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% H&EH POEMS FEMRBFEZMIL 1=, BIEXY HY), WIE, Eig, FXEMED,SHEREMBRROESHH EHIML
7o, HEXRHOBMEBEEZ LS4 D KELFEEEH BV, POEMS ERFOER - REREEIHEL 2,
FRIEXICELIE & d > Fz. POEMS EMREIZE/ 70— FIV e EMRBEI R TH 2 —FH, BCREMERE
RUIO—FNEHEEEELTREBEEZSN TS, FOTEMEIFET S L2MENEQETAD, £4%
BOREREE2H5WVWTRIAL 2. POEMS ERMB THRIEXEZ E £ L AHEGII &<, FEFIIAEDFEEEZ

3LTEETH 5.
(BEPR#H#% 2011;51:417-421)

Key words : POEMSIEMERE, TgGABIM B CoeEMmEse, AR

FUBHIC

1gG4 B LIRS ) > 2 SHRE BRI, 5 1G4 IE & 1gG4
B M I ORRRIE P 2 S e L, HC R E R
ZRHOBCHIERDS L ThBEBIETDH 5. POEMS R
13 organomegaly 45 & 5528, BEKRZ &2 L-8 T
LRI v, S, bRbhiZEE K E 2T % POEMS
SEGEREICR L, BRI TgG4 I & R BT i, WA /B
5 1gG4 BB OBRE (HCORIEMNERR) TH 2 LBHiL
7o W L DISIES T 7)) VREANERCT, TR 0% g
NOBGREZ SNTBY, WHOEMIIER ICHEREL, 2
CICHET 5.

E Bl

FER 1 57 k., Btk

ERWMPROY VY VK, WRIROESE, HITHEE

BEALEE : R U, SOREE © Stz L.

BURIE : 2000 £ 10 A X D FRZCWMFRDOY ¥ T ¥
A L7z, 10 A & ) MR OHEICERI»ES X9 %
Pz AR 2 X200, BATo Wik L %% o 72 LR 2 %%
L, MR OBBEHET, TREEMEOHIET 2 1 S hi.
11 Ay & O WRESE IS IR & BUBATIN B L 72, i D 729 11
ATHAICABEL 7.

ABEHRFBUE @ 5 170cm, K 61kg. MIBLEIZHARD .
FIRESAIZE, BRI TGRS %0 4 L. s A7 A B o

IR (T A M 4+, EVH4-)2H D,
DU e SRR, DU R sy SR D i Bl & Ax & D 7.
AT R ¢ M, BERER, JRMAIZIEHR. Brmicroglobulin
2.2mg/1 GEHEAE<20mg/1), IgG 1,860mg/dl (870~1,700mg/
dl), IgGl1 939mg/dl(320~748mg/dl), 1gG2 230mg/dI (208~
754mg/dl), I1gG325.3mg/dl(6.6~83.3mg/dl), IgG4 392mg/
dl (48~105mg/dl), L& T IgG-A B M &EH B, I vas-
cular endothelial growth factor (VEGF) 777pg/ml (FL#fl <
220pg/ml), BE7 35— 1231U/1(BL#EH<57TU/1), HbAlc
59%, CA19-950U/ml T - 7. iRl <3k 2/
mm’, & 46mg/dl. B REH TREMNLIE 46% L BEOR
A& R U7z A8 BAME I 7 20 o 72, R MR RERA T, RE
e, RIS T E Y 7 & L b b WIBRIE R & S
ToaHxoN, BEOFREEZ b 72, EERHTEEENM
PRI R B AR IR T L, TR CTIESEIKT LimZkE
EH LB %o Tz (Table ). SHHHERTIXARKEEH, £
BRI CRMEAREMNZ L b2V, RIREEMORES
AR LR A L DT EPHEMETE 2 o 2t E
WAEARD TR MY bV A ¥ v TN =t Tid, ARk
FERRAE R LT I IR 72, PR RIS T & R P |
OFRNEIDH Y, I ) VERBALNT. F 7z, BEEEOIEE K
HMED RSN, BUEAETIE O ZRZEE & REEO T RASRIE L
T LIRS 7z (Fig. 1). B CT T, BEBEIEXEGTE - A
LBV FAMITHERL T 7228(Fig. 2), KFMIE 255 72
ERCP (endoscopic retrograde cholangio-pancreatography) T
Z, ERE OO E AMRMEAHER S h7z (Fig. 3). EUSFNA
(endoscopic ultrasoundscopy-fine needle aspiration) T X 5
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Table 1 Peripheral nerve conduction study.
MNC Distal latency CMAP arr}plitude (mV) Conduction velocity
(msec) (baseline-peak) (m/sec)
Rt. median 48 8.2 534
Lt. median 48 6.4 56.0
Rt. ulnar 38 47 59.1
Lt. ulnar 35 49 535
Rt. tibial 40 35 382
Lt. tibial 53 14 36.6
SNC Peak latency SAP amplitude (uVv) Conduction velocity
(msec) (baseline-peak) (m/sec)
Rt. median 37 157 47.0
Lt. median 39 58 43.2
Rt. ulnar 37 11.1 52.6
Lt. ulnar 3.7 52 49.0
Rt. sural 33 119 54.3
Lt. sural 36 104 470

CMAP: compound muscle action potential; MNC: motor nerve conduction; SAP: sensory ac-

tion potential; SNC: sensory nerve conduction

Fig. 1

Sural nerve biopsy specimen (Toluidine blue staining, bars =50 wm).
Endoneurial and subperineurial spaces are edematous. Both myelin ovoids (arrow) and nerve fibers

with thin myelin (arrowhead) are occasionally observed, indicating axonal degeneration with demy-

elination.

N7 BRIV IE S o T RS 7 <, IR TR PH ISR L %
AN, FORMIC IgG4 BT MIaAsEM L Twi- (Fig
4). BRI BEORMILET L b o Tz ZFE LB
AR A BEH, «BRBHE DI I T,

&l ABEf:, T DIP BISifE & R IR B0 %L
FHAWB L, W O BB E T E L L, FBGEM A D
FHME T RETHHIRAET 3 LANVICBE L 72, POEMS jiE
BEREE BT L, BHRTEEEB I b T, 20104E 1 HIZ AV
779 vEbbLHCENMEMEEMEE L b2 ) KEL
S B I T Y BRI PIRHC ISR L7z, B O ARR MR
WiZzEd %) KREAFEESYARCIEHTEREDOY v I ¥
J&, AEEBUIRIL L, L IERW E R Y, BELREIMEL
72, WGFBAMAIERTICIE 1,700pg/m! ¥ T EA- L7z VEGF fiiid,
HIES A H #1213 548pg/ml T TRTF L, Mo M &HIEH
Jel7e, BT 39— V1341001 EIETF L7228, IgG4 13 735

mg/dl & ER L, BEEO T AMERIZEIEZ b 7.

%z ¥

AIEBIE, BERM AR IgG-A B M & IdE, & VEGFE IfiL
JiE, A BEZE I C OB DB EERGIN, FEAUVEHE & EAT R T
DOILRE & MR EE DRI L TN S =2 —a 8 F — %
A &, POEMS JEMAE & BT L 72. POEMS JERE T I3 igds
JEI VI, R, EFNE 2z & T OBBEDSE DS, A LS I
FEIEK 2 & 7o L 72 Blid il k12 v, B UV ARG K
EMEHMIEZ LB %) EFH= 2 -0 F—OMELET
HEIBE LT, MENIEMEY oo A EHINIE o W B
Pz %z, BAREZ AT L SEEEEO Rz 5k
Moz BRIBICHHETL & 1gG4 Bt EAIIBR Mz AL o b
JREIAT L, IR T O T AR DR K & B4 o pk/Mb
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MHbHIE, MBEFMICEN RS g MEEZ AL DL & S E o TAF L YIRS SN EA T, OF IgG4 IiE
o, IgG4 B Eee) MR RERE O BHZE (A CRE MY, QHARITHHMILR T E & b %o 72 G4 Btk -
PEER) DAL BITL 7. WMHaREEAEDD, D22 b THHITAE NS HE

TgG4 B L I % ) > 2 X BEFEAE 3 7 1%, 2008 4E 12 Masaki GPEMEIE 1T 1eG4 B ifaR ) » /St AR O IR ©
HHEZEZOLNTWVS, FAFEOMAEL LT IgGs MBS LA
REPE G IgGA B E R EMBEFEREIRBINALTY
%2¥ POEMS JEMEHRE & 1G4 B L igids ) o 7 SHEFHAEMRRE O
A0 L 72BN BERRIC X 2. POEMS fEfERETIE, £/ 2
U — VR OBE R ST CTB )Y, EEERKE

L T

Fig. 2 Contrast-enhanced computed tomography showing Fig. 3 Endoscopic retrograde cholangio-pancreatography

diffuse enlargement of pancreas with capsule-like rim (ar- demonstrating irregular narrowing of the main pancreat-

ic duct.
Trow).

e N W

- .n'?..r.k‘

Fig. 4 Pancreas biopsy specimen.
A. Fibrosis is observed around the pancreatic duct. Hematoxylin and eosin. Bar =100 pm
B. Immunohistochemical staining of IgG4 demonstrating the massive infiltration of IgG4-positive
plasma cells, especially around the pancreatic duct. Bar =100 um
C.D. Immunohistochemical staining using anti-A (C) and anti-k (D) antibodies. Representative immu-
noreactive plasma cells are indicated by arrows. Bars =50 um
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TREBE M Y—2 2BKT 5. —7J7, 1gG4 BIEL Y >~
JSBEFHAE BERE T, MLRRICIRE L 72 TgG4 Bkl & RS i
D 1gG4 FFHEMIBLIZTR Y 2 0 —F NV TH Y9, M E—27idH
LN, REFTIE, EHERKBTRAEL M Y—223%

D IERPS AR IgG A3/ 7 a—F Vil shi. —7,
JRENEALIR S A & © 72 1gG4 Btk O TR RMINEIE A BE8H, « TS &
DICKHMETH Y R 7 u—F )V 2T I BRI AT
35 eEZ LN F72, HOEMIMEMEERHZ L %9
K b2EHR 141213 POEMS JiE % 5 0 i 3 % 75 VEGF IiLjE
FEE L, Mo M EEIEHER L7220, BB T 2 6%
RiZ%l, 2200 L R BMEPTF L Tz LiEESN S,

POEMS JEERE & 1gG4 B L e ) » 7SS & b
WCEDLOTINLRETH L5, HEMBEIHEICES 5
HTHERIZEMT 22595, BEVOIREICHEE LT
LU REMEARIE S NS, L L, HESENREIEN & LT
Mg INTW 5 1gG4 BE LA » 7SR REDS, NS
BifEMER R E Z 2 S Twb POEMS EREDEK TH 5
L13# 212w, —J;, POEMS SERREC EA-T 5 1gG ¥ 7 2
T AFHL NI EIN TV RWD, REFITIE IgG4 D EH7H
o> IgG 727 5 ACHE L TE LD TE L, POEMS JER
Hr OB LMD, €/ 70—+ Vi 1gG 72T
THLRY 70 —F V7 IgG4 b BRI A L Tz jEMEAT
MEINS. DF 0, BREIEA SN IgG4 29HR E R D H
CORETHAZOEBILEELLE, 20DEREOS
B —TTHICHBITE S, Lo L, 1gG4 LIRS 5k
FEAEMERECA SN 5 [gG4 BRI Z L L, kR
EIZLDRIWBRTHLLEEZONTBY?, ZOBFLEZ
12, HIAE TgG4 B EeR 1) o/ SRE R CLIE, HEIC
Kt 5 Thl # 4 70 CD4, CDS ks P4l i % Bl § 5 il 48
P T HINBDOBENERD 1 OTHbEEZLNTWSY.
Y T MO LeRERE S BIIE TGFB ATEETH H 2,
Z DWW XY FEE T fifsosk, BighrEEsns. K
BT R E TDH %A%, POEMS JE B #: Tl I h & TGF-p
LARVPETFT LTS ZERHmEINTE DY, POEMS JE
BTl TGF-B DA & ) 1gG4 B KR ) > 7 SHEhitiiE
BHEZFE LT VIR EZ 5N 5.

AFEF T, fEra s rora—FY T4 IZEBLT
POEMS i B3 & TgG4 Btk S lsan 1) > 2 S B Hb kR Mg 7 3 2k
HFLTWAZLRMHL. MEOEHIZ2OOEDDTE
NIEBER ORI % 5-2 72, 514, POEMS FEER TO
RIET T T YOV T T T AL E O SRR AR
OEMD TR B OIRERHDO7-0ICLEND.
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Abstract
A case of POEMS syndrome with enlarged pancreas due to IgG4-related autoimmune pancreatitis

Hideaki Nishihara, M.D., Jun-ichi Ogasawara, M.D., Michiaki Koga, M.D.,
Masatoshi Omoto, M.D., Motoharu Kawai, M.D. and Takashi Kanda, M.D.
Department of Neurology and Clinical Neuroscience, Yamaguchi University Graduate School of Medicine

A 57-year-old man developed bilateral hands and feet numbness, followed by weakness with the legs and skin
pigmentation. These symptoms became gradually worsened, and we made a diagnosis of POEMS syndrome be-
cause of progressive polyneuropathy, skin changes, IgG lambda type monoclonal proteinemia, and elevated level
of serum vascular endothelial growth factor (VEGF). Diffusely enlarged pancreas was noticed in computed to-
mography. Serological, radiological, and histological findings revealed enlarged pancreas was due to IgG4-related
autoimmune pathogenesis. After high dose chemotherapy with autologous peripheral stem cell transplantation,
his clinical manifestations, IgG lambda type monoclonal proteinemia, and elevated level of serum VEGF were im-
proved, whereas diffuse enlargement of the pancreas did not change. This is the first case report of POEMS syn-
drome accompanied with IgG4-related autoimmune pancreatitis. Co-existence of monoclonal and polyclonal plas-
maproliferative changes in the present patient may provide keys to clarify common mechanisms shared by these
two rare disorders, POEMS syndrome and IgG4-related autoimmune disease.

(Clin Neurol 2011;51:417-421)

Key words: POEMS syndrome, 1gG4-related autoimmune pathogenesis, pancreas swelling




