: 614-615.
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6' 5‘8/\

6.2. UNEUF—Y3Y

EZ

OMMN ZRRELEEUNEDT—a Y ICRTRIET Y ANHZHREF L. 1BIEOLGK
HREEZE9 MMN (CBWVWT, BREETEBE (activity of daily living : ADL) &
FUEENE (quality of life : QOL) ZTTEERRY EFB7=H(C(F, EMESEICHNZTU/N
EVTF—23a 6BETHS.

MMN BEDARZRRIZ)NE ) F— 3 Y OARMEZ M L 72 HEid Ry, o —a8F—
MR BT HEEHREICE T 5 X FENTTIE, FORBICEH L THRVWIEF Y 2RI hTn
W MMN IZBWTHBEOSEFESHEMINTEY 2 BEHOBAICERL, #ET%
W BZEZLDTSH. 72, MMN S0 BIOMETT, FENRIETH 5755, 83%DEEIED
TEBYFRE (cold paresis) DDA S, CIDP RAEf TR BEVERG ZME & LI L €, SEi Iy
I LTA~6BRVWIAZZHTAHEE8N5Y Lo T, UNEYF—T 3 yOfEfric
BLTH., EHOBBIEET LILEND L.

ST 7)) VEREE (IVIg) BOMNWEHED/NY — > 2B LFE T, ST & shr
& B ITHERERIC A I3 ET 5%, PRI ERMG L) S BRATHELR TV & 28H0E
NTWD Y Lzh-T, BN, EYE#TOD, BEEOMOHICH LT, AW, HRH
DINEY T = a rRLDBTELENHD. LErLeHS, IVig ORRIHLIIE, HE
NG, BB EOBIRTTRENICEB A 2T o T S ENEETHLEEZOHNL.

%45}

1) White CM, Pritchard J, Turner-Stokes L. Exercise for people with peripheral neuropathy (review). The
Cochrane Collaboration 2004; 4: CD003904.

2) Cats EA, van der Pol WL, Piepers S, et al. Correlates of outcome and response to IVIg in 88 patients with
multifocal motor neuropathy. Neurology 2010; 75: 818-825.

3) Straver DC, van Asseldonk JT, Notermans NC, et al. Cold paresis in multifocal motor neuropathy. ] Neu-
rol 2011; 258: 212-217.

4) Bakers ]NE, van Eijk RPA, van den Berg LH, et al. Pattern of muscle strength improvement after intra-
venous immunoglobulin therapy in multifocal motor neuropathy. Muscle Nerve 2021; 63: 678-682.
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6.3. SRIEINHIZE

B

ORZET D7) VEEEE (IVIg) NFE—BIRETHS. HY - WRFTHDIBE 3 RENHIZE
ZERID. YI0KRI7INR, PHFFTI, 4129—7zx0> B, 237x/-)L
BEZIFI, VYFITT, TTVAITHERSNTELY, CNSICHEZRIET>
AL, MMN B2ED—SFBIBRERTOT REDERS TERNRBILT B N5 3.

i

1) Y701KAT7=ER
7V F VALIE T DNA DGR Z IS 5 2 & TRIEMHIRRZ T L. H<hbATaA
RV T o 7HEGITHIRD D o o L MEEN TV LD, FRERETL2MEDH Y,
s T ET v A %R L7 A L v 0
IVIg #EFHRIEDTHON TS 6 Bl MMN BE IS LT, DY 7 akA7 7 3 Fa@h
L7z& 25, il ER I 7HUEL, Vg OMBEERT A2 LA TEL LT MG
Mok LaLans, ARk mimEE s s CEELRERA 25 SBI32LdHD
BRI HA YT r =L Farey b0, BREZS Y Y 727 LEND 5.

2) PHFAITUY
HEARNT6- AN T b7 VICEBRENBENICED AT, 7Y v EREZHELT, MM
Wz, RIEIIRIRIRE T 5. mEA R L, POEMREL NV TH D P

3) T37x/-IVESETTFIL
FfeoBEE (7)) 1K) Bl HET LT, Yy AV AVER, S, JuEgErEmH %
K5, HTANTHoTI2HEDDHSH D Y 2007 ED RCT TR REPBEINTWS 0

4) BIBREAT0O4 RE
BB R A T a4 RIS MMN OFEIR % EAL X & 2 WA S ST 5b. Feldman 51,
13 1O MMN ICEIEREA T oA FEEAPG- L, L1061, B3 BIZo 7t Lz
Donaghy 51, EIEREATOA ARG L7 4 BIEBIAHE 2 ELr R Lz L@ Lz 2
Slee 5 DWETIL, 47 HIO MMN D9 % 9 PINEIEREA T a A4 FEBBREE DY, 6 Fl2s
WOHPREEELRL T2, T2, 2PIMIREDOERO OIS NEIEREAT T, F
ERGOBIHEL T2 P — /KT, MBFEEATOAf FEIERZE 7L 35T E
AL, MMNIZHT 2EIBREAT A FEORG1E, #ITrRELEZONS.
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72\,

ik

ArvF—=TJzuaryf, VIFYIT, T7YAXTIZONWTIL, HT7E Q&AL EZEMIZEN

12)

13)

Pestronk A, Cornblath DR, Ilyas AA, et al. A treatable multifocal motor neuropathy with antibodies to
GM1 ganglioside. Ann Neurol 1988; 24: 73-78.

Krarup C, Stewart JD, Sumner AJ, et al. A syndrome of asymmetric limb weakness with motor conduction
block. Neurology 1990; 40: 118-127.

Feldman EL, Bromberg MB, James W, et al. Inmunosuppressive treatment in multifocal motor neuropa-
thy. Ann Neurol 1991; 30: 397-401.

Thomas H, BrannaganIll, Armin A, et al. High-dose cyclophosphamide without stem cell rescue for refrac-
tory multifocal motor neuropathy. Muscle Nerve 2006; 34: 246-250.

Axelson HW, Oberg G, Askmark H, et al. No benefit of treatment with cyclophosphamide and autologous
blood stem cell transplantation in multifocal motor neuropathy. Acta Neurol Scand. 2008; 117: 432-434.
Hughes RA. 79th ENMC International Workshop: multifocal motor neuropathy. Neuromuscul Disord
2001; 11: 309-314.

Meucci N, Cappellari A, Barbieri S, et al. Long term effect of intravenous immunoglobulins and oral
cyclophosphamide in multifocal motor neuropathy. ] Neurol Neurosurg Psychiatry 1997; 63: 765-769.
Hausmanowa-Petrusewicz I, Rowinska-Marciniska K, Kope¢ A. Chronic acquired demyelinating motor
neuropathy. Acta Neurol Scand. 1991; 84: 40-45.

Umpathi T, Hughes R. Mycophenolate in treatment-resistant inflammatory neuropathies. Eur ] Neurol
2002; 9: 683-685.

Piepers S, Van den Berg-Vos R, Van der Pol WL, et al. Mycophenolate mofetil as adjunctive therapy for
MMN patients: a randomized, controlled trial. Brain 2007; 130: 2004-2010.

Feldman EL, Bromberg MB, Albers JW, et al. Inmunosuppressive treatment in multifocal motor neuropa-
thy. Ann Neurol 1991; 30: 397-401.

Donaghy M, Mills KR, Boniface SJ, et al. Pure motor demyelinating neuropathy: deterioration after steroid
treatment and improvement with intravenous immunoglobulin. ] Neurol Neurosurg Psychiatry 1994; 57:
778-783.

Slee M, Selvan A, Donaghy M. Multifocal motor neuropathy: the diagnostic spectrum and response to
treatment. Neurology 2007; 69: 1680-1687.

146



£6%
MMN DEZRICHITSD CQ LR




6% MMNDBZRICHITS CQ &H#HE

Clinical Question 1
MMN DERICE VT, EREEZNEREIHREINSID?

MMN DOEZHICH VT, BREBZOREZITOCLZHETS.
[GRADE 2C : ##En38X 2 [§5L\#3R|, TEF > ANDERM C [{K]]

FHSIE (5RF)

MMN DOFBHII BT, BLRAEMFAILIIZHERICLRASNTBY, BHIICLHEOBR
TTHbH. —F, ZEOAOKEAVPIEFE AL ZEFT VALV E LTIEE. (ZE7ay 7
BHIUIBW 20 LHET 525, BETER . 870y 7 BIEWIOEMOSE, WEEE
PHEAT L TV HAICE, mETay 20 MIHTE RN LD ), BRAEFAREOH T
PZHIRT S, EETOy 72 PSRN R W20, ERRAZE T2 D000 EICHE
FT5ELEH12, MMN THRWEEATMMN & L TEREEREINZ W EAORED LETH
5.

HRERDEB

1) E], COMEDEBELE

1980 4EAR AL, FRAEEATYE IS FAEB = 2 — 0 ¥ 2 BRI A TE R L, ik
RERAEICTRE T O v 7 %80 ZIEFI AR EUERE & ) S, MMN &\ 9 5 ERES )
NENT Y BEAEDL A L OB IR D A TR L U ORI A AR T B
SHMAZE T Ty 7 OFESRRS N7, BRI AnShi:, BZE7ay 7 L3S
GBI TERL (CMAP) O3RIE D X OB R 53 THRE A e A SBRIORE (2 F s U -C (o SR 5 C ik
V5 HZETHLY, [RETT Y 7 OEFRE L TORMIBLIMRLFIZOWTIIFERICL -
TR DRSS 0

71y 71 MMN Z/RE5 2T ClEd 5205, M2k R e 2 &ophiitfih 22 B s
FHROBEETH o> THRET Ty FHROFTRART I DD D720, FREIRE 2. F72,
MR LR 2 EOEMNHTIIEET Ty 7 OMBPRTE LW b, 5 0ITETE
THEBIREEESREOY S, CMAP IRIGIK T AW & 2 V{871 v 7 OB AWEE L 22 % 1)
RETa Y 7 2ROV, TS OERIRE R B A BRI AT WA MMN % 7RI
TBED WVIg ~NOEBSEE, (ZE70y 750 OEFICE S 2V EOHEDLH Y ) =
B0y 7 2EH SN T WVIg % EOBBE TS b O Tk,
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2) @S, IEFVADEN
83 1> MMN & TIT b N BEMATIC L 5 &, (BT ay 7 23 e LTid%
W RS ARE, IERRRe, BREphke, Bk, MR, WEE R ONEE 5 72 12
L»L, 870y 7 2/RELRNPSHEOMOERE L M R AS MMN IZF)E L 22 WEE]
TIE, 707 CEHERDE (IVIg) 12X 2R BUSTEDSIALY MMN & ZD 5 v &) #Hi
DL Y AR MRETORE T T v 7 IZHlE OMR EERE THRINAHEETH L Z &
NEOHHOVED L LTEZLNTWE., MOENNFZR TOMNETH 525, BN E 5 2
7o d SR 2 AT 5 S EE T T v 7 REN SO R EZRO 0, BRICH
BEOBEBLIIMEZAT) 2 & THRSLA B OISR 2 5§ AR AP SR TE L B (gl
0y 7 EROMRAEMRATI L% CIDP & IS 5 &, MMN CTlmE T T v 7 i TOREHEE
BBREOKTICE & F 25 8»H 5 .

3) MIUNRIVEERRSE
@77 NALAERICBETZIET > AOEREEFESH
ILYTF Y ADFi AT 72, A FIA4 AENER, CQMUSANVERARBORERR
X Cl8%, [DI3HTH o7/, CLikELT.
QFEEEDNS > RFEDH
FAE IR ERRANLE S R L TV ARETH 5. RO B RIe$ 25 AR i
BN, #YBRLIATITRETH L. T/, KRBT LMETIA MIFRAVWEEZLNS.
GOHEDIT L —FT 17
A RNTA NEREHR, CQUVSANVERARTHOREDORE, &F—RTITHT %45k
PR & CHERT 2] S L2 L7

4) BBETBEHhDHA RS A4V DELE
EFNS/PNS 12 & %5 MMN #'4 K54 ¥ CIZESEMHENRITIIVNETD 5 Ll E L Tnb 9

5) S&DIAFRFE (future research question)
KR OTEE BN 2 @ & L CEHllT 2 ADHED 5N T WD, (EROMIZERA & D
BAEE D BAHIF SN D05, ERREDPD RN L ORAET — 5 OERIREL 2 5.

ik

1) Chad DA, Hammer K, Sargent J. Slow resolution of multifocal weakness and fasciculation: a reversible
motor neuron syndrome. Neurology 1986; 36: 1260-1263.

2) Roth G, Rohr J, Magistris MR, Ochsner F. Motor neuropathy with proximal multifocal persistent conduc-
tion block, fasciculations and myokymia. Evolution to tetraplegia. Eur Neurol 1986; 25: 416-423.

3) Parry GJ, Clarke S. Multifocal acquired demyelinating neuropathy masquerading as motor neuron dis-
ease. Muscle Nerve 1988; 11: 103-107.

4) Cornblath DR, Sumner AJ, Daube J Gililat RW, et al. Conduction block in clinical practice. Muscle Nerve
1991; 14: 869-871.
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Clinical Question 2

MMN DBEICHEWVNT, ®EI 07V VEXF#EREINSD ?
(BT, #H5Z30)

MMN DF8RBICHNT, RETOT ) VEEREACIIEMEANREEZTO L ZEMHER
93

[GRADE 1C : #3REMNEX 1 [FRVMER|, TEFT>ANDHERM C [E]]
MMN DBEICHEWNT, RETOT ) VEFREACKBMIFREZTO C &2 <RI 3.

[GRADE 1B : #RM3ax 1 [F8LE], TET>ADHERME B (4]
MMN DF8EICHNT, RETOT )R TERECIDMIFREZTOEEZRMMNET
RT3,

[GRADE 2C : #3EMNEx 2 [§5L R, TEFT > ADHERM C [E]]

(EESENESTY)

RIET 0T YRFERECOW TR, BRI TR . L L, AR RS
IR D V), T OMITHEETHEETE 2HHERBD 2 b, KA SHERRE L2

R DB

1) BR, TOREDELE
Kaji 525707 Vi (IVIg) OARMEZ IE Lo THRE L TURK, 500 " HEK
RCT THHEMEDSHER SN TV V2 REra 7Y v FERE (SClg) 122w Tid, 120
RCT CHEFFRIE L L CORREIHR SN TS 2

2) fREH, TETVADEL

52909 %, 4 DD RCTIFZ Y MY =T IVIg RIGHOBHE LM RIATo72, TTHKE
IVIg HED IR TH 555, T XTOBETIVIgIHRHEED 2\ O1%, Azulay & Federico
5D 2O0DREDATH S >, Van den Berg b DikbRi:, “HEEMROANIIEKRE 1 7 — VAT
IR THA VLo T0 DY Leger HORERIZII IVIg {HEEDDH 2 B L IVIg iHBED %
WHEEDPEIN TS, WINORBRIZBW T IVIgERHETH IO R RLELZRDO T
%0

52H®RCT X IVIg kDB EZ ) 7 v — M LB TH 5. ZOMERT Hahn 5 13,
MMN 44 ] (31~72 %, American Association of Electrodiagnostic Medicine (AAEM) @& i
H:HET Probable b L < & Definite, 3 » HLLEO IVIg L THEL TV B HEHE) & IVIght & 7
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TERRBE, A=T I NVHBRE BT 7 0 2 — N -8 LR BE T o7, 7T
LA TIIHRIIE 31.38% KT L, IVIg iGHRMIR TI&, #8113 3.75%8m L7z 77 & RHIH
12 35.7% D 3 12 Guy’s Neurological Disability Scale (GNDS) @ BEALASA H L7245, 7 1 A
F—N—RBRIIETDA SN LD o 72 BRNIZT T B RBHOMEIZX D 69%DEEHELNT 5
RN F =TV T RVHBANDY ) B2 217o TH Y, IVIg MEFRHRIIN ) & BRRER E o
FIANTH L WO TR TN D™

6 2H®DRCT b IVIg IZBUSEDH % 9 1o MMN EFEEZ L M) — L72BETH%. SClg
& WVIg &7 0 A4 —N—E8, WHEHE DHNOZRPH o7z LTw5E 5 $72, IVIg
RIBED® 5 6 B> MMN 3% T, SClg Mtk % 2 EMATV, BREIMIZB W TH AR A
SNz LEWMELTA Y SClgld, BHEDOAENRZLE LG D g6 LNV SRS
EVoZemihn, Vigx ERZFEbH 5

Cochrane 74 79V =2 LAY A7~ 7 4 v 7 L¥ 2—"TI&, SClg & IVIg OfUEH#L %
DI BN, TETFTYACZLL, SLRLHRABRIIVLETH S LwmITTW5S 2

3) MIANRIVEERRE
A RTA MNEREH, CQMVAANERHAZRIZEY, #HROERIZHIzoTIE, hFE
TO RCT OBBLL RERTH A >~ BRRRE, BRERE, MRS RoOUSEM R Z BEHL L
72, ZORER, IVIg OBEAF D L IIHERHREE & SClg OMEFFRIEOHIEDR I L ¥ 7>
ADEFENEZ 53 CiHilis 5 2 & T L 7-.

4) BRET 3IFhDHA RS54 D5eE
EFNS/PNS 74 FZ 4 ¥ Tld, IVIg3HE—EPIFEL LTHIEINTWD, F72, HARET
PS5 % 565, IVIg OMEFHREZHEIEL TV 5.

5) S&DIRFRFEE (future research question)
WAFEICHT 2 N T TORCT I/MEBETH Y, L YBBOKREVRCT P LETH .
F 72, SClgld IVIg OfUEHE L 2 0 ) 5 L BDbNDA, HIFEEOIEFT VA% RT720IC
BRIRAERDERGDLETH 5.

ik
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7) Hahn AF, Beydoun SR, Lawson V, et al. A controlled trial of intravenous immunoglobulin for multifocal
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8)
9)

10)
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Clinical Question 3
MMN D;BEICEWNWT, REBIGIEEIHREINSD?

MMN DOEZHIICHE VT, REMFIFAZITNBVCEZ#RT 5.
[GRADE 1B : ##2MEE 1 [TV & &a<itiE], TEF>ANERKE B [P]]

FHSIE (5RF)

MMN DI EIHIEEEICE T2 T Y ZRIEFICZ LW, RCTIZ1HOATH Y, AHxitk
M E NG o7z Y2 BIEIZBWT, MMN OEBEBFIZBWTIT) 2 2R TE 2683 %
Wy,

HRER DB

1) BR, COREDERE
MMN BETHA Y 7)) ¥ FHIEPRIBEE NS Z &2 5, MMN ZRIEMEERERTH 5
EEZLNTE. fie OREINRIFEIRAONTELD, BBREA T4 FEBHTH
B2 e SN TEL TOMOREMIHIZEIC 3 2 HEBRARE, PBROBIEHRICE
EEDHONL O ENKEETH B )

2) S, TETFYADER
RCTWZI 72/ —VIRE7 2 FVEH G L DA TH S, (HIHHE L T REES 14 61T 12 »
H oG TREORE 7 1 7) »#E#E: (intravenous immunoglobulin : IVIg) #% 55 (2
AREAEZRD o7 %5 3 » AROETHIIRBRRL ARl © b A A2 RO L h o7zl

3) BIUNRIEERTE
A7 RNHLZRICAEATEIIET >V RADERERESH
KITA BT A4 7 TIIRENHIREZ &KL LT T Y A0 217072, 4 F I 4 AMEK
ZH, CQMUNSANVERERROBGHMAIL[BI8 Y, [CI3HATH-T.
QWEOTL—FT 127
A RTA NORER, CQMV/SANVERAZROBFEOMRE, &h—FTHrbienll
iR HERET B | 2 L mRE L7z

4) BETBENDHA RS AV DELE
EENS/PNS %4 K54 ' CIIEIEREA T a4 FEOMHIZH#EEINY, FEEwy 7o
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5) SEDIAFRERE (future research question)

JaYaTE Fe 484k (FcRn) IZHG 35 2 & THOHURME IgG DV 34 27 1) ¥ 7 % il § % 35
RHRRER I 4 O A S RIZRENDISHDHAA LN T WS, MMN BT B3R IR
ThH Y, HRABI RIS,

ik
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8)
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10)

Piepers S, Van den Berg-Vos R, Van der Pol WL, et al. Mycophenolate mofetil as adjunctive therapy for
MMN patients: a randomized, controlled trial. Brain 2007; 130: 2004-2010.

Umapathi T, Hughes RA, Nobile-Orazio E, et al. Inmunosuppressant and immunomodulatory treatments
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E78 MMNDZRICHSITS QEA

Question & Answer 1

MMN DFEIECIEEICEHET 2R F - KEEHDHh ? (FEHAl,
FATRE, DIFY, BEHER)

B2

OMMN DFRIEELPASHREHENEREIN TV B ERIDHRSE L. ULHL, TNF-apaEE

(1>70F2727, T9RILETN, 79)ATT) ERAPIC MMN ZFREE UILRSEN G 3.
OMMN DFIE & FEATRRE DREHECFRHEE L DRHEFBASHTIF L.

OMMN DFFE & BMEER & DEHEICDVTIE, U'FAMXIBIAZY B #BA3') > /8, BfE, Al

BREDEHBIDRENHS.

TNF-q HESE ([ 27V F V<7, T53NVET L, THYL<T) IZBEY 7~ F R
BB OBV SN D5, TS OFANIPMESR, KRR ZH5EYT 2 B O RER
BEFRTAHWHEELERH L. T FE T, TNF-aif#E Guillain-Barré JEMEHRE, Fisher JEBERE,
CIDP, MMN 7% & & OBEAHRE I N TS Y

TNE- o B = 2 — 0 /85— OJFREITIE, T MR & EMEREROFMMEI =) VICxT 5
BOS, MRS X R0 B0, R0 Y 7 FIVREREER EHEE L Tw5,. £ L ol
BEElL, TNF-o O IEEE oy HT, BN REFENHROGEIC» 2D O TUET L 2 L8
EA%N

MMN DFAE & JEATIEG & OBIHEIZI 52 TIZRWwads, KLY 7ERE?2 1 375 A<k
Y% 5, Campylobacter jejuni &G ¥ 12 MMN % 584E L 72 & DIEBIRE X H 5.

MMN D3EHE & F R & OBEIZH S5 Tld A was, COVID-19 727 F ¥ 9 HhHwidAf ~
TNI T 7 F 0D BRI MMN 2380 L7z L OREFIHREEH 5. 72720, WEBKRIZAR
HTHh5.

BENESSRE A & LT MMN O E1IE CIDP L LT %, P GM1 IgM « Bkt
DO F AMERHILT B MY > 7ShE & MMN % &8k L7238, OV F AMERHIEY B Mg ~
SIEO PRI OFEE & 72 L, MMN 2 &0 L723E 2 BB X O I MMN %2 &
PEL7-E Y 255 5.

[SEDIHFERE]

MMN ZEHDRBTH Y, FIEDY A7 WF2EFNICHAET HDIERL S HETH 5.
HERTFOMEIE, BEOIAIAVIMO) ZTEELRPETH L. LI A M) % EDH]
M ERFAETOMETAEE L.
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Question & Answer 2

ERIEZHRICEE EDLSBHDNHIM?

EZ

OEH "1 —-0VKE BHKEER BILHRRLEERLGERBENMEFZHONRICENSS.

MMN & ERIAR S MBI 5 2 LA WIRBIGET) = o — 1 V5 E, RIS MR S0
1LIE (ALS) TH 5. ALS Z/RMES AT & U TR <o R A R, 2 i 2 e DR 72
EWBHBHH, MMN TH FNICEDHNS. ALS O#HITldiEs a7 VEEk (IVig) %
EOREREDS—BEDOWLHEEZRTILNH Y, MMN E#HZ STV, MMN TldERE
AR CIRET Oy 7 2789 Z LA TH 525, (R8T 0y 7 Pkl e WiER b
HBH 1 I, ALS ZIE U & T HMREEEREICE W TD BEOMBRENIC L ) — i
RO LGERERCET Oy 7 2R DD D, ALS R EDE = 2 — 1 VFTIIE
FIBGERER CHIRBIR 2005 2 EHL VDI L, MMN TR®OLZLi3IhThHs Y

MMN O Wi {§HE C 1 it E L O Mi#E C© MRI @ T2 BS 5% MRI & g 0 — ToOMRE
JERZBDBLZEDNHY, ALS EDEINAHME T HHEDH B2

JRALRE S 2 P 7 1B oD ZE | X SEMESE ) ZHiiE T D A H A 25, MRI TOSREHTH O
T2 EES 2RO ENEMNAHMNTH S ®.

EEWRBO S B, BIEHERTEME = 2 — a8 F =25 AR, SRE e, Blks s
TEBY AN O KR MR % B L2 BA, MMN & OB EER 2 E0H 5. MiRimEms
TEMR BB 2T L) 5 Z L2 MMN EDEMICHEHTH 5.

SEOWFEE]
M - RN A= —Ro2—0 757 4 —7% EOEGEZ W OMESZ X ) B2 5485
WS REIC 22 5 C LIRS N 5.

ik
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Question & Answer 3

HeblZzEDKSICEEITEh?

B

OREZET D7) EEEE (IVIg) DHIFEETHRNAELET 1563, IVIg DRSEREE<
3, HbULKBRIRBAATRSEZBET 3.

i

EPJI;

SEROEALZ RO BYad, 31 VIg M a7y VMR (SClg) 2479 . JERD
F#DH LGEITDSA Ny 7244, T0#KIVIg b L 1d SClg MFiii 4 £/ % (KTt
MMN (28§ % SClg MEFF#t I BUERBOERAL) . #EGHIICHSWTld, EFNS/PNS 774 K7 4
Y OFPANT, F5-HIEOEHECH G RO R BT % V2

IVIg IZ5U6 L Wi, MR LiE (ALS) % & oiiBh= 2 — v B & HRI AT
W BIDAFAET B 728, HEILETH S P

7z, WIg 2 BKET 59 B, WMEREWIC L - THEIBIGTT 200D %0 6 FHEIETH S
EIRRHICE S LESD S,

2010 4F EFNS/PNS O A4 K54 » T, IVIg 5 RIEETH ), RO D 2551308
ML ZET 5 EALBENT VLY, WELGZET Y AEZRLZSDTIE W

[S&DiRFFE]
BURTIZ MMN O# 3 IVIg 12 & B aHEfEICE EE 5. MMN ORREBIREHTH L 2 & h
5, ZOMPERRBICA L 72 ORESEEINS.
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Question & Answer 4

HENISEEICIZEDRSBHEDLBEh ?

EZ

ORBIHEEF T a2 ELTERT S. BIBRERT O FRUBRFIDMEHN S 1) #HEE
TN,

FESH

2010 4F EFNS/PNS 774 7 4 T, IVIg 23— EIRETH O, MO 13502005 %
ZRETHIEDPRBMEINTVEY, LI E T Y AZRLAEDOTEZWV Y, kS0 H
BZOWTI}, EH5E63EZBHENV. [ V5 —7 20 VRO THENEROBEIROLMD H
D, TNFTORFRHICOWTLUTICHHT L. ChOOBEBEOMEMICH 2o Tid, BITEHIICHE
B35, F72, WML AR TRIRBEANTH S.

B A 710 4 FERRLMBG LI, MMN ISH LTERE ShTwb %Y 2504 P
BHBIEREEOWREH Y, MRS,

R E F P £ 3 M CIDP (MADSAM, Lewis-Sumner JEfERE & [H28) RfmE 70y 7 L 1)
QHMREMDSHIED S 4T, Thbb, WENCIDPISEWS 4 T TIEATEA FRICHRIZ
RGN DDA, TN OREFIILENECIDP L X5 RETHHH V2

1N 4>9-=7Jx07 B
ZRMMLEOTIR TR E LT, EINTIZIFNB-1b (X¥7xza ) L [ENB-la (THAL Y ¥
) AMERWHEE 7o T B, HFEEHIED MMN % 3 Bl & Bk T, IFNB-la (LE—
7) 3 TFENE 6 » ARMITL, A THo72L DR H S0 72, MMN EHE 9 B
% MEFRIEIE & JEMERREIE IS T, IEN B-1a (L ¥ —7) Z [AARD 5T L 72 Rl & 58
BRCiX, RS oz ENTwA 7

2) VYFyIJ
P FCD20 & b - XY AF A SHMENSL R BT 7 0 —F VHHURT, IAEARFE T AR
TRIIE AR b T AFEEICH L THRBET & 2> TW A, o HORERE~NOMEL & T -
TWa, FRHY ET2WELRR L ETI2ME TN, FRRLE LTI, VIg
PR SN2 b DODBE 31 VIg &) v F 3= T ORI S H OFEP 2= M 253 % W e
W DHH, LEBITORCT 2L DML 2D,

3) IJURYT
BEFHIRZ e MEE 2 7 0—F LPUET C5 IRE L, BRI Z B L, Hifkic X 2400
W R 2 PR T A2 A 5. MMN #1368 5 4+ — 7 v 3BTk, AEBIT
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B17% EWXIRERDIZD DD, KIDEHETZOHD IVIg fEFRELZLEL LTWwE Y 4
%, RCT I & 2 R MGEEL 72N 5.

[S#&OMHFERE]
MMN 3Fi P EETH % 725, BAFOEREIFIIE DA - L4tz 2 BBl THilh & IRE
5 EIIIWNEND L. WEONE & IHER RN BGROMEN LTINS,

ik
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3)

5)
6)
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8)
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11)
12)
13)
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Question & Answer 5

BENRZEDLSICHETEM?

EZ

OMMN [EBWNT, BEOEFNEEDIRHECAVSNTUVSY, LWHEIEEELEENZRD
7T HEBEILTLEL. MMN OER(S EEIEMIE TH S A SEDAENE

-

217

DNTEL.

MMN DOEFA R EICIE, #8)7 °, Medical Research Council (MRC) sum scale (2 & A7)
FFifli 1*°~1 modified Rankin Scale (mRS)”, Guy’s Neurological Disability Scale (GNDS)**?,
Overall Disability Sum Score (ODSS)"*'%, MMN-RODS® (Rasch-built Overall Disability Scale) "™ 7
EORESHVLENTE 2.

MMN (2D THFEMFR 2 Waf L7z 32 oWf%E (9 B 8 1 randomized trials, 24 1& open-
labeled studies) % f#AT L 72T Cld, H#Hk 3 » HOREIIT, 36% O BFH TRIICERIKRINICA
BaYEEN A bN, MMN-RODS TIE 10% O EH O AEEDH HN, T DOMOIREETILERR
WUEERR D LIINEETH >72L ENhd ¥ Motor unit number index (MUNIX) 7¥ MMN @
WA EICHR E T 2MEbH 5 1

[SEOHFEE]
MMN (IR H 5 b o, FEFIC L D EERIERIR RS, /2, Bz E&0HERE
filiid, WMFME WEMEOBRELH L. T_XTORHTHBERRZ E 2B T 5, W

2

H

559

RIZIIL 72N A= —DRFENFE T L.

ik

iy

2)

3)
4)
5)
6)

7)
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cross-sectional and follow-up study. Neurology 2020; 95: €1979-e1987.

Kuwabara S, Misawa S, Mori M, et al. Intravenous immunoglobulin for maintenance treatment of multifo-
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13)
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Question & Answer 6

BEOHE - hIEtZEDK S [CHIERT BH ?

EZ

OVIg BEDFEPPIEICDOVWTIVEIFREEL, 2LDEFTRERRSZET D.

IE7 07 CEHERE (IVIg) OARMEISERIC X o> TR Y, RSN TH 25513,
MEFEIRE 24T SR FE L. S ORI TIRERPILIC L ) R LEI%S 2 ET 5. &
WRBICB T 2 S T, BREMAVEL, VIg OIS T 2 TR R S Tw b 12
EROWRERLTIEIZOWTIE, IVIgDRGHBEZE L), KGERZEET LS REDTRE
BeSH L7229 AT, Bl EOMRICEAL W & 2 BRUIMME L) 2T, HWd 2488
b5,

[SEOHFEE]

MMN @ HRE, EMFRICEAHO LR LW, ZHBITORIM ST L), ERoRKiE
T, FHEARD LLRBHERFZELZWHSNICL, BT IEOHBREEZIERT 5 2 &1 E
F L.

ik

1) Van den Berg-Vos RM, Franssen H, Wokke JHJ, et al. Multifocal motor neuropathy: long-term clinical and
electrophysiological assessment of intravenous immunoglobulin maintenance treatment. Brain 2002; 125:
1875-1886.

2) Terenghi F, Cappellari A, Bersano A, et al. How long is IVIg effective in multifocal motor neuropathy?
Neurology 2004; 62: 666-668.

3) Léger JM, Viala K, Cancalon F, et al. Intravenous immunoglobulin as short-and long-term therapy of mul-
tifocal motor neuropathy: a retrospective study of response to IVIg and of its predictive criteria in 40
patients. ] Neuro Neurosurg Psychiatry 2008; 79: 93-96.
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Question & Answer 7

FREZDESE, IHRULCBEEZESIRIAXINTEIN?

B

OFiRE EH(1C MMN (FIBE, BRI ITREEEFH DD, TETRADHBHEFEL. BE
BC3REITOT EEEE (IVIg) HTRETHY), HRPIC IVIg 21T o 1-ERI TlFED
B5nTWL3.

7

EID"!

MMN B AREBAITI0 HADH 20 #029~133 N TNLEBETHY, B 1.7~
271 EBMHICE L, FBB OV F#RIL 40 THS " Lzd> T, MMN % fi#
B, iR, HEZREBRT 2 LMo TR THLEEZOND.

EEMMN (2B 2, HEICELTIE T Y 205 220, MMN IR L Tw
%, 3BIOLPEIB O THARFIC MMN 23HE L 7285235 % 8. 209 5 2 FlEWRETIRETH
0, RO 3 5 H LI MMN 252U HE L T 5. 3PIEIZIEIRD 4 » AT TR D
CF2SHBL, RO 3 » HOMICAHITHEL Twb. 361L b ERIIK I VIg 245
EN, Z0HE 2HNIEIREF AR TH o7z, Mo 1L, EERHTT T2 48T L2 IVIg &
PHENTEY, ERMEZ 3BT ICHEEZ L L2, TORRIIBENTH 72, 36
&L S DIERDEE L, Witk 2 » HIIIIERET ORBICE THIE L TWwW 5. TVIg #%
B EELRBWEHIZ3FE DAL TV,

72, AR, MR MMN % 389E L 72 REBIFRE D H 5 0 2 0 BH LB —F iR I
HHWB, IVIg AL, ZOBRMFREZ#E ST L2 LT, HihodHE2H w5, 72,
BRI, RPN I L 72720, IVIg ORI L, ok, EHEICH
FEERZTND.

LR OHETIEH 555, ITIRDS MMN BEOFHR & 2 2RSS 5 2 L I3 E L TBL
NETHDH. MMN BERHC IVIgIIAMTH Y, DI > TS HICWET LR D 5.

TR L 72 MMN B EAND#H 52OV TIE, CIDP OBA L IFIFRLEEZ TEL, HEOR
FED 72O\ IHRMIH b IVIg Q@I G13ZESNT I v, 72, MIRIC BT 5 R sE
LR EEDPHELINT VDD DL H2HH, FTIEMHEEORIRZ DS DA MMN 1235 5=
CFy AZZ L, FEARMICHIZEETRETH 5.

[S#&OHAFRFE]

B DBRET, BIAFFED OV FIEFR D 40 R TH L2 &5, MMN 2B 24
I - HPE - TS A EOBOTE T Y AREET A 2 L WEETH L. Ll LY
DIZ X BHERTIFFETO 7 — & R TN S,
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Question & Answer 8

DO F VEEXTIEED ?

B

OMMN DFIE - RILE FPHHEREDBHERASH TR (578 QA 188).

fESH

MMN DFHE & F 3R & O BHIEH 52 Tld R was, COVID-19 7 7 F >V Honidf v
TNVI T 7 F P B MMN 2595 L7z & OERIREIEH 5. 72721, KHEMRIEA
HTH5.

COVID-19 7 7 F Y IZB$ % HARMRESE S O B (55 4 i) (2021 45 8 A 27 HiB#) T3,
[CIDP 721 MMN TO 7 7 F > ORI ZEIISIZ T 2 BB & B3 R R &
ZzoNTwET. RUINAT -2 13372 A5, BRI TIX COVID-19 7 7 F %
CIDP % 7:1% MMN OJREZEAL 5 2 L 2R THIAIRD ) A, | LSNTWD 2 iers
H MMN BHIIBIT 5 COVID-19 7 7 F v OREVEICHED S 5 L OB IR SN TV RN

[SEOHFRE]
77 F Y HHEE MMN O BHFRICBWCHBIC A 5720, 4L YA b X 2 REHTTZE
UL DOT— S ERPLETDHD.

ik

1
2)

3)
4)

5)

Eren F, Aygul R, Tenekeci S, et al. Multifocal motor neuropathy after SARS-CoV-2 vaccination: a causal or
coincidental association? ] Int Med Res 2022; 50: 3000605221110709.

Suresh K, Mereddy P, Lanciano N, et al. Anti-ganglioside Complex IgM Antibodies in Multifocal Motor
Neuropathy Post-influenza Vaccination. Cureus 2022; 14: e22918.

— AL EIEN AR 4. COVID-19 7 7 F (2B 5 H AT AR 0 % 45 4 Wil (2021 4F 8 7126 H).
Doneddu PE, Briani C, Cocito D, et al. Risk of disease relapse, safety and tolerability of SARS-CoV-2 vacci-
nation in patients with chronic inflammatory neuropathies. Eur ] Neurol 2023; 30: 1907-1918.

Baars AE, Kuitwaard K, De Koning LC, et al. SARS-CoV-2 Vaccination Safety in Guillain-Barré Syndrome,
Chronic Inflammatory Demyelinating Polyneuropathy, and Multifocal Motor Neuropathy. Neurology
2023; 100: e182-e191.
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Question & Answer 9

REBBIDYRI A Y N TRZEDIF D RIKETH ?

EZ

OMMN ZBENZL (FRAICHI=3%E7 07 EFEE (IVIg) 6BREeET 3N, RBPD
TRVHREN (FER) OETICERT 3.

MMN B# D% CIZRMICH25 IVIglEHREZLE L §5 1 SClg BSRIMIICER &3 5 Wi
bdho 2 H, R TIEIRKRTH S, WVig ORIRIIE L WIS T M H ), W" ko itk
T D72 DI HERERRE IIRARICHEIT LT K2, FHOEMMIC E TRENRAZ LIRIZEA LR
<. MEARERE IR S T he Shd "

[S#&DiRFRE]
MMN (2B1) % RIIF RSOV TOFMAREATFLETH 2. £72, MfEFREREE 21T
% <, QOL X iHH /& £ 7% & patient reported outcome 72 ENZDOWT ARG DVUEETH 5.

i

1) Beadon K, Guimaraes-Costa R, Léger JM. Multifocal motor neuropathy. Curr Opin Neurol 2018; 31: 559-
564.

2) Gentile L, Russo M, Rodolico C, et al. Long-term treatment with subcutaneous immunoglobulin in multi-
focal motor neuropathy. Sci Rep 202; 11: 9216.

3) Al-Zuhairy A, Sindrup SH, Jakobsen J. Long-term follow-up of facilitated subcutaneous immunoglobulin
therapy in multifocal motor neuropathy. ] Neurol Sci 2021; 427: 117495.

4)  Yamamoto Y, Matsui N, Kaji R. Multifocal Motor Neuropathy (MMN). Peripheral Nerve 2018; 29: 24-27.
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