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CIDP fulfilling criteria proposed by EFNS/PNS guideline

n=37
Excluded 1IgM-M protelin positive
n=
NF-155 antibody positive
n=1
with diabetes
n=3
with CMT
n=2
CIDP n=30
Typical CIDP MADSAM DADS Sensory Motor
n=10 n=12 n=4 n=3 n=1

Fig. 1 Figure 1 showed inclusion/exclusion criteria of patients.
Total 37 patients with CIDP fulfilling criteria proposed by
EFNS/PNS guideline was included. Seven patients of 37 patients
with IgM-M protein, NF-155 antibody, diabetes and CMT were
excluded. Finally, total 30 patients were included in this study
(typical CIDP n = 10, MADSAM n = 12, DADS n = 4, sensory n =
3, motor n = 1). CIDP chronic inflammatory demyelinating
polyneuropathy; t-CIDP, typical chronic inflammatory demyelinating
polyneuropathy; MADSAM, multifocal acquired demyelinating
DADS, distal
demyelinating symmetric, NF-155 antibody, neurofascin-155

sensory and motor neuropathy; acquired

antibody.

FREE, F B EORRIEREZIE L, RO
DWTIE, BITREFHIMNTE, 1745 & THENIEN
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TERIRBIEIIZE CTh 5 (KFEF 5 2021-071, KR H 2021 4F
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Bk 23 B, w76l FHEES6 % (x165%), =%
TOVERFYMIL 4 ETH o7 (Table 1). FFERIIX t-CIDP
10 #0 (33%), MADSAM 12 # (40%), DADS 4 1 (13%),
sensory CIDP 3 f5] (10%), motor CIDP 1 ] (3%) Ta& -
7. Bl (B &%) 13 t-CIDP Tid 7:3, MADSAM T
1% 11:1, DADS T 2:2, sensory CIDP TiX2:1 T 1), motor
CIDP T3 1 Th o7, ZHE TOFHRBYMIL
t-CIDP Tl 6.8 4F, MADSAM 3.5 4F, DADS 3.8 4F, sensory
CIDP 1.7 4 CTH o 7z. APk D F ¥ Hughes grade scale |%
t-CIDP 3, MADSAM 1, DADS 1, sensory 1 &, MADSAM &
HE L +-CIDP THEIZRE < (P =0.012), B o oufi &
1B D ¥ Hughes grade scale (3 t-CIDP 3, MADSAM 1,
DADS 1, sensory CIDP 2 &, MADSAM & [L#X L t-CIDP TFH
BEIZEP o7z (P=0.012). IVIg 2VER) & HIE S /4,
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t-CIDP 80% (8/10 1), MADSAM 100% (12/12 f51), DADS
100% (4/4 1), sensory CIDP 100% (3/3 ) TH Y, AT
O A4 R RS t-CIDP 57 % (4/7 1), MADSAM
100% (1/1 1), DADS 0% (0/1 1), sensory CIDP 100% (1/1
Bl) T o7z, IVIg e T t-CIDP 50 % (5/10 1),
MADSAM 75% (9/12 %), DADS 25% (1/4 ), sensory CIDP
67% (2/3B) THIATSNTEBY, HGFEITEFIREIRAE
HTH o7z, WEMETOMBEDFIME L t-CIDP 4.6/,
MADSAM 1.3/w/, DADS 1.8/ul, sensory CIDP 2.7/W T& 1),
392 F1E 1L t-CIDP 87.6 mg/dl, MADSAM 62.1 mg/dl, DADS
67.6 mg/dl, sensory CIDP 50.3 mg/dl T&H - 7. IEFHFEFETH
HALTERE O T (= HHERZE) (& t-CIDP 8.7 ms (+6.4),
MADSAM 5.0 ms (%6.4), DADS 10.9 ms (+12.1), sensory
CIDP3.9ms (£0.8), BB RERE DT (+IFHE(FE)
1 t-CIDP 28.2 m/s (%14.1), MADSAM 42.6 m/s (%10.7),
DADS 45.7 m/s (£7.0), sensory CIDP 53.1 m/s (=4.3) &
MADSAM & I L t-CIDP THEIZEL (P = 0.014), CMAP
IRIR O (AZ#E{F2E) 13 t-CIDP 2.7 mV (+1.9), MADSAM
45mV (+2.7), DADS5.3mV (%3.0), sensory CIDP 7.3 mV
(£1.2), F #iE#0F1513 t-CIDP 51.1 ms (+24.9), MADSAM
33.8 ms (£8.4), DADS 39.6 ms (+15.1), sensory CIDP 38.8 ms
(£22.1) & MADSAM & [tX t-CIDP THEEICHERE L Tz
(P =0.047). JEEMFETIZ, EMUBHOFYME (EER
#) 13 t-CIDP 7.7 ms (%2.0), MADSAM 4.6 ms (=0.9),
DADS 6.9 ms (+1.9), sensory CIDP 4.1 ms (£0.6) ¥ MADSAM
CIBL t-CIDP THEIZIER L (P =0.001), EEh#iE mE
MDY (£EEFE) 1 t-CIDP 27.0 m/s (£11.8),
MADSAM 39.4 m/s (£11.8), DADS 30.6 m/s (+8.8), sensory
CIDP 44.1m/s (£5.5) T, CMAP RGO (£IEHERF
#2) 13 t-CIDP 2.3 mV (+2.4), MADSAM 6.9 mV (+3.6),
DADS 5.1 mV (%4.2), sensory CIDP 83 mV (+4.4) &
MADSAM & (R t-CIDP THEIIKT L (P =0.014), Fi%
B OFI1% t-CIDP 66.7 ms (£14.3), MADSAM 51.1 ms
(+£6.0), DADS 55.5ms (+8.1), sensory CIDP 46.3 ms (+3.6)
& MADSAM & [t t-CIDP THEICERE L T/ (P =
0.014). 20 PITHED EREEZ B T EATTELD, mikE
BRI RIIDZAL L TW 2 BE T W72,

z B

CIDP o 2 A% t-CIDP & MADSAM T& ), i 13k
RHREIR, FEAERE, WMESORITR, R RERATT R, W
B, WGHEBUSHEA R 2 L HE SN T2, BRSO 3 fliik
PHOEEIZL B &, FEBISHE LT K5 @ CIDP 100 i
DED T t-CIDP 60%, MADSAM 34%, DADS 5%,
sensory CIDP 1%, 1 % 1) 7% 5@ CIDP 460 BlO#HEY Tl
t-CIDP 61%, MADSAM 6%, DADS 13%, sensory CIDP 11%,
motor CIDP 9%, % 7/E K705 O CIDP106 FlO#HED Tl
t-CIDP 52%, MADSAM 14%, DADS 15%, sensory CIDP
14% Tdh > 72, BEHRERIZ t-CIDP TIEIf7 b BEE S5



CIDP 30 %l D ERIR A F#EL 62 : 175
Table 1 Clinical profile of CIDP.
;-c_nig M:IzslAzM IzA_Df sensory gIDP motrfr_ CllDP (fC‘I'SI‘;eVS
MADSAM)
Age; years, mean SD 57.1(%29.5) 60.7(x10.1) 60.5(=13.5) 66.0 (£13.8) 69 NS
Gender; men:women 7:3 11:1 2:2 2:1 1:0 NS
Onset to first visit; year, mean SD 6.8 (£7.6) 3.5(*2.2) 3.8(*+4.2) 1.7 (+0.6) 2 NS
Hughes grade scale; median, range
before treatment 3 <1-4> 1<1-4> 1<1> 1<1-2> 1 P =0.012
median period 3 <1-4> 1<1-4> 1 <0-1> 2 <1-3> 1 P =0.012
last visit 3 <1-4> 1<1-4> 1 <0-1> 2 <1-3> 1 P =0.012
CSF cell count 4.6 <1-20> 1.3 <1-2> 1.8 <1-3> 2.7 <1-6> 4 NS
CSF protein (mg/dl) 87.6 (x45.5) 62.1(x51.4) 67.6(=51.4) 50.3 (£36.5) 57 NS
Response to IVIg; %, number 80% [8/10] 100% [12/12] 100% [4/4] 100% [3/3] 100% NS
Response to steroid; %, number 57% [4/7] 100% [1/1] 0[0/1] 100% [1/1] N/D NS
Immunoglobulin maintenance; %, number 50% [5/10] 75% [9/12] 25% [1/4] 67% [2/3] 0% NS
MCS Median nerve
Distal latency (ms) 8.7 (£6.4) 5.0 (£6.4) 10.9 (+12.1) 3.9 (*0.8) NS
CV (my/s) 283(x14.1) 42.6(x10.7) 45.7(x7.0) 53.0 (x4.3) 39.7 P =0.014
CMAP (mV) 2.7(x£1.9) 4.5 (£2.7) 5.3 (x£3.0) 7.3(x1.2) 13.8 NS
F wave latency (ms) 51.1(+24.9) 33.8(*x84) 39.6(x15.1) 38.8(*x22.1) 48.6 P =0.047
MCS Tibial nerve
Distal latency (ms) 7.7 (£2.0) 4.6 (£0.9) 6.9 (£1.9) 4.1 (=0.6) 4.7 P = 0.001
CV (m/s) 27.0(x11.8) 39.4(x11.8) 30.6(x8.8) 44.1 (%£5.5) 34.6 NS
CMAP (mV) 2.3(£24) 6.9 (£3.6) 5.1(x4.2) 8.3 (x4.4) 4.6 P =0.014
F wave latency (ms) 66.7 (x14.3) 51.1(%x6.0)  55.5(*8.1) 46.3 (+£3.6) 28.2 P =0.014

Data are expressed as mean (£SD), mean <range> or percent [number]. CIDP, chronic inflammatory demyelinating polyneuropathy; t-CIDP,
typical chronic inflammatory demyelinating polyneuropathy; MADSAM, multifocal acquired demyelinating sensory and motor neuropathy;
DADS, distal acquired demyelinating symmetric; median period, median observation period; CSE cerebrospinal fluid; IVIg, intravenous
immunoglobulin; MCS, motor nerve conduction study; CV, conduction velocity; CMAP, compound muscle action potential.
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Abstract

Clinical and long-term characteristics of the subtypes
of chronic inflammatory demyelinating polyneuropathy

Fumitaka Shimizu, M.D., Ph.D.”, Jo Nemoto, M.D.?, Yukio Takeshita, M.D., Ph.D.”, Toshihiko Maeda, M.D., Ph.D.?,
Michiaki Koga, M.D., Ph.D.? and Takashi Kanda, M.D., Ph.D.?

U Department of Neurology and Clinical Neuroscience, Yamaguchi University Graduate School of Medicine

Objective: To clarify the clinical and long-term characteristic of each subtype of chronic inflammatory demyelinating
polyneuropathy (CIDP). Methods: We evaluated data from 30 consecutive CIDP patients who met the criteria proposed
by the European Federation of Neurological Societies and the Peripheral Nerve Society. Results: Patients were
classified as having typical CIDP (t-CIDP) (10/30, 33%), multifocal acquired demyelinating sensory and motor
(MADSAM) (12/30, 40%), DADS (4/30, 13%), sensory CIDP (3/30, 10%) or motor CIDP (1/30, 3%). Nerve conduction
studies showed more prolonged distal motor latencies/F-wave latencies and slower motor nerve conduction in the typical
CIDP group than in the MADSAM group. Intravenous immunoglobulin (IVIg) was effective in 80% (8/10) of t-CIDP,
100% (12/12) of MADSAM, 100% (4/4) of DADS, and 100% (3/3) of sensory CIDP cases. Maintenance therapy with
immunoglobulin was administered in patients with t-CIDP (5/10, 50%), MADSAM (9/12, 75%), DADS (1/4, 25%), and
sensory CIDP (2/3, 67%). There were no patients with CIDP, in whom CIDP subtype was transformed from the initial
diagnosis during five years of follow-up. Discussion: Percentage of MADSAM was the most common phenotype in our
cohort of CIDP patients, and IVIg/immunoglobulin maintenance was effective for MADSAM as well as t-CIDP in
contrast to findings from the previous reports.

(Rinsho Shinkeigaku (Clin Neurol) 2022;62:173-177)
Key words: chronic inflammatory demyelinating polyneuropathy, clinical characteristic, long-term characteristic




