MMgG4 BREFRAHFERBRARAETDEBR

BILKRE, EIRKE2, E'J‘l\lk‘”"ss REFILFREZET LLF—BERE 42— Bl
BIhRERS. SREMKES, BRPRER. "RBXES
mHF #F'. BWE BF. LA S AKR B R OWMITES. HFLE K°,
R Am° | BeER FR . FH MRS, =K ER®

IgG4 BHEZR BT 5B EDEKE LZTET 5 BT, BRI FERER
BU—F T 70— W6) /ML, H22 £ 9 A KV [Tg64 BIERBRIZI T 5 K A=IR
I OEERIFEZR A & M T B 12D O S sk FEH% F RN ZE] (Bluk%
BRER 22-57 &) B LT,

DHAIBGHEO ZHHBTEE, MEFTOL I A, 1 KRFAEDOEIE L 22 MEE» 5, 2
KREOEE % 17 RN SBTWD, FOFEMBITORE 70 7 o —/LiL, EHER
63.9%%. BAHIL2.7:1 THY ., fhod Ig64 BERE L TIERBEOHEMm Z R LT e,
ERIIESN OJEREEIC, Bx ORECTRELZET D 2 L MR I L7z, 80%LL i
W28 A& te 2 ileR bl FICIRE 23RO 203, MER AR 28 BME 5] & 157E L 72,

BFrLUWERBHMATHD 164 BERBIFEEHICBEMIN TRV EbHY, &
DI SR MR E O BEHIIEFICH LV ORHIRTH D, X HIC 1g64 BIEMER #3IRE B
LMH:R IgG4 MEPEMIREE 2580 2R AR ANRHRE SN TEY, 4% LIEL <X

HIZBS L CORELS TR D,

TgG4 BEENEIN 2RIR R A2 Z N LIS DR BN LRI 5 72D I121d, 2011 FiIZAR I
PRI & R IC D ERI D FERE - BT & & BT, _m?%%ae;mmﬁz{@@ﬂ%
ITHOTENEREIZRDTHA I,

Bl X SR DOEEDO T HEME RN L A REBRICETLT 5 HEEE LT
WE T2,

ISR 2R3 28 oA ZEIC B3 2 BV & oH 5 -
FILRZREEHE Y ¥ — BHET
TEL&FAX: 076-434-7199
E-mail: smatsui@ued. u-tovama. ac. ip
WFEERNFIEU T LD LW F U m— RHHE
http://www. sugitani.u-toyama. ac. jp/hokekan/other. html
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TECREMEXICE TSN EEDORKRE

ERPRERFERER

RER =7

1 BB et (1 B AIP) OJREZEAEED 1 DITBHEL T, B TR R e
1t storiform fibrosis ITFFERB LEEZ LN TWE, TOEEIZHOWT, BHER L
DENZRES LTCMEIIRIED 20, 2 2C 1A ATP 9 5, 1BIERES 4 61 (EREIFAME)
DY B2 FV T elastica van Gieson (EVG) Yeft,, o —smooth muscle actin (ASMA) .
collagen types I\ I, VIDOSREGEEITU, MO Y ST H | BHERER & OFEWE
Rt L7z,

1 B4 ATP Tid, EVG B TRIE S 1L 2 ML BICIZIE—8 L, collagen type I D
PERT RN A HITZ D3, collagen typesIll, VIOREMERTRIZZ Laro>7-, Collagen type
L3R BRI, /NEERIIC IR < FB L Qe 2S, HERa 4> B8 7 MR o fE 2k
BRAE(LRo/NEEN - IR bR RBHIC A DD RIEIC IR BN T2 o 72, ASMA BRI 0D 5 #6
MESFMIAZIL collagen type I DFEBLOIRVIRMELE CRIEEMIZERD B, & HICEMIE
R OICEIRBRHEA LR TIIZEGED DL dy, /NERN - & ER A OJERTIZZ L
o7, BMEBERICI T D collagen type I D43F b EVG Yefa CRIE S A8 HELE L 13
ERILT, BEFETHEEORBICA BEFRAH V. S SICHEEFES 29 5/ ENIC
b oTc, ETARMEFEROBETIL, collagen type I IZA1Z T collagen typelll
RSEEPETH o7z, Collagen typeVIDBBMERT RIZZ Linofz, 1BMEEEL Tid ASMA BB
MR EEIZZ Lavo T2,

1 B ATP CABMERERIC 7 B 2 IRHEIL ORERLAR 0 11T R & 2238\ ME72 < | collagen
type L 3EERTH D, 1B AIP IZAH B 5 BB OTEEERARMEL 1L B ME AR 23
%< WEFMEMRICENL-MER S 5,
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g4 BERBORE ~ERZHERDIC~]

8 L1 K 22 K FEE 2% (EERE/E2RE)
ke BB, &% IE

1G4 BIEYR AR IT . B FANC S5 D 164" MM Z £E 5 TE MM, U > ERIETE
&V NEIROTERZ R E L, £ < Olifss TIIBHEMER LR AZEMEFIRE 2RO 6
N, LILRNOEAFERIC L > TEOMBGITIE LR > TRV, WERHNIIAS TIER

Vo &Y U, BB K OE TR E TR ECBAZEMERIRR II5RD D v
T ENE,

IgG4 BAER A OREBMTELE L L T 28D 164" Ml DRI 2 T, 164"/ 1gG"
cell ratio >40%32Wr EEETH DM, ZOHED Lﬁ%—%’gf{ﬁﬁﬁ_?ﬁ@) v NER TR
ET 5, & ACIRBHEERIZB W T Z OBEEREVEMIZ

F 72, multicentric Castleman’ s disease, PHHEIY 7"\73"‘3?)51/\ TF oMo S
SEMERBR EICB N TS ZORBEZHEEL B M TR FET 5, 2
B [9E Ig64 BAER B 13, 1G4 BAERE & [FERIC Y B0l 2 AT 5 BEEE
D, WA EICHBELE 2D,

ASFHIE I TgG4 BEEER & OEERIN MBI Y N EZ & QNI REMER B 2
DMZEERIRZ B DR A N B LIRS,
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MMgCABES Y ) v YRDFEEAICE T 51 Fha4 2 0OEE)

FUIN K5 K 22 B o 27 B 22 5 1 2R 5 2 T R RE S 2 R
it FEl. HFU KX, B BE., BIR &

(BRI 27U oo MD) . WEMEBRPELENS SS O—HElE SN TELR,
TS ENTORBISE TH D Te64 BERE] O 12 LTHBIND XStk -
oo DRONDIBEDHFETIL, MD OIREBEERS 1g64 EAIZIL, Th2 ° Treg NEA
T5HIL4 & IL-10 BB LTWAZ E AL LTE R, 72 MD i, MEHRARIZIRH
L (GO) %%i@gﬂlﬁiﬁiTékb\5%1§%ﬁTéo BT DRFFE T, EFTED GC Ak
R eG4 BEAITITEICIEMME Th M (Tfh) MEAT D IL-21 PEETH D Z L 1BHE
SnTW5, £ TZ!KE}F TIE, MD 2RI D IL-21 & GC LB XL O 1e6G4 FEA & DR
BZOWTIRET 21T o 72,

[BF8F & F5ik) 1993 48 4 A5 2011 4E 10 A L TIC4B 222 Lz M B 12 4,
BE MBI OMREE 14 flextge Lz, 2nO0BEOOER (LSG) %ﬁﬁu\f\
IL-21 OFEAMIITH D Tfh, Th2, BI O Th17T IZEETEH A P A o BLOEEER
FAZONWT, HEHBEFE A X W real-time PCRIZ XV ZDIH AT L=,
[#E558] MD @ LSG TiE, fEHEH 725 ONT SS &tk LT IL-21, Bel-6 ¢ mRNA FEELA
TLEL TWe, Fo, EMALEREIZICENDLDOREEZ 2L 25, SS TiE IL-21
BEIOTEh BIES FIL GC TR B L T iz, —J5, MD Ti Tfh BESF13 SS &
RIZ GCIZHR < HEBL L T2y, IL-21 1% LSG &RICHWEIR 2RO =, OE D M |
BT 5 IL-21 EEAMIEIL Tfh 721 TidZe <. Th2 B LU Thi7 @Tab'li%%x_%:hfco
LTIZTC, MDICBTLINDLDEESFDRIEL AT EZ A, ThiT BES FIXIZEA L
FBAFRD 57203, Th2 BE ) F 14 IL-21 & BRI LSG &IV AR 77,
Th17 B F13. MD TIXIZ & A ERBLERD 2 o7z, F72, MD O g4 FEA & IL-21
DA AL Z A, IL-21 O nRNA FEBLEIE, 1G4 D mRNA FIRER L O 164 B
AfREE L IEOFEER DT,

[F#m] O OR-EREI D MD OMERIRFRZ CIX Th2 2 EAE LT 5 1L-21 OBRIFELE
LD GC DI EREL, EHIT1g64 ~DF T AAL v FRNFEIND Z &N RE X
niz,
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[gGARSE & B DRT A H A BT

ERERXZMRREANE
EX FE®, #BR A#H

HE : BFEIECIX, FTROBMOZDIC, BITHEAEBERIEZED TV 5D,

1gG4 BB OGBS 2T 5  REBIZAT u A FIRENE N2 FILRER
WEI LT DD, I G &, Wik, MRERSELRSICEL CUdo& ) Lz T
Y ANTAEE N, KE T, BEREEEFNCET D rituxinab 5 OEEERBRABRG S L
ELTWDD, ZNLBENIAIHIERE LTOARATaA NIEEOZET VAT 5HF
DR TH D,
RIS REE R SE © [TgG4'MOLPS (IgG4 BB MR U o /N HEFRAEMRAEE) DA T m A RIGE
RE A2 RET 270 OH 11 LMz LR RATEERPFZE]  (UMIN :R000002820)
ARERMIR 5 R, B8k HIE46H
i B B A KGRI K OVIE B B R I
20124 1 AR B BIE, 17THEsR (RRER KT, BRRHFHE, BREARE ¥ —,
BIIKRE, WEEERP. BERMNSAY VX — LIRERKE, SHEREFH. RIFEX
.OBERT, EEERRR., @R FRKT. MILKRE, EEERKT. RFE
By —, ZEBRAEHPbE., UEAGRIE) CHREZESAREE VD, S5FEMORER
MO 5 B 3ENKID L7, FEBFE— A% EEIZ3BFANFICEHFINTND
FEH:
FHRE O IEFOHR NI LY mEEESARMRE L . BEIERIS b EEICH 2 T
ETCW5D, RFRFED 164 BIERBORBIEHICET S, LVEORVWZET VAL
SET A DRI REERMZENEE Ch 5, AMFEIISH LMHETETH Y . 2
BOBEINE . X VBERNRERREESH BBV LV,
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M gGAREE & BB DT KB F TR AR |

'&REMAY - REEFHEFN. *SREMKE - MAREARZE, °HA - BREE
v B —H#AEARRAE, ‘RREMXE - BEARE

BE EAT. AR KA BH BE. WE BX°. hB BEX® BB &2,
EAR BRE2, B K2, =K EHE®. RHF M2’ BEX BE2, BR HE2.
BE BF% R¥ BEA" *. Lk #'. R AH°

H &8

TgGABE R B ORE - IR 2 BB LT, AT D 2 DO 20 T& 72,
(1) BERMMY > BRIZBT D N T 27 VT M—ABFTETH,
(2) BERMILICE T 2MIET 0T 4 I 7 AT EIT 5,

MELE FiE

(1) fEE AR LUBEOHRRATRIZI T DHRMMY >/ SBRE YV 2 RNA 230 7Lk
LTI L7z, DNA~A 27 07 VAT DT T v b 74— 5 & LT,
Affymetrix #f Human Gene 1.0 ST 7 LA ZFf L7z, fEHTY 7 hox=7 L LT
I Agilent £t GeneSpring version 11.0 ZFHA L., BEF/ A YA F—H~X
— A 1213 Ingenuity Pathways Analysis (IPA) Z FHu 7-,

(2) 777 AR TESKB D LRAEROH 5 ARy P& L
THBLC-MS/MSZAA L TREZIT - 72,

DA

BEBIOEE AORE AN — 2B L TEE L WA EETFREME LE, =0
LR L TRONEEDBEFHOMELZ T — ¥ X~ L THRERTS L SERAEIC
EOLBEFHIZEEENTEY , BE#MFOREBL OB Y N FRENS, BIESE
TIRAE SNIREB~ = —IZOWCRTFHBELZ1T o2 (REHBA, KEEA, EAE
52 MERUAE - RFRE2010-194326 [TgGARTEIR B~ —h —ROZF ORI, S blicF—
EON)F—2a D THERE~— I —DBRFEICORT 2N EZ 2TV 5,

ES

N

H
SRR X 10T =2y P LOT =X OffE - ik EED D L L b, FEED AR
RVERDROUECHHATED LD RBETHOREZED TOE 20,
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(&4 / LB SNP Z AUV -B B RE R X ORI E R T ORI

EMRFERBEEFLE
AH ER
EMRERERE VS —
n o=

B OREEEARIEOCT =X, BEEREOMREATREb>T0ns EEXLND,
UL, BR&e 2 L ICAREBRIE _%2%%357_ DEMRBBERIT, WELEHREIZ ZiTn
BV, ITRETHAIT, KEREECHFETL2ZRFEEOEMEFIT HA, Fe
receptor—like 3 (FCRL3)#E{xTF. cytotoxic T lymphocyte antigen (CTLA4)7: & %R
BUBRSMEEGF L LTHRE L T&E T, £, 2Raf iR Te~A /774 b
— I — % B\ FHBE N 2> 5 Potassium voltage—gated channel, shaker-related
subfamily, member 3 (KCNAS) AT ZREBREZMEMELTL L THRE LIz, BIZ
T, Affymetrix ££@ GeneChip Human Mapping 500K Array Set (500, 568 SNPs) & Fi
W FEBEIMRAT 24TV, p Ix10° OFEET, BETWIZ 2 FBEU EOFEZE %R T SNP
s ZEDBETERBBSZEREMERT & UTEHEERIR Uiz, £ b oF iz i3t
W BLER & % =T FCER2(FC fragment of IgE, low affinity II, receptor for CD23)
R° MIST 3SR S iz, FCER2 13 CD23 & & FFEAL, (RBIMME TgE X AMK L LT, EITHK
BB MARE, EER, EIRERRMIIZFEE L, B MIROIEME L & 1gE EAOHKIENCES S LT
W2, FE7z. MIST (X CLNK & & FFIEHL, Tflfads L OB MfaGUR Lt 7" % — R ChiE
VIF) T ERELTCND SLP-T6 ER LY 7 RV —IBT DT X T X —3FThHY .
IgE L& 7% —% 40 L7z MAST MRS D BRI SUGO, A b A VR RE D Shk7e v
TFIRZEIZEES LT 5, 2O X 51T GWAS & AW TZEITIC L R ER D 5
BEFHEME LTET NN, RICHEIELH 2123, 7 BaHBoL, — kR
BRCRTERZHOER CTHET 2 RAER, B X UM T1T o I B OFITRE R
EHRAELTHONTEAZT TV RETOMLENRD D, o, BEEEMHELSTFOHBE
HIFENRBICRIETHELZEENICHHT I LR VEETHDLEEZTND
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[TATH IO RBHICLIBCREUERDMT—H—DIEER]

BREXZXZRERFHREMER HILFHER - £FTERSE

A B, F BB, T8 OEX. Bl B, BT #HE. Bx E—.
B/t =SB, EF &8, BH KE. BH &, Bl BX. #F =i
EMRZRERERE V22—

o gEE

BAEERKFENMSEE=EE

WHE —%. @i f1—

HESEMERER (AIP) %281 1g64 BE2HRBIL, & 164 MIE & HE MR D
EWTe 1G4 GER BRI 2 R e T 2FRBTH D, MIF 164 13 164 BEHEE D
EEMEERE S LTARTH 208, SRR REN 2, BEREOFMEICIE, BEEDE N
NRETOEERERENPLETH Y AP OFELRZWIEOHESINEET NS, B~ 1T,
TuaTA I ARV, 1g64 BESERE, FFIC AP OF LV Bli~—b — &R L
7o

ATP B (A7 mA NIRRT, WREGEETe) . T a— IR IR B, Hosik
JEREE B L OMEREE O MiE% A7z, ClinProt B — X, MALDI-TOF/MS fi##TiE®E.
LT ORI BRIKENC L BT 21T > 77,

ClinProt 27 A & MALDI-TOF/MS Z W= 70T 43I 7 2 Tld, BEEZF L AT a4
FEEF D20 AIP BERE L OB T, AIP BEHTHEICLF LTS 2 2O —7
(4963m/z, 2560m/z) 78Tz, B L, T/ a— L@ MERBERTH LR LTRY .,
RERRRMEICZ Lo o, TRIRRTE O ATP B MIE OB T, IBREBICEBICIE T
HE—7&/HA (5900m/z, 3224m/z, 2660m/z 72 &), BILOBEZICARICEET S
—Z7&ERA (2953n/z 72 &) @O, T, TREBRIKEECLS T T A IS AT
HIREIZ L VBT 22 HOEARRDO LN, TDHH 3 >DEEA (Apolipoprotein E.
Transthyretin, amyloid-P component) 23[RE N7z, ZIHIXAIP O L\ 2~ —
A—BEMTHY, IBEDRFH L EICAVONA TSRS EEZ LT,
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Mg BERBICEH S BARERICOER ]

REBREZHECHZAR
EBEM. TER

TgG4 BAE R BT MG 164 D L5 & BN~ D 164 G E M OIRE 2 K & 7
HEREBTH D, 164 OFEAIZIT IL-4, IL-10, IL-13 72D Th2 ¥+ oA &+
DI ENRBILTND N, 1g64 FEEAIZRE D 5 BRGESIED A =X LIAHATH D,
Toll-like receptor (TLR)=°NOD-like receptor (NLR)IZ{UER &2 HIARGE RGO
BRI PAY B RPUR A2 RE L, PLEEAS Th b & Vo I BRRE RIS FHET 5
Z B, TLR/NLR OIEMEALD TgGd OFEAICEAG T2 RN E X biLd, ABFEIC
BT Fe & I EEE AR LA 6 4B L 72 BBk % NOD2 ligand T % Muramyl dipeptide
(MDP) THIIE4 % & . B cell-activating factor (BAFF) ®pEA%EN LT, T MIEIEKTE
PEIZ BB S D 164 DEALZFET L2 L2 RWE Lz, £7o. 164 BERB B
DR MEZEK % TLR & DUV NLR ligands THIBT 5 &, 1g64 DEANFTEIND
TEERHLE, ZOORERND, 1g64 BIEE BEE ORME M EEKIL TLR/NLR £
DIEMALIZ LV | BAFF ¥ 7 UAREREE 2/ LT, 1g64 DEAZ{RET D Z & R
Ent, BEAERETH D 164 FULDFHEITILHRLERIE TH o TLR/NLR DT
{ERMETHY | 164 BIEREEITERGESUGDRF 28 R L TRIEY S ATREtEs
R ED,
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[TgGABHE = WL IR B OLWHEDHESL L IR IEOBFRIC BT 2898 1

X 4 K 4 R % W 4
PR Mg fo— |BEERKENBYEZME (HCEITRANE B &
WroesyasE HBE A | @RESKRFELRGENRF B B

P OHE | B EIAREE R R
JIl ks BEMNREREGEREZE T ¥ — B R
AR R |BEER KB E PR O T s % B
TR ALK R B E R IR L AR iR 5 4y By =
P BRBRERFRERER AR MRS - AR EIERE B B®
THE ® FURR R SEE SRR Su R AL SR R S e B #®
R 423X |BRESRRRFE IR E B O®
WH XEZ | RHERFEFFARNES ) LAESEY & — B B’
A Ei s TN KR FBE E LR e e il P WeHR
§ FNRR R FR PR R A AR R R e v L B P R B
KH B |ENKFEEEREERHE G
KIE 5L |4 s B SRR R ESNERHE R - RAEYSER HINERNETEHY B} %
S ESLRFERIEE & — - HILEEDER
BE ESmBER I mER Y v 2 — RSy — BRI L 5 — B
TR BE | ATETYRERERESTE W8 - REeEe el s
A BREL TN REREEBER IO O R R R S BB
T Pz FREFERRENTRERE & —H BN i ORM
RERR BV | BBk RERER EEHTE
FBAE & EWH R EIbErE BlE R
BEE R BN REE MR AR E RS R Bl &
T BT R KFEZHBERBE  E{aNE By #
=g PR TR 2 K S0 [ S e R B P ) 2 O
KE HE  |[BmBRBAE U F —d iRl LR aE E k&
HH = AR 2 I 22 PR S sl Y L B PN R 28R i BD
BEHR WHE —%  |BEEERRENEEE M GHLRITIRPFRE #ORD
TH73-1191 KB T 2-3-1
TEL 072-804-0101
FAX 072-804-2061
E-mail uchidak@takii.kmu.ac. jp
TEEREEHS WTF £F |BlEERKREREEFEREES I R
EEEE Y T570-8506 KFRATST M 7 SCEET10-15
TEL 06-6993-9403
FAX 06-6992-1409
E-mail yamashk@takii.kmu.ac. jp
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TR R, 1eCABRE L AR V) o/ YT SR B (1gG4+MOLPS) DFESLOD 7= b D581 HE

X 5 | K 4 P B % i %
BFZE AU R OH| R AR | @RERKFERSERER IR Mg B %
%R 4y B ZAR R | RAERERERE E R R S B #

ER #2 | RERERA MRS SUFRR A 5 # %
FPE 5 | BTSRRI S IR 2 # E£3
HEIE | WLk R SR R I S I SRS # %
fiRE | BT E R RSN RN R # 3
N s (R e s — # %
Tl | EREMKERE BV LM SR 2 B
KAz A | SREF KRS & S WFFURT SR BRI JE ik # #®
e Rk | PESEER KSR — PR S # #
AR HESE | @R ER RS RSB R I JERL L 5o Pabl 2 [ G
JUBF FBh | SRKFEMBIRELE Y ¥~ T - BERE # &
BFO%E W A AU T | SRER KRR ER SR IR # %
P RSB A EBRARESE - KFRE SRR ERE % - %
o | B U AR U ) Fsa s E 2
Bl A | RRERREG AR # %
AR TR | (B KSR S R AR 2 %
GYE R | W R SRS BRI R PR A RAT 543 B # 1%
R AHE [ IRER KSR # =%
Tl A | ALIREER A S S — PR B
A FEA [FLIRERL RSB A — P9 B #
gt BRI o — i 3
e R P # &
N 5 [ B E RSB # %
R MIE | U SLEAEIE I L AR A i &
BEF B | (EM RS L SR PR By #
Wi RRRAT S — Y e TR il =3
BNl i B | BEFR ik Ao P S OB B R T il &
g B [ RS ESE BRI - AR | o B iR
R R EIRE i £
S B | R RSB SR ER [ 3
HHA GG IRER K EIEB I E S B %
A A | RIREFR SR & BESEATIERT A d R ST e R [ .
Pei HERE (I LR SR SRR I S A S T i fifi
Wk (BA A v H —BFSERT (URT RIS HoOPr &
FA R TSR SHE S AR v 2 — oy —f
KA SFAE [BRSTATIECER A B LRGN 18 RS ST L R PR 3 &
A PER E‘iﬁlﬁff?jl’jﬂk’%ﬁmﬂ& - BES5 P il il
B SRR AR i fii
5 ﬁ?’r?ﬁ%‘k+I2f.§ﬂﬂiﬁr&é%l%ﬂﬁﬂﬂﬁﬂﬂim - RIZRK 2} B
AR FEE (RS S b R e ELE i &
AL BLREY |G YRS RIS (RIS - IRERE ) i B
ek R E LR ST A SRR R BOE R
TN WK R R A RBE ) ¥~ FH 23 £
FHLHE T RS RS A i &
BRATIIS e | SRS ﬁf‘HTU“ BENE o 5 — o
wH Ak ARSI i3 3
W ERTRR KF)EWT:LM%%%Y VLR —ERR 4 —  Thi Pyl i &
S R R SR SR SRR R S e 2 il #
A BET | B RERE IR S I SRR A S FHEeBdR
G T | RO SR P P 5% P 3 B
BHIE | @RKFERAEDERESRER S G AR B #
AR IR B RK R RIS (PR il Fifi
e PEA ST RSB A MRS BT R BRI i i
WA P (MR SEE PR S — i A
BT RE | ST T BOR A BRI RIESER s — & &
S G R | RS R R SR — PR SR i il
W Fafl | e RKF R Y ¥~ - BERPE 3 B
FA W | ASLEERAE R [ £
B R | @RER KA SE R JLi - G 3
R FEIE |G IRIER K AL SeIR R i i
A B SRER KA M GRIE T B #
ZoRZEm Y [GREMKEMEEEARE B 23
HE IS GRERKRFMERIERE B #
iy R @REFKFMREGE PR B #
PR IR | ERER KRR RS REBE
EREF K MR TIEIFF
T920-0293 F )N WAWIALERIMERT K5 1 — 1
kiis i Bl Bk $LMWITEL 076—286-2211 (F#H3539)
FAX 076—-286—-9290
e-mail yuki@kanazawa-med. ac. jp
ﬁ?R[‘_ﬂjc:r gk
@mgsin w ] g | LEL 076728072211 (ME3052)
e-mail hrc-jimu@kanazawa-med. ac. jp
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[TgG4 BEEEZR B EIFEL M HTE 2011

BAEFBE MR ENRERE REFESE
MMgG4 BEE L RRLMER B OBWHEORES L ISR FIEORRICE T 281%] 3
[HTRE, 164 BIESNRER ) o/ HEFAM AR B (1g64+MOLPS) DHESL D 7= b DEFFL) BE
(BANFIFERME Tk 24 F 3 A SHBETE

[
IgG4 BERAB LI, U/ BRE 1g64 BB OE LW L Bz X v,
RIREME 3 B VTR I 2 BB O ERCHE - IEEMRE R C 2RO 5 EER
HORBTH S, BEBIEERL UCIIEE. g, B - MRR, PREmER, iR
B, B, ATEE. WEEE. B, AINIRR. HIEME. BIAR. Vo8 BE. LRAR L
BELNTND, FENBHIBRICBLIUOLEEREBRL LTOKRBEHETHZ L0134
WA, B—BEREOHALH B, BEMNICEBSBSFEEICL YV B EREE
L. B&iER, IEEIC X DA%, FEEROMIREE. BHELicek R re
I CRRCEBRAELRMED Z L0 h D JARITIZAT u A RRERZ EREN,

)

[FER 2 A ]
1 BRERAVIZE — S 72 (IR R 2 OVE A D 2 VSRRt R, B,
FEET, IEEMEREEFED D,
2. MIEFRIZE 164 MIE (135 mg/dl KAL) 25,
3. REMBFRILITD 2 0%3 0 5,
OMRBERTR, : FBHA Y 38k, WEMROBE L BELERD 5,
@164 BT EARRRIEE -
1gG4/1gG EBtEHMIRR L 40% LA L, BD 1g64 (B EMARLS 10/HPF ##8 2 5,

EREDOSH, 1)+2)+3) ERIETOLOEHEEDHEE (definite) . 1)+3) &7
b D% HEMERZEE (probable) | 1) +2) DB & HI=TH D& EEDEE (possible) & T3,

BL. TEOMYMEBEBHEMA T, FWBOBMEE (B, BHY Lo R LE) RF
PURE (Sjogren SEMERE, FRMAR(LMERE A&, Castleman Ji. ZYRMEALIEIEBERE
Wegener IZFRE, Y/ aA K—3 X, Churg-Strauss JEMEEE/R L) LERUTZ - LNE
BEThHD,

AEEZIVEZ TERVEAICH, SEBOBMEEICL VBN FETH S,
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[zt ]

D) ABEEET —BRERESCEBZLBSENEMAOEM TS, BRIIC 1564
E@ﬁaﬁ%%%@?%l/f*%f%é LEDELEI=vharE P ATHY &
JRERAICE L Cid, K0 M RBSREOBHEEL AT LBEEL
VY,

1) #Ea
2 B AR MR LE (multifocal fibrosclerosis) & DERMIIRETH B, KIET
HOFREMNH B, 1g64 BIERBEZEDREBIIILUTOL SR b00BH 5, £<D
FEF CIIEEIBRICREN R LH KRB L L TOKRERT 0. B—lgRRE DS
aEbdH D,
O BOREMERERX (17)
1g64 BHED B O FE MR (autoimmune pancreatitis:AIP) B WIY 3 \BH
MR EOZE LV VEE{L SR (1ymphoplasmacytic sclerosing pancreatitis:LPSP)
LEIZTH D, AIP DEE =z &P REH#E (International Consensus Diagnostic
Criteria (ICDC) for AIP) X°H CiefEtEERERRZIIELE 2011 (HAERSS
B B HEME R BRI, 2011 4F) ICK VB T&E D,
@ 1gG4 BEERE{LMEAEE K
FF - AFAMRRAE CHREEIZ OV E A D DV IR B O R Te sk 22 &4 5 s(LEZ1 L
BRT, REEHAL CIIEEMOBEIEE 2580, REEZFEDRVEMLIZ G FEROEL
BHHND T EBE, BERAFRE U CIAEERELRET S22 L0% <. B
EROPERE R E OEBERE . B X ORERMEE(LERE K L OERISBO TEET
bB, Tz, FEEN BO00R ZREEGHEEE R ZBRNT DLERH D,
@ IgG4 BIERM - IRE R L CHERIRRZE
I1gG4 BA# Mikulicz & & 4. RFRE (RRCHAIME) OFRMBR. BT, TR,
H TR, NERRO—EOWT ORGP TH 5, RELSOIREERIZ S
EHEREEICRELZE LD L3 b D, 164 BAE Mikulicz MiME2 I*ﬁgfé
(IgG4 B Mikulicz /B DRBHTEAE, HAY = — 7 L UEREHHES. 2008 ) |
DBETE D,
@ IgG4 BEE AR RIAE
RS FEER, EEMEEER, MNKREEBEER BRI TVDS
® 1G4 BEMFRIRFE
FILKREZME R, /NEMIREE - fiafREE 2 & OME R L UMBRICRE &30
HERR - FiFS U o REIER & BRI BT OBEEECRERE RO LD &)ZDQ
JEFNZ Lo CIEMs BEER 2 £ 5, BMEIER, Vraf F—U X BEAM. B
SE L OEFINEETH D,
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- ® 1gG4 BEEEREIFH
Bl A RETTR (OEAMBEXR, BEEOS RIS RN, BIEE,
BRERERE) 2RH5 I L0NE, BRBITREEEASEETH B 45KE
HE (EHEERY) 29880 h 5, :
@ 1G4 BHE1 I BERME A2 / BY IR B B 2
® HEEDRBIIRIMER FRE 0> B BRER SR AR 00 SR 2N K B RO 2 TR T
5L bbb, BIREEAIIKBIRCLENAE 2OKICHRESAL, HiE -
BIREDIEE L LTRMEND, EREHHLEL . ZOHAICITEERAR
RRYLEE 2 P10 & B RS BEIEREE & OB RINRREE & 22 B,
© ZDfhEERE
TgG4 BMTZEHIRS Y o EROBFEZ ER e L, B b2 Y B b b5, 16k
DRIEHBEBO—EE S, M. BEN. M. JUE. . B #EE 8 U
Rl ETOREN D B,

I11) M FT R

O RYZo—FNARMiEy 7ar ) robd, miE 16, I D LFE2ROH
ENEL | EBHEMEZRDDLZ 081D 5.
MmiF Ie64 mEIL, MRS (7 FE—MEER, KEE., SEXWE, 250
4 Castleman 572 L) IZH RO LN H O AREBICHT U LR TIIAR VY,
MiE 164 ITEMEE COLMIC LR Z2BHD, L. Iy b T7ED 2 fFLU
LTI OFTEEENMEN E D|ENH D,
B —lg#sR 2 Ty 1G4 23 135meg/dl KT 1g64/1g6 BB E |z
RHEZERH B,
SDEC A, FE - FREABICBIT S 1664 DERIIRHATH 5,

©@ ® e 6

IV) JRERAERRAT
O B Lo L. TEERBHEN (storiform fibrosis) & 2 \W\TiE%E X 55HE
{fb& (swirling fibrosis) , BAZEMEEEARZS (obliterative phlebitis) AM&%AY
RIRBBETHY, ZORBEZHTEETEERFTRTHS,
@ 1e64 BEREMALSMI TR OBES LIZLIZA LN 5,
@ RERER & ORI b RS 1g64 B EMIROB B 2R 5 2 L
Db D,
V) A7muAF
O BV o EREBHAERE L AT oA FREICL Y, BCET B TREMEA
bV, REBAT oA FETATIBIELRETH B,
@ BWNITE 2RV FREMBERIRT I8 ETRETH D, 750, . %iE
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&, BT EERER CEEZ O L WS IR T, A7 a4 FHROH 5
BA. ARBOWREMEL H B,

@ VHFEREIIECREMEBERADOY A N5 4 2% LT prednisolone 0.5~
0. 6mg/kg/day BHELR SN B, HIENEE CTOAT a A NESHHIIZE % REd
X ThD,

VI) B4 d D 0IEERIT RE KA

O HIBBOEMEE (B, Bty /874 YD) I TREER CEMMIL D H 55 T
WTBZLERMNETH D,

© BELUER (Sjogren JEMRE, FFRMRELMEBE R, ZHIE Castleman .
FNEA% REIHRMERE, Wegener WIZERE, Y /LA K—3 X, Churg-Strauss JEfE
BHRL) OZMIISEBOBWNESCDMEEIZS & SWTRET 5,

® L H.0ME Castleman i IL hyper IL-6 syndrome T ¥, BUTEELFH/- L T
Th Ig64 BAERBITITE vy,
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TgG4 BEEmE LIRS KRR M ESE 2012

BT 164 BE 2R LR B ORBEE DML & 1R 515 DB S B3 5 WFFE3E
JEAE T8 AR D T RESE 2 R B3 2 R AT SR BE
H A JHIE s

[ B8]

TgG4 BEAEALIEARAE % & 13, M 1g64 fED L5 HERFTOMMEAL & 1e64 BEEMIADE
LWEHEZR 2R & 3 2 RIE AR OB LPERRE 2% CTdb B, IRABEL TIX2B M ORERE 222
RARZBORVELIZ S OB L LN E Z ERE, B OREHER 2 ERICEH L, E
{LPEMER RS . RAEREARMERE 72 E 2 & 0F T DERI L H DA, BM TRETIEA L H 5D,
BRAREORFE S L CIlI@min D B L, BAEMEEZ FIET D2 LNV, XA T A RIGKE
W RAFICEUS UCERRIE ., BT R K ONELED L1, BEHTHRIIRHTH 5,

AJE DWW TIEARE FRIEEE 72 & OIEEMER A, B X ORI (LR 4 & DERIN
WO CEETHD, Fio, FIERBHES DR ZREB(CHEIRE K 2 R 2 0ER 5 B,

[ERIRZ W vE]
A. ZHEE
1. JEEEBEAIC TR - FFAMREICOE AN, & D W REME OB E 75k %2t & BEIRE
PR D AR A 2R B,
2. MEZHINCE Te64 ME (135meg/dl LA L) ZB® 5,
3. BB, TG4 BETREAR - MEHKIRAS, 1964 BRI IEIEMAEIE D WS D & % 32
Wh,
4. FEREEEC LT ORI R AR 5,
O B\ERYD K, HEMALOEE & AL
@ BRI LB HIZY 1 OEE 2 D 1g64 BT E MR
@ TEERARHMEAL (storiform Fibrosis)
@ PAZEMEERNRZS (obliterative phlebitis)
FTvay ATaAf RO
NEAE A R -SORB I NAREE T 22 % 513  (Endoscopic ultrasound-guided fine needle
aspiration, EUS-FNA) % & TedSE AL D C & 2 FMMERIC BV Tk, JRER-CHEE 2 & 08
PG ZRMEIC, AT A FIZLDIBRDEEZBERICELZ LN TE 5,

1. ez 143, 1+2+400, 4000, 400@
. #®fZ 1+2+F 733
m. 2 142

TS L, BB & OBMRE, I LIRS 2O R 03B 6 H 7 TR MR AR
BREWINT D L BUETH D, DRHEIEL I SRV, BRFRAIC 1g64 BMEAR{LIEAAE 28 /8
BETERVER, BHICAT v A RIGHE EATOTICHFMMRIABNT D ENEETH D,
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[#7#]

1) EG2ZH

(1) REEpeetf

a. MRCP \Z TIRAEDFERZMNLI D HDTEEFHETH 503, FEAMIZIL ERCP ORI E &R &
IZ L DEBBEEENLETHD,

b. B OAREMEER AT DM O X THEE O (stricture of lower common bile
duct) ZfEH A, EEBEOIRE & | FEORIE & FIEIZ L 2B O 2 Ik U CE§ 2 203
H5, NETIE, HERIEOEEE & 20 ERoOBHiLE (dilation after confluent stricture)
DRI CTo 0 | JRBEMERLMEIEE RIZRFEAY R S 1-2nm OENOERIRSRZE  (band-like
stricture), 42 L YEIRZ AZ ALKV IR THERIRFT A, (beaded appearance), BYE L7z L 9 IZHF
RPIBE SR D L CW A ERFT R (pruned-tree appearance). BHEEARZEH (diverticulum
-like outpouching) #ERH B Z &ixb7v (F1),

c. EBHTA_REIRBLZSFCKEIBERITABIISEEINDE (K2),

Type LIEFERE DML & 7o L, BOECEMRERIC XD/ £/ FREER L ©
ERIABET S, BIERBEEMAE (Intraductal ultrasonography, IDUS). EUS-FNA, e, 8
EEMG EIZ L VENREEZIT O LERD D,

Type 2 (X FELE DH 72 b3, HFRIBEICHRAEN L L, [RIEMERLIEARE & & Ol 2224
%, Type 213 & B LHIRE OWMYLEEZ S a & RIS ~DROREMIZZEIZ LY
TEZ R RV b I EEN D,

Type 31 FERARA & FFPIERARE | o Bezg & & 72 L. Type 4 TIIIFFIERAEE O AT HRZZDFRD B AL,
WG IRERE & ORI & B 5, RS A (Endoscopic ultrasonography, EUS) . IDUS,
MR, BEARREICLVENEZTT O,

¥, DEANS B4 ORI SN WIRERE BT AERLFE L, SHBBE LT
SMERH D,

(2) EAEREAR R A5

FEERIBE B (US) . REES CT MR, REHS MRI Ak, EUS. IDUS (& CHBESRAZERIC 28 M D BE T,
JE T R A58, P, AMEE R TR —CTH 5, Tz, F DD Pagi LIS O RREEE
WRIZ VX IRFRRE | & IRGEIZ AR D ILERT R A 78 2 D RHEEI TH 5,

2) MKRE

15 1gG4 MJE & 1 135mg/dl A EB—2DEMETH D (MEFE : 27 xa A h)—ik), Ig64
BiE, 7 hE—tEREA, KK, WAL CMEBICLRED NS, AEBICHT LA
FBETIEAR, BICIRERE, W EOMOEREOEMRECLEMEEZET2HE1H 5720
EEEET D,

3) MEIMRE

AIE L H CREMERER & BRICEHT D05, B THIET DEFIOZEIIE LV, R, £A
SHRPE DTG METRERR « MR, RIRIERHEAE /2 & 23T Te64 BIEREBZEHFT2I 88D,
B OBE LB, BACHEFEIR - MER IR R R B I AL BRE &3 2 28 B ERIIC TG4
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BEERAR - MEHEIRA L BTSN TV D BEIE. FRIED b0 b &L, FRMEBMEE RO L S
WCHIEMEIGR B AT 0 2 LIXENTH D,

4) REE OIREMERESHIET R

AR BERS BRI RIEDO TR H Y . LRITER TH D I LHEV, Ll REIC ZIREYLK
IEZ G0 LT, BMED LREESL LRz L ETOREDCHTREMEAES L bbb D, REN
EREEFRLTDOOTHLHA I, RIEEBLIEIEE K & OEEREN L2 2,
—RXBE9IZ, FIERIIARE R & OERIC AV b D, RILEHAARE AR b R A RN T D20
(ZHEAT SH D25, @ 1864 BB LMEARE R RHEA Z2 TR B IRARME L O PAZR IR IR 28 7 & O R
BRE/DZLIFHLY, £, ITAOIBEICRAE 2B DES TIIAFERDPZEICE D2 Z LA
HD,

5) BRAMTE ZRETELIERRE
LITORR 812 82 ZIRAVEEALIERAE R 2 BRoh 4 2,

RIERE - M A
- MBER A RFMBERRR - A&
- PR LA e - AIDS AR E 2% F BTELERIEC L B IS

6) AFvarv: AT uAf RIEEOHR

E{E TRME BRI AR TH Y . BRRERCMIBRE T O S & Ly, BERE S
oo, . M. MER, BIEIR EOESNRE THRBE A LW LB 58, TE SR
DIREAHAR A BT D L 9B L, BERATuA R T4 TIVEBICELRETH 5,

AT uA FIRREITD L&, BT EORIGHEHERT L2 ENMNETHD, AT A FIEK
DREIED D IEGHIERE N T E TERWEA . BENLEEEER 2 SR\ - BRHl 21T 5 M EEHR
BB, Flo, —HOBMEEHERAETCHAT oA FREILIVEET DI ENHHOTHEELE
T2
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[gGARS EREIL M AEE % JRFEMEEEIERE 2

| HEEBMENEREFO LB aE 3 FIKIEE (band-like stricture)
(dilation after confluent stricture ) 4 H%IKFTR (beaded appearance )

2. FERIEE DL 5.BIEIRFATR (pruned-tree appearance )
(stricture of lower common bile duct) 6.F8=FRZEH (diverticulum-like outpouching )

B1 BEERICEDIeGARERILMBE R LRFEMBELIEBERDLE
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Type 1 Type 2 Type 3 Type 4

a b Y /
\,
P4 -
- - -
v

FHRENRE RS BRI & BEE

B &= G- 32
FHIEMRE  IDUS*(JEE) FF4E EUS (BB . %)

EUS-FNA*x (JEf5Z) TERHIEERNRERE IDUS (JEE)

EEER (RIEMREESHOBRR) EE £

X2 IgG4REEREEEERDIEEBDSEE

*]|DUS : Intraductal ultrasonography
**¥EUS-FNA :Endoscopic ultrasound—guided fine needle aspiration



