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HY, GETHLODPOBMEEPIRE SN TNE. TR
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TWEETH L. TNILBRIIFIRE O F \» research criteria
ELTOREMZAH L, definite ®DBWIIZEREFSILET
ith% T 5 4 D OFT R ((REHERIE, @ AERIER, F
WEHRHER, RET7ay 73 LEREMSEH 0 H30%
ZVTTAHEEDIT, MREMIC X 2B R N E RS
B s AR R 2 WEEB 5%, SHEN R
FACHE D RIETEAER SN S, L LZ O 2 i
FHETHRETE L VIEF DM SN B IV, il
VEERR IO REPE O #5 v EFNS/PNS i (2005 4, 8ET
2010 4F) ASEIRSTERICE D225 5. Ziid AAN B
FAHET E O ORISR T, HEICKRT 5 R
D B 2 FEP & HBFE S 5 H M & K L7z Wik & U CR
SNTWVD. 72721 AAN BREHE 2 T RIS E R S - g
AR IR S 2 S 7z% L ORI, CIDPIZBITS
FWEOHMIIEFL L7203 mH3, Ihdh b b research cri-
teria & L CORBHMEIZW B0V EWRZ B, 7272 L EFNS/
PNS #Z Wik Ccid, AAN BRI L TIELWVDH OO typi-
cal CIDP 1ZBR%E § #1id research criteria & L CRIHTREE 2
RV ADBESLNTWA. —J5 T atypical CIDP 135K RED
ERFFTOZLWEEALZBMETH Y, HEFH T OO
G 7 B {7 0 (distal acquired demyelinating symmetric,
DADS), %M EEER (multifocal acquired demyelinat-
ing sensory and motor, MADSAM), JSFER! (focal), flifiE
B (pure motor), FMIFUEKEE! (pure sensory)) AT Hi
05 LTRHT 5 L) 15 HOMEPLELRER S S T
nTws.

2. Atypical CIDP
DADS 13244 CIDP & 3137, U TIERR SR E & W72 f

Mo, POTEESLNEROFEEZ S OWMETH - 7208,
EFNS/PNS #hi#k# iz (& <129 MAG PRk D) 1gM

MGUS % B i = 2 —a X F =24 T 5. BhAi
WP MAG iR IgMMGUS # & b % ) = 2 — 18 F — 133
B R (R & & b 2 ) B R EE AL, HAL B -
PR, BB ELZ L) EFLTBY, X7 7a 71 Vil
EAR L D) =2 —aNF—OREMRBEE LTEDITS
5. BEAIZBT S atypical CIDP @ DADS (21, 1)7%5
Turf rERELhbRVENENE = 2 -0/ XF—&, X
F7UTA D L) EMBNAZ 2 —aXF—DH b,
2) IgG b L <13 IgA MGUS, 3) #t MAG Hufkbm:H % K <
IgM MGUS 253449 5. IgG & L < 1ZIgAMGUS # & & %
9 = 2 —m/8F — i typical CIDP & AR D FRIE G & 9K
IS ME SN TWE I &0, BENICE, A)/STaT
ArvetdobivEMEMM= 2 —a)xXF—L B) i
MAG Pkt IgM MGUS # DADS &b e 5. &5
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BV IIP MAG Ptk & FRBIRE DR E 7Y 5 ) &bk
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TLLEMOREEHFETH L. WEE X 72 3THFE IR
72hS, ZHMED D I3 IR 0 [ 5 3 IR 0 53 A
EREOW B BE T 5 WM S 5. MADSAM I Lewis-
Sumner FEEEEZIZ U O LT MO L BARET B 720
HTORIED L D00, WKNE—LwEEETL2HT T
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DREWH D 5.

Pl E B 13 % BB = 2 — 1/ F — (multifocal motor
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Z ® & 9 12 EFNS/PNS # Wi 3 # T /R & 1L 72 atypical
CIDP i34 % b MAE L WET AL EEZE R ONIMETH D,
CIDP ®JE LRI % § X T atypical £ 35D TIE AR L, R
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3. BEMARE LISTEEAOESE

THEEIC B L TR I dexamethasone F& 1175V A féiE &
prednisolone # H#E L O A EO LB R, IVIg & meth-
ylprednisolone ¥V ZFEE O F RO L AHE ST
W5 HiE Tl H 4 HERE ORI dexamethazone 73V A ¥ 5-
&, #10 prednisolone @ 32 JA M A1) T O Wikt G- D EHER)
RIZOWTHRE SN, WHEOMIEBRE R EORRIKRA 7 —
WML BERITFEEINTWAS. %43 dexamethasone Tl
AREZ v ¥ Y FTERPERIBNFE R RSNz & h
5, RIEREATOA FEOF k535 E LTHZR VA
RO W ARIE X b, IVIg & methylprednisolone &
7OV 2B OB OB TR, IVIg#E 2g (4 HET
) o6 27— VL, methylprednisolone #& 2g (4 HIE
THE) OMOBEIVEDARDHE 7z, £ OFEH methyl-
prednisolone # CIHHE BRI RN B 2 HEKS T Z L
<, BHEFERH IVIg 12K bREWZ e G s hiz. —)T
TGHEH 6 7 H O BRI BLEI I I3 TVIg B CHIE B A S
{, methylprednisolone # Tl 2R L7ERIEIA LD S
Nirofz, TIUIMENEE E LT IVIg OB &, %
O F T S MEF R & L T @ metylpredonisolone @
AR LTEY, IVIg THBEEALZZHRICATE A F
WCHFRFT 1A 7Y v FiGROGHMEZIEMFT MR & v
25,

DX, B W LIRS IEHRIC LY, 1B
HEATVED 5 VIZF SR A VI T 5 2 & & B L 7 EReis
MWEHESNO2H 5. FEMF SN TV HEHFRED T ED
\ZiRfRRE s a7 Y BEH O TS (subcutaneous immu-
noglobulin, SCIg) 28%F¥ 51 5. RIZ SClg DA R A .
THEITEERELWTEEICL, RE7 27 ) B8R OF )M
REOEBFEIRIKS (IVIg) LhBE2ohdil,
W ODOFESIFE NS, SBITHERYE - HEEIE Y
RENC AT B BIREEORSE L & I, MR L
LT A HEHEOBNIN T B EREORMBIRAONS Z &
Libhs.

CIDP O iR 9% etk 13 atypical CIDP I2E &R B &9
22y APELNTVED, BEL2 X723 —HolRK
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BREFEOMBIIH T VEA SN TETVE VL O, CIDP
SERRICBE L CEETH A, CIDP (2B 5 AR 2R R
BEEAHES L7250 & DRI S hTB Y, REOBHHET
IR LE L CHRAFAIN TS, & L IT atypical CIDP
(MADSAM, focal) TIZMFREMRA & MfEH I B 1T 2 MEIE A3
HINTV LD, BEFRAICTIIWHHMNEICBT 2 0F ARREE
ZRET B RY = 2 — a8 F — OEEES &R T RER 2 $EBR
LTw5. AHBAEETIE onion-bulb % & 3 72 9 B 2 AhEAD
JERSAE O b, BRI D LR BIE 3 % e 2 <o
AR EHEEDOCIDP TRENGIMREFT LI L85V, Z
BT b R o S LR S IO AT 20 & CD68 B
P, $hbbera7r—Y23 00 ET HMMBMTED
EAVRBEN, KEWE= 2 —a/8F— L& LTo CIDP OiFiE
BT A, L7zdSo THIRMEEE 546 1SxHIS 3 % atypical
CIDP ®O#f & v hypertrophic CIDP @ 525k 1) EaEIZHI L
7R E VR B,

FRUSNDREDMEE LT, TVIgIZ X 5 EZR KL%
MOREE~DFLGR, —HELME I LD LT 2HEETE
RO RO BT 2 Wit e BT b s, — ik
LN DV TIEB R S, FiE D SNP iR iaE 2 S m
25 E CMAP KT 2 W EMEAVRIB STV, 2
DI &P LB GT 50T, ML mEzE
i3 % axon-myelin interaction (222> % 71 RR HE RE O il
Hix, ch250CIDPORELX MRS 2 FTEELR S —
J—FKThrbEEZOLNS.
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Abstract

Recent topics of chronic inflammatory demyelinating polyneuropathy

Masahiro Iijima
Department of Neurology, Nagoya University Graduate School of Medicine

Chronic inflammatory demyelinating polyneuropathy (CIDP) is an acquired, immune-mediated polyradicu-
loneuropathy. The American Academy of Neurology criteria has been used widely in diagnoses, and has gener-
ated clinical and pathological information. Recently, the EFNS/PNS criteria revised the concept of conventional
“typical CIDP” and “atypical CIDP”, with atypical CIDP including five phenotypes: DADS (distal acquired demyeli-
nating symmetric), MADSAM (multifocal acquired demyelinating sensory and motor), focal, pure motor, and pure
sensory neuropathy. However, the concepts of pure sensory, pure motor, and “idiopathic” DADS neuropathy do
not have sufficient pathogenic support. MADSAM neuropathy shows significant hypertrophic nerve roots and/or
plexuses. Since the characteristic multifocal distribution should correspond to the hypertrophic distribution,
MADSAM or “hypertrophic CIDP” may be the promising phenotype of atypical CIDP.

Clinical trials indicate that IVIg is more effective in a short time than corticosteroids for the treatment of
CIDP, although corticosteroids maintain a longer immune suppression than IVIg. These results suggest that “hy-
brid therapies”, IVIg induction and corticosteroid maintenance, may be effective. A recent study showed that
IVIg stabilizes axonal potentials and axonal membranes, and our group showed that juxtaparanodal TAG-1 may
be associated with IVIg responsiveness. Although CIDP is a demyelinating disease, the involvement of axon or
axon-myelin interactions should be considered.

(Clin Neurol 2012;52:917-919)
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