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Table 1 Nerve conduction study results.

DL CMAP amplitude MCV F frequency F latency SCV SNAP amplitude
(ms) (mV) (m/s) (%) (ms) (m/s) (A%}
Median R 5.1 16.9 35.7 81 36.5 not evoked not evoked
L 6.8 10.0 394 13 46.4 not evoked not evoked
Ulnar R 4.0 8.2 36.9 81 40.5 32.9 1.3
L 3.7 10.3 34.4 88 38.2 not evoked not evoked
Tibial R 7.0 21.8 28.9 31 60.3
L 6.4 2.7 33.8 100 56.6
Peroneal R 6.6 2.2 27.2 50 55.3
L 6.4 15 33.3 38 382
Sural R 34 7.5
L 412 2.1

R: right. L: left. DL: distal latency. CMAP: compound muscle action potential.

MCV: motor conduction velocity. SCV: sensory conduction velocity.
SNAP: sensory nerve action potential. Bold-faced values are abnormal.

WE L0107V F=vo v #5858 % 156mg/HA» 5 30
mg/B IR SN0 S EREER L, YR AR E
otz

ABEREBUE © 55 166.3cm, AE 60kg, fAiil 362C, I
148/90mmHg, BRI 72/4, %, 2B X ORI HIm - B2i5
T L. BRESRE B E I 2 L. 2 FIESRICATALM S 0 . ffkss
BORT LTI R I IER T, W R B X O T O E
ANEIZIREE 2 & AR EE DR IR T R WU O S e % & &
BD72HS, Wi, BB R EHE A SN b o 72, KR
ST TUBGEN S THEEEORAERKT & BE ORI AT
BAREDD, BEMRERIZIEE TH -7

MeAEF & ¢ 4% T & RBC 422 x10°%/ul, Hb11.7g/dl, Ht
37.4%, MCV 88.6f] & iREF D IFERIEE M % & & 7275, H LTk
B L OMMERIZIER Th o 72, MIEELFRA T - &
BREIZIEH T, BMERELALO LD PiHE
ds-DNA PifkB & OHL MAG Hifk i3t TdH - 7. Mo
77 i3 IgG 992mg/dl, IgA 157mg/dl, IgM 129mg/d!
EWFNHIEHTH o 7288, ML 8& F1909% 58 50Kk B) 12 T 1gG
AHOMBEHE AL D, MEA Y — 7 flilX 1.27g/l TH - 72,
Mgz V4707 yRRPRY X - Va— v AEHIZEN
THY, MFEPoOIMENLZMBEERF (VEGF) fEi 952
pg/ml Th o 7=, BEEFRTIZ aPTT 1% 59 # (QE4 : 26 ~41
W) EEEL TV, S buary VBB 74 7)) ) —4
Y, TVFravE VL 747 VMEEY, D-F A < —
BWFNROIEWHTH o7z, vWF PUBER I 5% Al (IEH -
50~155%), vWF itk 6% il GEH : 60~170%) & I
T LTz, BEREEPH VIO K Fidsi S g, 8 VI HF
WP 1% Kl (IE# 60~150%) & FPIET LT w7225,
Z DMOBERE HFIEIEIZIEH TH o 72 NEXFEICE 510
WhOVWF A Yy —BIUHEVIIHFA sy —
FREMETH o 72 BEHIHRA TIZAIIEL 1/w (HA%EK 100%),
HEH 223mg/dl & EEMBLIREES A &7z BHERB X OSiME
MRIZIEH TH o 7. MEAZEMRAE T (Table 1), MO
SEBAIRIC BT 2R MR IE R, A IE TR W o R B4

BB WEE AR T O BB EE . (MCV) KT
FREOLN, BEMINEIEN (CMAP) 1&—#8ofk% Kk
WTIEETH Y, EZE 7Ty 73RN d o7 F RS
P DOMREICBWTEELTEB Y, Bt oS Eo
IR TH -7, BREMBIEEENM (SNAP) I3 LR oOMEEICH
WTIRFFFARET, WEBE AR I3 R AR B (SCV)
TR SN

ABets it « AR R B X OB\ T CIDP »
SWIFLIEY 25572 L, aPTT LR, vWF i T 720 & Sk 2
WhRAHREDIZENS, CIDP B LT AvWS ORI & i L
7z. IVIg (400mg/kg/H, 5 HI) BLOTFL b=V 45
DRkFE (25mg/ I & DR 1CHndeE L, BidiEw &
ol BEBEEOHPIITRAMICRET A2 BEICEEHEL
72, IVIg #8555 2 B £ O AEAE B T I35E A iy,
CMAP, MCV IZEZ 3 e h o 7275, FIEHEB X O°SCV
DYEER B LD AVWS OB REH ORI L 2 5 aPTT
HIEFAL L2720, 7L F= v ¥ 25mg/HNRRERC TR
Pe& 72 o7,

%z ¥

A HE B 1% CIDP 58 4E O 14 4E %I MGUS % & b %2 » 72
AVWS Z%5E L, Z D12 CIDP & AvWS O H84 % [ 3 1
WA E D, MEBISH L TIVIgIZ X 5 BIF 2GR A A
LNz 1BITH B, AIEBITIZ AvWS ZHHHIZ IgG A Mo M
FHIMUEZ AL OTEBY, 70w - EEERERSL BTG
JEICE D72 ) KAEMREEE L& E LTEE SN L. g
FNEHEAT STV, ISR, F WA, BERRE
BIRZE, i VEGF fEOFH % A L oF, IVIg 2SFEIRIZ
TR 2T 5 IgG B MGUS % & & 7 9 CIDP 12 AvWS
EEBELI-EE LT

IgG # MGUS % & 3 72 9 CIDP 3Ry, AP0
WA 7 CIDP (23 L, CIDP #Wi#1C MGUS % 589E1 %
CEBLIELIEH DY, T2, MiEH Yy o — oM 1gC BOZER)



51 : 336

& CIDP DR ZE M L 72w 2 & 2 5 1gG MGUS DK
R ENOREBOMGIIRHTH 9. L2 & d—Ho
IgG MGUS % & b %9 CIDP OJiREIZFE5 o CIDP & [7 L
EEZLNTEY, VigFHMEDILBEHEW. KHlD
CIDP Z84E 4 B2 MGUS % & & %, #12 MGUS 259 5 %
Lo TBY, IVIg B TH o 72k EI3EN S ORI
—F LT,

bR b ORE L 2 72#PHTIZ AVWS (2 ARR FRehs & %
R LME Rz VA a7 VIlfER & b %) REME
Za—unF =2 AVWS 2 G5P L7z 1 oA TH ¥, CIDP
& AVWS 2 &858 L2813 e v, AvWS 13 MGUS, %5615
#ifili, Waldenstrom macroglobulinemia, LK, ABEM: I/
WSR2 EOMBERE, 4L 73 b—TA%EDH
CoREB, OBE, TS, MRR, YL She i
THE LT ZRMIC vWD B o IEm % & 725, %25 C
b MGUS 7% E OB ML E & U5 ¥ BRI FEE O 5 B 53
FIRBOMLEEZ 50 5. AwWS OFRERT 3L B TR 2
%W, vWE SO, vWE %45 VIII W1 & & vWF
BARISHT 2 H ORI S L OHNR TO vWF B,
BV EIC X 5 vWE O, vWF OB RS 0Z bR
EWEZENTWAY, MGUS % & ORI h v R =2
BERICE D %9 AvWSIZBWTIZ vWF 123§ 5 H 2t
ROFAERRE SN TBY, ThS5DHCHAED vWF ~D
WAL S VWEF OB T RERRTO 2 ) 75 v ATuE
WX DBRBEREDKT T2 L EZ5NTWEY. REFTIRIRA
HIEREBTO VWE [ Y e ¥ ¥ —OME TRV S A% ECH
ROFFEIIRIB E N2 o 7295, ARBEFEO AL &
NTWBO, Zofiiz, ABITIEE VIIHTOHMfLe vWE
BHEEEH 2 b0 F AT L ¥ U #5133 Th ), K
WD aPTT OIEEZ A L 722 & B X O IVIg ASIIH
FHMMAERFICENZ R L2 E 25, RSO AVWS OJFHE
WCIZHCREEN T SEE L TWwb 2 LRI N

CIDP IZfF B L T & 1 5 % CIDP H Bl o> AR e s
EEXZTHRBE AVWS & OBENRE SN TwBEREI
& MGUS, BYEY »o5iE, BERE, HRE, 25tk E R,
Waldenstrém macroglobulinemia 7 & 3t @3 2 R B 21 %
WY ARAER] T CIDP (2 AvWS 2858 L 2z Rt Id 5 T
X735, CIDP & AvWS OBEARERICAS N2 &,
W TR LTS3 L2 2 &, MEEORRELS
WEDPL L AONLZ LS EOBOREEN R %
& LTCIDP & AVWS 2 AHF L7 E 2 b/ £
72, ABITIZ CIDP ZAERFICIE M B MLFE XA & D ho 7
A5, 14 FEHROFRREEIC AVWS F8E & & B 12 MGUS 25 RE &
NTwb. MGUS IZB\ TS B M 2~ & AR S B Hi
ra—yHREZOTY) 0L, Sl —HREACH
K EZ > TR EINTEYY, B a— o IgG Ht
FRMRE L vWEF GBS 2 PR - PikBOE 2 0 & B 2
L, HCOHARAAEHEORERTIC L Y CIDP % 1% L7z 6
HWADH 5. F7z, vWF RIBEIIC BT 2 FEB A Tz
HREROWEAHE SNTB Y, vWF L M B P8 ik 3

& O

FRERHR#ES 51%57% (2011: 5)

LRIESISOREICERZE EZ LN TWEY. KEITH
VvWEF (T AL AR AR B P O BERRIR T 35 X UNIE SUE D B 5
Z&7zL, CIDP HHROFER L 2o 7-WREMED ZE 2 bl

X W

1) Kieseier BC, Dalakas MC, Hartung HP. Inmune mecha-
nisms in chronic inflammatory demyelinating neuropa-
thy. Neurology 2002;59:S7-12.

2) Joint Task Force of the EFNS and the PNS. European
Federation of Neurological Societies/ Peripheral Nerve
Society: Guideline on management of chronic inflamma-
tory demyelinating polyradiculoneuropathy: report of a
joint task force of the European Federation of Neurologi-
cal Societies and the Peripheral Nerve Society—First Re-
vision. ] Peripher Nerv Syst 2010;15:1-9.

3) Franchini M, Lippi G. Acquired von Willebrand syn-
drome: an update. Am ] Hematol 2007;82:368-375.

4) Joint Task Force of the EFNS and the PNS. European
Federation of Neurological Societies/Peripheral Nerve
Society Guideline on management of chronic inflamma-
tory demyelinating polyradiculoneuropathy. Report of a
joint task force of the European Federation of Neurologi-
cal Societies and the Peripheral Nerve Society. ] Peripher
Nerv Syst 2005;10:220-228.

5) Di Troia A, Carpo M, Meucci N, et al. Clinical features
and anti-neural reactivity in neuropathy associated with
IgG monoclonal gammopathy of undetermined signifi-
cance. ] Neurol Sci 1999;164:64-71.

6) Cocito D, Durelli L, Isoardo G. Different clinical, electro-
physiological and immunological features of CIDP associ-
ated with paraproteinaemia. Acta Neurol Scand 2003;108:
274-280.

7) Gorson KC, Ropper AH, Weinberg DH, et al. Efficacy of
intravenous immunoglobulin in patients with IgG mono-
clonal gammopathy and polyneuropathy. Arch Neurol
2002;59:766-772.

8) Pasa S, Altintas A, Cil T, etal. A case of essential mixed
cryoglobulinemia and associated acquired von-Wille-
brand disease treated with rituximab. J] Thromb Throm-
bolysis 2009;27:220-222.

9) Kumar S, Pruthi RK, Nichols WL. Acquired von Wille-
brand disease. Mayo Clin Proc 2002;77:181-187.

10) Federici AB, Rand JH, Bucciarelli P, et al. Acquired von
Willebrand syndrome: data from an international regis-
try. Thromb Haemost 2000;84:345-349.

11) Merlini G, Stone MJ. Dangerous small B-cell clones. Blood
2006;108:2520-2530.

12) Noubade R, del Rio R, McElvany B, et al. von-Willebrand
factor influences blood brain barrier permeability and

brain inflammation in experimental allergic encephalo-



%R von Willebrand JEMEHE % & b 70 o 7B SEERBE L HER = 2 —a XF—D 1§ 51 : 337

myelitis. Am ] Pathol 2008;173:892-900.

Abstract

A case of chronic inflammatory demyelinating polyradiculoneuropathy concomitant
with acquired von Willebrand syndrome

Maki Ueda, M.D., Nobutoshi Kawamura, M.D., Ph.D., Takahisa Tateishi, M.D.,
Hiroshi Shigeto, M.D., Ph.D., Yasumasa Ohyagi, M.D., Ph.D. and Jun-ichi Kira, M.D., Ph.D.
Department of Neurology, Neurological Institute, Graduate School of Medical Sciences, Kyushu University

We report a case of chronic inflammatory demyelinating polyradiculoneuropathy (CIDP) concomitant with
acquired von Willebrand syndrome. A 33-year-old man developed motor and sensory polyneuropathy with elec-
trophysiological conduction slowing. At this time, M-protein was absent. He was diagnosed with CIDP and re-
ceived intravenous immunoglobulin and subsequent oral corticosteroids, which resulted in almost complete remis-
sion for over 10 years. At the age of 44, he presented with chronic anemia. Laboratory tests and colonoscopy re-
vealed that he had acquired von Willebrand syndrome with monoclonal gammopathy of undetermined signifi-
cance (IgG A type) and colon cancer. Bleeding symptoms were resolved with intravenous immunoglobulin, but not
with supplementation of factor VIIL Shortly after successful excision of the cancer, CIDP and acquired von Wille-
brand syndrome simultaneously recurred. Intravenous immunoglobulin produced rapid improvement of both
neurological and hematological abnormalities. Concurring CIDP and acquired von Willebrand syndrome in the
present case may indicate that the conditions have a partly common immunological background including mono-
clonal gammopathy and a potential common autoantibody-mediated mechanism. Alternatively, dysfunction of von
Weillebrand factor may increase blood-nerve barrier permeability, inducing the recurrence of CIDP.

(Clin Neurol 2011;51:334-337)
Key words: chronic inflammatory demyelinating polyradiculoneuropathy, acquired von Willebrand syndrome, monoclo-

nal gammopathy of undetermined significance, intravenous immunoglobulin




