TECHREEEROZEICE TS EUS-FNA DB R

RIEKRFHIEHZAR
T#EN #.EF A

(FE)H O HREMRERX (LUF AIP) @ International Consensus Diagnostic
Criteria (ICDC) 23H)E &7z, AIP iX typel (LPSP) & type2 (IDCP) @ 2 DIZ/FE I,
AIP OFLRRFER 722 W OB EME D8 LTz, (B 8Y) 226 ZRHII$T 2 V72 EUS-FNA (2 K % AIP
ZWRER MR 5 2 &, Gaf58) 2008 £ 1 A 75 2011 4 9 A & T EUS-FNA Z T L7z 274
%1 (AIP26 1] JEHE 153 1), ATP26 R 1 BT D 19G Tru-cut #t& W2 23, & DAth,
WZiE 226 ZEfIEHE V2, (OFER) 1 ATP & e ORI, 2. fBFAE. 3. EUS-FNA I X %
ATP OFHEMRR R WEE () MBEAROERBCR I (S A7 =02 (HPF) £ (226G ZRAH$t
RV 25 BICHRED 1. (b)1g64 BEMERE M. (c) CD38 BHVETE MLk,
(d)Storiform fibrosis(SF) DOF M, (e) PAZEMFMRA (OP) D F E. (f)Granulocyte
epithelial lesion (GEL) DA MEA#RFF L7z, (b) — (£) 1% AIP26 B THAFT L7z, (fE5R) 1.
JEESE DLW IR 94. 8% | R FLE 100%, IEREE 95. 6% Th o7z, 2. BIIEILNENE 2 #1,
REREPS I 1 1, BEZE L. RERRZ L T, BE5/274 41 (1.8%) 7257z, 3. (a) BREGH
G HPFL0 fHEFLL F 2 FR{R C X 72 iEWNIE 20/25 6] (80%) T 1. 226 TH -+ fikkEr
BUIREECH o7, (b) 164 MM E IR L 13. 8+18. 4 El/HPF TH -7z, 164
e FARE S 11 8 /HPF LA EDSERIE 10/26 Bl TH - 7=, (c) CD38 Bt E MatL
44 58. 2+33. 3 {lEl/HPF T - 72, 1gG4/CD38 23 0. 4 B X T2 IEBNL A BIDH THhH - T,
(d) SF X 21 I CR D, (e)OP L 5 BITHEEFRE TH o7z, 1 #liL 196 Tru—cut $HZ
IBbL0OTHY, 226 BRE CREHELZ b DIT4FITH o7, OP BEEDLITAEF]IL 6
B TH Y, BRVIEFIETEDDE OP X 11/26 I TR bz, (f) 1 #ITGEL Z[FE
T&7z, ICDCITRIT D typel OFMRFTR 4 HE . U o EREMIARTE, 164 BB
B >10/HPF . SF. 0P @ 9 5 3 B LL L (Level 1) 258 7=ERIIX 15 1,2 THE (Level
2) 66 THY., 26FH 21 HiliL LPSP L BZWTHI SR, 72V @ 5 i 1 1T GEL ZFR®.
BEMHEKRBAGEH LTI LD type2 AIP LWk, (F&®) EUS-FNA i
LENHATTE L2 ATP LR OERZWICHER Th o 7213 & A L OEHIX EUS-FNA
TR SN EROFEMEMRZOFT R LD AIP &2 Wi T X7z, EUS-FNA |X ATP OHE/MF
Mk BEREE 2 bz,
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THCREMERICE TS [g64 EELBMEA D =X L)

BIEBREZEFHHILHFNE
Bt #£3X. &3 EX

[BM] B OmEiEEs (LUFAIP) i3 1g64 BAERABO—RBEATH Y | M5 1264 HT
RO _EROPENRN 164 ORENM LN TS, UL, AIPIZRIT S 1g64 DEA,
®, PURRF RN, REMSIZOVW TR A A TH D, 4EL AIP KM+ B U > /3Bk
V7t b ERFEMICHENT U, 164 EEAMIND & ToG4 Bt I DV TRET 21T o 72,
[FEE] XHEIC K H5REDE b AIP BB X OEBMHA, BREBERS LI UEBE AL
DARMM AR L, EROEICEI D RMMEZER (PBMC) Z0BEL. T, B MpE
DFfrET7a—YA AN =TT Lc, £/, MACS ©— X% VT CD19'TgD" B #llfa
EoOBELEA2 ORI TICEEL, 7a—Y A MA N T EITo =,

[FEIR] ATP FBE CIdtFRAE & bhie L. PBMC (2 CD19'CD27°CD38ME" gD T /B HE I 0> 2 BR
TR¥EMAZRD T, AR M E MBI SRR 164 BEUIFED Db oo,
MiF Ig64 IRERAFMEICHIIEN 1G4 BB Z R0 7z, M LIS O 24 Ml <
CD19°CD27 IgD™ F A — 7 B HERESC CD14" HEAZERIZ & MiF 1gG4 I EMRIFHII KL N 1gG4
DIFERRD bz, Elo, % APBMC LV CD19'1gD" B flfa % AIP B MIEFIE FIC
Beae Lo R, BRERAOMIMEMN 1eG4 BB LR 23Dz, &6, Z OFRMMIEE M
FEAT v A RIGEIC XD BBICED T2, BERLEMIICHD AIP BETH—E
1gG4 [ E M A3 RT3 A FEFI S A b vz,

[BE22] AIP BE TIIRIEREIRO 57 TR M AFICH 164 BB E AL O 724
MAEFBDTH, TBEMBELSMNC S B MlaCHEEKICb = R A b — ZEBIC L - T
TgGd BEUVIAENTEY, HIBBEFT~1e64 V727 7 X% F v ) 7—flaL LTk
BT R PUREIRE S AT ADOFENRE SNz,
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MMgG4 BYEREL IR E RERIRZITEZEIC DL T

"AEETNRFZAFRMEBERKAES. HEEMKFARFE ZFBEHC SRR
. CEMKERERERE VY —. "BRERBEEXRFREREGREALRA
B, SEHEEHLEFAREEILERNR, CEERERRRENBREZEN. "HALXEX
FHUHLRFREE. *AUBRERERBLBEARE, *BHETIRERERH LR
REWHE, "HEREFERKENFRER L V2 —HLEEAR., "THRZASHF
RERFEREN. TEFTRMBRELCHENR. CEMKEAREETEBE, RER
REPEXFFCHERARZ, ""BEHEN ALY —FRFBFHHILHFARE, " CHEMKE
ML SR AR FE M

KE BhBE'. @& F0—>. ) RS, &z MERS. MiE MER°. BHE £°.

WE —%%. BH %7, % B iR BRC. BAEF BXRC. sER FF'.
E&H B2, BEH ®EH'C, TH BZ'. KF @E'°. FAZ°°

TgG4 BEEAR(LIEARE 2 & FRMER LIRS K L OB 72 & OIEBIERZE O]
A TIERL, TRNODOFHRARBERE L THbILTE 7 1g64 BEM LMIRE 7
FEGI G 70 < 7V, & 2 CEYE 164 B2 LI B ORBME DML & 1651k
DORASICET A e EE (RIREE) 13, BAEESS B X OVE S a0 IFIRER B
B 2R ZREE & W0 L CAER 2 B Z SRR L TV EME 17 AnbRd U —F
VI IN—T R L, BT A ML HE RN AR 22 I 2 Bl YRR 23 4F
Bz 1 E, AEF 3 EIOZEEAICRBT AELRERIZL Y, 1g64 BIERELMEBE K DR
e R 2 B D215 & &b, BURMEM LIRS KON i 7 & OREEIEHRZ &
DEER 2 AT B W TEAEOBRZHERE (R A RWE LT, TLUTEM23F9 ADH
KIEEZERICBOTABESZBW%, BEZFEFE LICREZHHEL TT Y v 7 aR
v b ERDE, TORR, BRICRTERKZEEAEL TR T LI LB TE R,

AEFRZWEE T, STERBMAZPRICL, WICBHEH & LT BE ORI
BIRERETR. 2) 1 1g64 ME, 3) JBES D 1g64 BIEEHHEDFIE, 4) IREEEDH
AR RO 4 DOEBE 281, T b OMAELRICI V2T L 2R LT,
T, REHRBEEGY BEMICY = —<TRL, 44 7OREBERTEMIZBY
T, BT REEBLEBMTARERELZHARL L, SHIZ, A7 A FIZXDBEDR
AT arOERE UCERAL, ZERICEKRES CHARBZIEEICR D X 00080
Too ¥4 < D 1G4 BIEREALMEILE SIEF 2 KB L CE e HEME TR SNy —F
TIN—TTChHIEZFERTH I ENTEREANLRDHEETHD LB TND,
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g4 BEEBNERE Up to Datel

KR+ RENH

el T
SRAZWBRIREY 97T - BRANH
N Fsh

2010 47, Fex 1X A AROZ IR LFEFIEIC LV 164 BIE S RERE O EAM 2GR, IR
G A U722 (Saeki, et al. Kidney Int 2010)., Z DHEAFTRITMEMCB VTS
AU AEBTETCND, 2O 1L FIFENEEE 272 LT BREOZE EEIERR,
IgG4 & BAEILdH 5 A° 1gG4 BIER B CII 2 WVBIRZA ., IR FVE M B R D sE M 72 B
. REREIRZE, REIWCEEDNEE o7, AR TIHEIZE BT SICONTIRARS,

1) FRARAE VR B 2 (TIN) AELARk 0D B A 70 Bt

a. I1gG4 B TIN & 2 DML TIN OJEEBEMBERT RLIZ DV T o Lhlgim st

TSR G B LIS T O\ BB RV OB bz S, # T
&b A 2P RITIEERERHEL (storiform fibrosis) T, T B D AaE MR & i@
THHLDOTH-7-, (Yoshita, Kawano, Saeki, et al. Nephrol Dial Transplant 2012)
b. FEESEIZEET 2 E

FOLHURE, EFBEME., EEMREFIC L AR D, RMEEERICIIGRE S a0
U UMK DR, electron dense deposits DILENEMEEICED SN DL Z LRHG
METRY . SHIZEDLA, 1g6 T T A, €3, Clg REICODNTHEEMMATE S L
Tro Flo, AU~ 5, BEBEREICHLIREND D Z N RENT- (Raissian, Cornell,
et al. J Am Soc Nephrol 2011, Yamaguchi, Kawano, Nagata, et al. Hum Pathol 2011)

2) RERIIHZE

IgG4 BEEEIEIRICZ D D ARMBIFE O P TIIEERIES R S Z VDS, IR E &
DEPERHRE S, TeC4 BERAB L OFENER SN TW5S, (Tamai, Saito, et al.
Allergy Asthma Clin Immunol 2011, Ito, Kawano, et al. Clin Nephrol, 2012, in press)
— TR RBE S DU TR R PE B B E DS 1G4, Th2 dominant DR TH B Z L0 b
VUATEL VRO ILBEMEICHBE A AT b T\We, 20 1 ETHEL ORI, BERIMHZRN
BEMEREE & 1964 BhER B OBIEIC DWW TIIRERH R ANEL AR OBBETH S,
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eG4 B =R il D 2 M A2

ERKEMBERRE YOI F - BERAR
NE  FEh

1gG4 BEERE B D EE A2 BIRZIE 1e64 Bt E M D25 B 2 BB 2 £ 5 R B MEE
RKTh DD, REREEITORITIVERFREMEEBE R E LTAE L SO FTREER
5o T, AARBNESES 164 BEEEY — X 7 7 )V—7"ClE, 164 BEEE IR D
FERMSZEHEMEOMICED, AFRZER CHALINIES A EST 20D, 2010 4£9
ADEARIEFHFLY [1g64 BIEBERODMELRE] & OO T VT Y XA
ERRICEF LTm, T OREE, 5 iisk L 0 £ D7z 41 60 1g64 BIE B IR O MRS R % b
ST, 2011 4E 4 AW TREO 5 EHE OMASORIZL D (164 BHEE R O Wk U |
WERL S LTz, [1eG4 BREE N2 Wi A E] 1 B R REETR (CEAMEE
K, BEREOSZFEMEEE AR, BiEE, BREILERE) 205, 2. RTR., B
B ITAT & DB 23R, MIKREIC TEy /a7 U VfiE, EEEDLE, 5 I
MIEDWFNDEZRD B, 3. MIEFANCE 164 MAE (135 mg/dl LLE) 2RO B, 4
IR OB AR FONZLLT O 2 DOF R Z3 0 5, a. TR : FWAR D 88K,
EHRORMERD D, 7272 L 1gG4 BB ERIIEA 1g64/1g6 B HEMINELL 40% L1 k|
DT 10/HPF 2B % %, b, FEMAEZ Y FOREE R R L2580 D, 5. BlELL
b Oligids O EARRR LA E 22 U Bk IE MO R & Bk 2 80 5, T7E L
1gG4 BRGNS 1g64/1eG BEPERIARLE 40% LA . & 2N 10/HPF #8825,
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Mgl4 BERR - BRRKDOBRKFICE 1T ME 1264 HRE & BB DT

HLIRERKXZEFHBARFEE —BE

WA JTA, BES #Ht. B ER. &L #A. EK &L
wH EFF. B MEF. S8 BwE. BN BRX
RERFPENFMAMERERAE LY 5 —

&3 A=

[B& ] 1G4 BRERBOEMEBEAIZLIT H5AT 0 A FRIEOFDIEII RSN TWVB DR,
BEEEBIZHRALLTWVWIZI EHHMONTWD, L LEHBEFD 1g6 - 1g64 DB X
—URRBIBRIC OV T TOIT SN TR, £ 2 TAE, Ao bITEREE- L
72 24 1G4 BRERAR - MERIRIOESNIC BT, T b 2@ Lz,

[D53E] SR B D TeG4 BIER R « MEE IR A1 5> & Bk & 7 L= Bl & i L.
FRERTOMIEFER < —0 — (16, 1g64) OB EZMRFT Lz, EWBREL RO
TR A Ll L7z, Zods THR) 13, JREIE U CHESER) - BRI IRERIE R, 72013
BEEEE LR REE L EE LT,

[FER] TG4 BIEIRAR - MEVRARSS 111 Bt 24 4 (21.6%) ICHRZRDZ, FLAL
DRI CERTOME 1g64 A0 LAEMZRBDT, TERE R L EROER T,
WIZHE L 1T R DIBIRITIRE AL LTz,

[#Em] FARRICIZMIE 1g64 D ERE AR ONA, L LEMESICR W TH ME
IgC4 fED EANAHONDZ BBV, MiF 1g64 E EF OFHHIXEEIZIT O LENH D
EEBZBNTZ, IHIT 164 BERIR - MERIRA CIIMIRENAL & 1T R DB 0FBR L
BB A — LTV MERH B,
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MgG4 BEEREREE 1gG4-related ophthalmic disease [ZDLVT

MFEEEmRik R
Rz F

1g64 L W IHIREDLLIRERBEIFMT 5 L, ZHEBRRENZDORMEITHE LR D
RIRD U v A HIEER IR EN 2O T, s n 7 ) VBEFEBERE (PP
Tay MIXA) OFENGTE /7 ao—T )V7BHREIE G E SN AERIE. Z01F
CAEDIgCABERB L VW THIBE TRV, ZORBFHEL, 1G4 EREBDORE
ThsHORENHATUIRUIZAEHT A b, TgG4BMEY v/ BROBREZ 0,
M TgCAEENEMEE /25 R Z1eC4BEER LT 52 LT, £< OFHBE LR
HTETL IATHD, 1212 TRBIRZE L, PR B R0y 72 PAZE MR IR ZC 1386 C .
BRI A ED b DD T N storiform fibrosis S IXTE RV, & &b, ZZI
JRERRT RO L o CTED R A D &b, IgCaamtE U o Bk, #E, i
FIgCAIEE LR KB L LTOLA—1"—F v 7 Bhivd [TeGABERE | &5 5 THl
MTE, EWVWZR D,
23 T, RIBEAN S V| HREAR S MIRRE TET D shiid, £ MmiRss cmEs
R Th, TNEICARBKREA L 95 Z LICBEmid el 2ol RIRRHZ, Z ORI
RIRERICATEHRE L LT, SMRMIER, MikiER, RaREERE., RBRER
ENRFRAETAZENMOND XD/ o7r, 1eGARSERRE R B lgG4-related
Ophthalmic disease &\ RABFEA 1T, Z 9 L7c/R < IRFHEIRICF AT 2 TgG4BE R A
EAETDH =R B2 DT2ODLEFRTH 5,
BAEORMBEIL, ZORBLAFICE S LEEMZE D, HDEWVIEERNT 20, LD K
Wﬂﬁﬁﬁwn/t/ﬁzmwaﬂfw&m EThBD, &< E@Mﬂ@%wﬁ
%ﬁfiffﬁ%ﬁaﬁmlﬂﬁﬁ% NRBREE TR A LN DEFOBZENE LV, EEREIE
MIEAEL D D) LIRE~OBEKRBHEEDOD ) HITWBEOMELE X D, -, %
SEN B LN D HRMEIRERAE (REKEHEBIES) O—H A 1gC4REREA TH 5 FIHE
PERBHY  FEERE L TENEZETS, LrL, BIBEREAT oA FRIZB{ETDZ
L BEORIENRFERERESLT VI LAY, 20 2RBITTER E T ORRICL KIRHE
FMERH Y, BERMSIENS I E2XAT2Z L OBENBMDOND EIATHD,
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MNgG4 BEMFRREBRARAEOFBRE

BWKRZ', FRKRE2, GBMKES. KRFIFRSFZT LILF—ERE 82— BIU
RIdRmEk®, FIREMKXES. ARFRER. TEHKES
wmH HF. BRE BFE. WX FS AR BWC. R BIEY. FE K°,
IR AHS | REEBR FR . FH MRS, =B HERE®

IgG4 BIERBIZH T 2 EREFIREDOLEGEZRET 2 BT, MREIINIZER R
BU—% T 70— (W6) ARk L, H22 £ 9 A £V TG4 BIER BIZ BT 5 IR 255
EOERFE AR A B 5 2NCT 5 2o DS ek L R#% T EOERERISE ] (1L
RER 22-57 B) mBHAE L7z,

ZORMFHEDO ZHHHTEE, BEETOLZA, | RFEEDEZL L 22 RN D, 2
WREDEEZ 17 iR P HH TN D, TOFMMTOBRE T 07 ¢ — i, EHER
63. 9%, BT 2.7:1 THY, o 1g64 BIEEA L IZIERBEOMHEMmZ R L Tz,
BRI DOREREL, Ex ORECTRELET D2 ENBRI N, 80%LL Eix
MR SR % B Ee 2 BREFLL HICR A 2R 7oAy, FRUL 857525 BOMUE 61 & 2 7E L 77,

FMLUWEBBEETH D 164 BERBIXEZH2ICBmEnTninz s by, =
DOIER ZRBEMIREDOZMNIEFICH LV ORBIRTH D, & 5HIT 1g64 BB 285 B
AN S, 1g64 BtERIGRE 2380 2 MERERE B A RE SN TEBY . 4% LiIE6 <X
PR L COREA TR IND,

IgG4 BB FER AR E 2 2 LIS DR B GEERIT A 72 91id, 2011 AR S
PRERE S & W AR B D UEBI OB - ST & & biZ. Z OFFREREMBFE OB %
THOZENBEEIILRDTHA D,

FlEEBMRROERED ZH A EME RN S AN ELEFRICETT S HEE2E2 T
WETW,

IR 2598 28 OB SEIC B 2 WA bE AL
BEILRFREETHEE S ¥ — RHET
TEL&FAX: 076-434-7199
E-mail: gsmatsui@med. u—tovama.ac. ip
FENFIIUT IV IV ¥ o o— NalgE
http://www. sugitani. u—toyama. ac. jp/hokekan/other. html
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TEERERERICE TS MRNAEE DR

B RERRERER

RER EF

1 A e iERER (1 8 ATP) OFREEFAVRFE D 1 DI3HE LT, RIS TEEERRKE
{t. storiform fibrosis (IFFRRMBLEZONT VD, TOEEFITONT, BIERR L
DENERE LG RZED 722, £ 2T 18 ATP 9 1], 1BIERES 4 ] (IEVETE )
DOYIEA B 2 AU T elastica van Gieson (EVG) 4uf? . o —smooth muscle actin (ASMA) .
collagen types I . M, VIOFBEYAZITV, BRHELORR D LB BEREER L OENE
Et L7z,

1 B ATP Ci&. EVG B EIZ CTRIE S LD MHELIRITIZIE — 8L, collagen type I DF
PEAT RN A BTz M3, collagen typesIll, VIDBGMHET RILZ LA>o7z, Collagen type
I VIIEEE DA GRS . /NEERIZHR < FEHL L T2y, MRk o 88 70 B M D TESE IR
FRHEALo/NEER - R ERJBIBRIC A B A RIEITIZFE BN 58 Ao 72, ASMA [t DR
HMEZERIIEIE collagen type I DFEELDIRVFRME(L IR THIEMEIZIR D HiL, S HITEMIE
B DFESERARHEALBE TIT B BGRD B AL, NN - B _E BRI B O JER Tz Las
ST, BEEPERIZIIT B collagen type I DA & EVG Yua ClRIE S A MRHELER 11T
ERILC, BETIEREORABICEBHEFTRZH Y | S HICHERE 23 5/NERIC
HED N, FIRMEEMOE CiX, collagen type I IZH12 T collagen typelll
58 < BtE CTd o 72, Collagen type VIDBBVERT RIZZ Lo 7o, 1BMERES T ASMA B51E
MIXEwizZ LvoTz,

1 A AIP LABMERERIC 2 6 D BRHEIL ORERRER AT I IT R & BN id7e <\ collagen
type I WEETH S, 1 B ATP 1A S5 F AT O FEEERARKE L CII A BKE SR A3
%< WEHFMEMICBEL LIZE? D 5,
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Mgh4 B EZERBDRE ~ERZHZ R DIT~]

i LU K2 K e TE »H BERE/ERE)
B BB, 5% E

TG4 B BT, JRERARRE A0S 80 D 164" A% £F 5 T E MM, ) > SEREE
&V BRI O R E L £ < OlfEs TIIBRHEER LG OB EME S IRE RO 5
D, LB ORI L > TEOMBBITR LR - TRV | WEBHNIIRS TIdi
WV, &Y U NE RIRE X UE T IR &SI LB M FRIR S 1TER D D e
ZEBZN,

1gG4 BIEE B OREZMELE L LT 28D 164" MO MM X T, 1g64"/1g6"
cell ratio >40%232Wr LEETH 505, Z ORREBUTEEZ - TEMY Lo ERTF
FET 5, & ICIRBEEICRB W TIZZ DBEENEVVERICH 5

F 72, multicentric Castleman’ s disease. BEi) V~FHI5WILEDOMO B
SEEMHRER SR WTH ZOREBMEEL B I TR EEL FHET S5, Zh
O TF 1gG4 BER AR 13, 1gG4 BAEERA L [FERIZ Y » ECMICRE 2 B9 B #E B
<, N EICHEE 25,

K%@Tilﬁ4%ﬁ%$k®%%ﬁﬁgﬁ%ﬁﬂVN@&%@K*E@%%%¢
IMNZEERIZET O R A > N B RLIICIRR B,
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MG BEES V) v YRDBERRIZE T EYA bhA4  OEE]

FUIN R K 2 e ok 2 B 25 e 1 2R 5 BA T s R SRR
AT AL FHL HEX. B BE. BIR &

[BEI 27U vwiE (D) T, REERREELMENS SS o—Hl & S TE s,
WTAEREN SNTRBEES TH D [1g64 BIEERE] D1 2L LTHEBINLD LTk
oo DNLONDOBEDOHIETIX, MD DOIFRREBIZALC 1864 FEAITIE, Th2 R0 Treg MNEE
T5IL-4 & IL-10 BABES L TWAZ EEHLMI L TE L, 72 MD &, BERBRICIES
L (GC) %%&EE&:%&#%M@W&%%#& B DORFSE T, EETED 6C AL
R0 1gG4 BEEAIZ I EICTRAANE Th Hika (Tfh) MEEET D IL-21 REETH DL L PHRE
EhTwbd, £Z “CNB?%ET i, MDIZHRIT D TL-21 & GC BRI LU 164 EA L DB
HIZOWTHREZ1T - 72,

[F48F & F1E] 1993 4E 4 A5 2011 48 10 A £ T YR 22 Lz M BF 12 1, SS
BE4FABIOREE 4FE2RE Lz, ZL0REFOOER (LS6) ZHWT,
IL-21 OPEEAMPATH S Trth, Th2, BI O Th17 IZB#ET 294 b A VB I OEER
FITDNWT, FIEHRR b F YA L O real-time PCRIZ XYV F DRI AMNT LT,

[#2] MD @ LSG Tik, BEE LR SNT SS & H# LT IL-21, Bcl-6 @ mRNA FEELAH
TLEL TV e, F7-, SRRl CEN D DREE &z & 2 A, SS Tl IL-21
BELONTFh B4 T 6C o< B L Tz, —J7, MD TiE Tfh BE S 11X SS & [A]
BT GCIZARC BB L T W23, IL-21 1 LSG &RICIRWEE 2B D7z, DF 0 MD |

BiF5 IL-21 EAMARE Tfh 7217 T2 <. Th2 B XU Thl17 OFHE M)%;c biviz,
ZFZT, MBS ZINbOBESFOREL AL Z A, Th1T BESFIXIEE AL
FHEFRO IR o 708, Th2 BE S F1% IL-21 & RIARIC LSG 2{EIZ Eﬁm%éfﬁ%%&ﬁ:o
Th17 BE A F1E, MD TS E A E R ZRO o7z, Flo, MD D Ig64 FEA & TL-21
L ORI 7= = A, IL-21 @ nRNA FEHEIL, TG4 O mRNA ZEHEF L O 1g64 ik
R & TEOFEEEZRD I,

[f3] L oDRERI D, MD OEEKIRFEZE Cix Th2 2 EE & 32 IL-21 ORFIEAL
IZED GCDMEBEL., EHIZ 104 ~D T TAAL vy FRFEIND T L PRI S
iz,
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MgGARRE AR E DRI R A EBE

EREMKFMEREAR
EXR ER®E. B8R A6

HH - RIE T, TRROBHOZDIZ, BIHTREEEZED TN D,
IgG4 BHERBOIERIGH 2 MSLT 5 ; REBICAT 0 A RIAENE 2 EITRBRA
WCHIBIL TV, YIHIREG &, WiliE, #ERREERCICHAL T2 Ltz s
VAT, KE T, BREAFICAT D rituxinab BEOBERRBRBBEB S LD
ELTWER, ZNUFNCHEIEEREE LTORAT oA RIBEOT YT VAR N T HHE
MR TH D,
BT ARERPRATSE : T1eG4'MOLPS (1G4 BEE Ll U o/ HIHAEWRRE) DO AT 1A RIBE
Rt 2R ET 272D 0% 11 FAS sk L RATFEAEERZE]  (IMIN :R000002820)
BRI 5 4. Bk B EE46H1
HEZE B 2GR L OVE BB IR
201246 1 HAR BB, 1THERR (@RERKFE. BREFKR+FFHE, BBRARE Y % —,
BILKZF, BAEERRE, BERSINAEZ —, LIRER KZE, BHEREWHRE. ElIEFK
2. FEKRE, MPBER. BHRTE., TR, MILKE, EEERKARE, RFE
o —, —EREWbE, U EARRIE) CHREZESAREE WS, SERORR
HIM D 5 B 3ERRE L2, FEBGHN— 2% LEALFMEICEFESN TN D,
ERR N
FHER OFE AT OER N LY MBEBSEREMRE D . BREFAZ L FRICHEX
%Twéoﬁﬁ%@l%4%@f%®éﬁh%»%?é\i@%@mwitT/X%%
YD T DICHIFRAEERF N EE Th 5, AFRITS % LFETETH Y . BN
BROEME . X EBOEFBREE S % LBEV Lz,
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MgGARE R B DOBEE R FREMBT

'ERERKE - REEFHRM. *EREMKE - MREEARFE, °HNA - BRE®
VA —HIEARRAE., ‘RREEXE - BBAMZE

FiE BA', AE RHEC SH HEE'. MEF EXS. bR BEX®. BF 8%
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Abstract

Background IgG4-related disease (IgG4-RD) is a novel
clinical disease entity characterized by elevated serum
IgG4 concentration and tumefaction or tissue infiltration by
IgG4+ plasma cells. Although IgG4-RD is not rare and is
clinically important, its clinical diagnostic criteria have not
been established. Comprehensive diagnostic criteria for
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Methods Two 1gG4-RD study groups, the Umehara and
Okazaki teams, were organized by the Ministry of Health,
Labor and Welfare Japan. As IgG4-RD comprises a wide
variety of diseases, these groups consist of physicians and
researchers in various disciplines, including rheumatology,
hematology, gastroenterology, nephrology, pulmonology,
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