5th JWERFIE £ &

2011.8/6 (1) IZBVPEZEDEAETIZT 4 T AI—T 4V TIHEB NN &
BOOEMRAEWVWIEEEELC BICHYNRE S T WE L,
IgG4A ML Y 4 7 A —T 4 U 7REPR RS0 L, Z 2R LET,

EG 1 (RESARPT) 72, B
TR 22 B 72 OV DIRZE & 3880 T BBRIRVEBI 7208, EEAHER T& 37,
WE, BERRE!

JEF 2 (BEIREEE ¥ —) 52 %, B REIROABEIR T E £ mE S
WEEMIRZESH Y, BEEFTR & LT, 1gG4 BhEKEIRFRZ & L TR,
1My% IgG 2130, IgG4 539, IgE 204, KEFH AFRBRIZ IV T B O JE B L U
I IgGa+ E IR, FEREKIZE S v | 7272 LEMERIZ 2 L,

IgG4 BEE KBYIRIFZA + KA AJE B D 1gG4 ARIRE,

KIBDS A & DESE TR,

FEFI 3 (FEHEERPT) 63 k. &k

WRE U 8B ER, AF - AR RIERE. 2 b OFEMLIZ FDG E/H
RN, T LR —ERRICH LT LAX I (u7 LV —#l & prednisolone
2.5mg DAAD) AN LZET T, VU EiERITEE L,

U U SE AR TR, ARPLOBIERR L . IgG4 BBYERIIR 30-40%& Y, Lol
—¥RT sinus OHLIE & AFPERIEMEH U . Z OB 1T IgG4 BIEER B & U CidIEih
A, IgG4 BERAB LT & 0, & LIZEEH Y U~ FORIEITHED U o3
i L&), KO LVIER], 7277 L, TR L2 6 AR 22 BRE U
U FIEE NV UNEHE & IR R TE IgG4 BIERE L & b X IN
SN RTUNIN?

FEM 4 (ZERAREE- 2 RS GER]) 38 ik, Bk, EIRICEE LT, IRE
R, SR TR XAATEERRIREENZ., 1gG 2897, 1gG4 1440, IL6 3.5,
sIL2R 1300, ##ETIZFERALY LBk, WEMIL, FRRERIRE & SMErERREE )
ZHC, IgGa+fifn s Z5k, FEMAAIERALE LTiE, 1 ZPTIC Langhaus &Y
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EMilas & RIFEEHREDY ., ZOFREEI>BZ50? ATuA RiEE
L7278, SERITITEM L TR,

FER 5 (Z B AT - TR EIES]) 66 k. M, M{IZE FIRIE K (Kuttner
JEE) . FRZA., IREHRZE, IgG 3214, IgG4 1370, IL6 0.9, sIL2R 1130, #Hf%kT
. ARARFL OB & N RIREHE L, 1gG4 IR E MRS v,

JEBI 6 (&RER) 735k, BV, WERF., WEMRER, REZEER, S0~
ra7 ) CMUEMESEEE, FHE Y LV NEIRA, 1gG 4240, 1gG4 2129, IgE 10582,
sIL2R 1930, {EAHIAILAE, THRRE & AMITAFBEER - i EkiZ A EikE Lz,
Leukocytoclastic vasculitis O, FAEY o/ \HiClX, AR FAE TR
HEALIZZ L, TgG4 BRI AR R 7203 ARENIC b EENEICER O 5,
WA~ rsa7 ) CIENRERE ETAIE ORI~ a7 ViifE, FHH
72 1gE ME 2 788 7= iE i,

PLb, #RIEIOZKIIES TN, thoREBEEZAH L7z 0 e 257 B3 B
OEEICIE, KV EBERBENMLETT,

sk, ERROREEIT. B EAR) EAOFRE & BEICE SN THET,

D2, BB BRI EISWVWELEDL, BEZBEZIVUIEWTT,

FEGZ BER WS E LERAES, BHELE 2 —%21To TWEFEW54H,
ERREMEIT o CW W05 BRI RGN - L E 4,
SHELE LI BREWVAL EITFET,

GREMRTE MERENRY (K - U o~ FRBERR)
IEARRESR
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[gG4—MIGDE - HBIRVIS RME=E

JEAEFERENGE  HRtERESTIRITFEEZE  AFFESEn 40 B

MgGd BEE S ELREBEDDHEDHIL L BRAEDRFEICET 681%%1 B
MEREE, 1064 BE Sl ) o/ HBIEMEERE (1gG4+MOLPS) DHEILID-H DR Bt

201242 A 18 H

1. HnEo
2. IgG4WIZEEEZ L E CORME
1) 32 : FR 2146 A
2) %1 B FIFHE H214E 8 H 11 B (GR#R)
MEREE H214E8 A7 H (&R)
5 2 BB fREE H224F2 H 2 B (D)
HERIE H224E2 A 11 B (&)
% 3 B E MHE H224E 8 A 3 A (HU4R)
MEFEE H224E8 A 7H (&)
5 4 EIBERE WREE H22 £ 2 A 1B (5B
HEJRBE H234E2 A 12 B (&)
% 5 [P MIRPE H234E8 A 2 A (FUHR)
MEFEE H234E8 A 6 H (&)
5 6 EI I R EE - HEIRBES R
H244E 2 A 18 B (FU#B)
3. WFFEEERE AL
MEEEE : 2 5hEa%. 5 54
MEERHE : 5 2 gk, 6 64
4. WHEUEEIE®)
1) & #— [IgG4-related disease . IgG4 BEEZRE] (H224£2 A 11 H)
2) DUWTHEYEER Y —F L 7V —7 R 22811 A 21 B (A)  EE
3) IgG4 BEEE B AL W EYE/AR : Modern Rheumatology, 2012
5. HEATHTEE)
HEE - 1) IgG4 A R2 Bt bl - SR Er. BRI -2V CTOEEAR Dr.)
MR HE-2) IgG4 BT RIGEMIEEOHE : A7 a4 NOfEHAE L #F%EIZ W TUEER Dr)
FEEE- 1) IgG4 BaEE AR - B AR ICER Y 5 BRIR LB Al m & AF5E
6. IWERKEDOEY & 5% DFENTIZ DN T
HEFEE (100 A MmE. DNA, W, dkhi, @RERKXTHETE )
FFHE (110 iR D DNA, W, JEKFES /) AEFE L Z— LEBEERKRFES FEREFH
T CREMT)
THRA N IgG4 BHEEY VAR T ATDONT
The First International Conference On IgG4-Related Systemic Disease (IgG4-RSD)
(Massachusetts General Hospital, John H. Stone, Associate Professor of Medicine)
October, 2011
8. Stk DTIE L WHFREEDF3k
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EEFEHEPHE HAMREREMREE WREMSEH
TETiRE, [gGAREL AR ) o BT & (1gG4+MOLPS)
DHEALDF=HDWHE] BE

|gGAREER B DRI AR AEME

EASEBRFERRH AR B RIRAREEN
%m‘%vﬂﬁm/ﬁﬁwAH@Mw%%
2012428188 (1) @ AL/ LY TER

FREFMKE MAEREZEAFIE
EXR B, BFR A

[gG4*MOLPS i 75 tRER R BF3E
Fﬁ*ﬁ&ﬁ
RS Q011F2R81288%E) BHIEHIE

ETEEZE 104451 (E4E1004I LA E .~ 2 FF/)
2011&—4)5]11EHM FEBRIEG%ZE LES103

PlDEFEELL. BHEKT,
B, CRF, WEEARLGE DEURIEEH,

AR 3761 (B1R4661. 5 £/H)
Fixd !

[gCABRIIAT A RERARE MEBEEES EERZRRKER
TRMERTHEZBRREHH, (KIUE)
) RRERAE BHO . ERO

(1

(2) REAF+FHEE ?%O/%ﬁO
(3) ABRABEL S~  BHOAHO
(4) EMAZE 2O/ A x
(5) WK% 280 ABO
(6) BEREMR %%O/%%O
(7) BERINAELE— BHO/EEO
(8) HRERKF ZHO. %O
(9) BIRERKF DO A x
(10) EEREHR 280 BEO
(1) BEEXZE ZEO. B X
(12) RIGRE ZHO.AEO
(13) #BLBARHRE PO A X
(14) FEAZE 280, AEO
(15) KRz 2O, AR X
(16) MEHBEMRE 2O BE0
an ZERZE ZHO. Al x
(18) £iRKZ PO/ R x
(19) BHKXE 2Z#0.A’O
(20) FBKZE DHO, AEO
(21) ELKZ 280 BEO
(22) EXEHKZE 280,/ B8O
(23) RisERE 32— 2O AmO
(24) ZBREFkR 28O ARO

24E5R AR THEER

IgGARSER R ; RERDRE

[gCARERBIIRTOA FABENENT S E—MBICE
hTW3, LM LEALZFDREE - BiEE - #iEsh
Elx. % - TREEICEL>TWS, BILHEEXTO
B EEIT—#%Zprednisolone 30mg/dayk YRBRIR &SN T
WBENZ LD, FOMDBRFELETOAREEIZSD L
ZAaAvB Y RIEEHL,

l
[gG4*MOLPS (1gGARSE ZfdaR ) v/ \IBTEIEIREE) D
ATOA FAREHERET 5-ODOEIELHEHRELR
GIRAE:H: AP T
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9G4RS ERE DRI A HEEWNE

l . %ﬂ;ﬁﬂ?&ﬁ.i! prednisolone 0.6 mg/kg/day/533

10% every 2 weeks.
- #iFE 10 me/day SIE34 A

LL#& Mpredonisoloneff 15 1% 5 = (L8 L E D FI .
f=12L., Z<DIEFIE5~10mg/day DB HNNE

SRR R O FHE

1, IgG4-RDITZEBHRBEMN B L =8, Modified “Cheson’s
response criteria” Z#EH,

2, CT-scanTiRkBTIZ35175 the Sum of the Products of the
Greatest Diameters (SPD)Z 5.

SPD=aXb +c¢Xd+ seee
3, EERIEK EEX-FFEX - RE- BEXOE RO
4, ‘IgG4-RD BHEFER #E&H
*IgG4-RD BIEAER; R, B, OREEE, BREE. FAETE
5, AMRAT, 17 A, 124 B#IZCT-scan &Y., BHHEZEDSPD,
SSIEKX. 1gG4-RD BEAE R % T4.

[gG4*MOLPS (1gGABEELZfEas ) v/ \IEFEEIREE) D
AT0q FABEBHERET S-ONFEIBZHERER
AT A RHIERRR

IgGA*MOLPSE BT B2 () DHEEZ B DT,

X TBOAF prednisolone 0.6mg/kg/day &Y BEBRIE,

2BERAEC10% D DERL . 10mg/day1&l1‘§:[i1mg/dayfﬁ%b‘ fEIK
OEERT—2DHBIZLVHEEZRTET S,

Endpoint
Primary endpoint: Complete remission (CR) rate

Secondary endpoint: maintenance dose of prednisolone,
relapse rate, adverse effects

BMARHM . BEEHIE
SEER, 46 FEHINHE
IRB 17 fEER CREBEH

201242 H 188 ;37 B 8K H

ExEERERVIOFT A REERE

1, BRI O-ODEIL1045Z 5= T
2011 FE4RICEBERIRT.

(10041 LA £~ 24 )
CRF. REERERERP

2, AEREHELIO-OOWHETIL., 376 (BE46
5. SEER) MBERFEH o

SRELHEBNELBRBVBELLEFET,
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BEAEZBREHFE HIEEREERIRIREE SR o %
[TgG4 B2 SRR LVER B OBWIEOMESL L 1R FIEO BRI T 5838 (L) |
DETRIR R, TeG4 BIEZNGER U o/ SBATH ML B (1gGA+MOLPS) DFESLOD 72 b DORFFE (HEJRIE) |
=E 1g64 i< (1264 All Japan)

Ta s oA FBEPDRE

G, BAT LEFRRGT T 0 RE

HEF : 20124F2 A 18 A (&) 10 :30—17 : 00
2% ANV R 5B SEEA
TR T T R X RIRBEE 4 T VNS T 676-13
T 075-352-7444

sekekskeiokokokskok koot skokokoskskofokoskskskskskakokoktokskokskok
MISMERRE  BlEER KT NEZE =3
TEL : 072-804-2757, FAX : 072-804-2061

E-mail : igg4€hirakata. kmu. ac. ip

BEMEER  €RERNKE WRAENRZ
TEL: 076-218-8158, FAX: 076-286-9290
e-mail: iggd@kanazawa-med. ac. ip
sesfekekokekekskokekskskskotokokokekeiokskskokokskokotkotokskskskeskskoksksksiokskokskok
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EAFERFHE HAMHKERRMRER IR
1g64 EREMIRE

108530 93 BHSDRE
[Evari1] eG4 BREERBOERE (K107,
1) 1gGA BhEE AR CUfERo I AL E 2011
MR AR (GRERRFILIREENET)
2) AN IgGa BEERBERS VAR T T AOHE
M Fo—  (BEEERKRFRTE =58E)

ﬂllll
o
E:14
a
t\g

- 11 E00 5

[tviar2] 64 BBEHLRRE (FER109, /5D

1) BESEIHREREE OIEIDE - WLEIZR D K-ras Bla FAROFEOBER
PR OEE ESIERAREE PVED

2) HOSEIHEROBENCRT 5 EUS-FNA OF Htk
T M CRAERERTE IH(ERSRIES)

3) HOSEMHEERICIT 5 1gG4 BEAE LHE A ) =K
HEL e (BESRRRAETENH AR

4) TgG4 PEER LIEARE REGRRIEEE DT
KE 50 GEETR BEWED

12850057 BE

13 B 00 43

(7FHoUR : 164 ARMDSHEDERY #AHZDUNVT]
MR A (@IRERREEMEEPIRS)
Pl Fo—  (BAPIERIAPIREE =)

13 B 30 %
[tvia>3] G4 BESERE (FER10%, FM55)
1) IgG4 BEERBOBYRE Up to Date
| e (ERESREREE R
2) TgG4 BEHEE YR O EAE
JIEF Fe5L (BIRKFMBERE Y v~F - BIERIED
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14 8500 43

(Bviara]l IgC4BEES DY v Uk - IRRE - WIRERE (BR109, H#/5D)

1) [TgG4 BEERAR - MERIRICOBHRRH 31T 2 I 1eG4 HERs & FSE iRt
A JoA FURERKRFESFRE —ED

2) 1gG4 BHEARERA  IgG4-related ophthalmic disease |(Z-DUNT
LR F CEIRPNESESE S IRy

3) TgG4 BEERPRERA B R ORISR S
I B (B 2 —)

148455 a—ke—TJL4¥

15 B 00 53
[Lvea5] 164 BIEARROBERT (BR10%, HH59)
1) BESEIEIC I MR OB
MR R (REChIRHERRAT)
2) eG4 BHEABDFTEE BRI i —
(e B (R e

15 8% 30 &
(tyiar6] g64 BRERBOMRERN - AEME X109, HH55)
1) 1G4 BHER 7 U o ROFREFERIZEIT B9 A o DREE
kS BREL. BRI FESC OUNKZERF S SRR Re e
2) TgG4 BEHEZREBORITIRIBREIZE
IR FRE (@IRERKEZEMIEENED

16 B 00 43
[tviarT] 164 BRERBOEBOIIZE X105, HHm5H)
1) TgG4 BEHERBONERA SIS TSR
A BN (@IRERREAGRIEIIZEER)
2) &7/ LHETER SNP % V2 B CASE R DR &S T OfEHT
KH IERE I %S (BNKSEEESSER., ket #—)
3) FuT A I T AN X B H CSEEEEE r~ — ) — DR
PN 1B (BERBRFERFPRERFRATIER  MERRS - AIEEIERS)
4) 1gG4 BEEREARIZEE B B ARG RIS O
TE M. B2 Fn GRS LSRR

178007 B
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MgG4 BY:&E & B S IEFZ T ELE 2011)

MNgG4 BEESRLIEREOBEIADE LiaBk T AORRICET M B

FETAR R, 19G4 BEZ figigs | > /\BTE IR B (I9G4+MOLPS) DM D= DI
BRT—F255N—7
BEARY, EEBMN—2, JIFXFEY, WEERY, THRIRS, dR#EES., B2 V.
FEESAIES), REBRRER Y. EARRED, JNFFRIL O, ARET ), HEFTF 2, FFE ",
PRERE O, NEB TS, WARTA 'O, RFRHATD

'@REBRARFMRREARZ, AARRAFANFESBE, (ENARRERER2 VS
—. ERMELARBEAEL SHIEKFHCHBEZ DT, CAMKE O ESAEE RSB,
TENIRBERE S —BERARE LS —. SAMKEREREARE, SERPRERFRERE
BOOSRKRZEYOTT -BEENE. T REFTFERIEAR, ELUREREEER S -,
VREILKZESREFRER, RHEARREERESE. TBREHMAKRREERE.
TOHLIRERIRZE 1 AR T EMNARZEFEH{LSIAE

TgG4 BHEER R (I1gG4-related disease:IgG4-RD)Id. IMIF IgG4 il & IR E~DER L 1gG4
BHPETE E AR 2 R e 32 2 1 HARICAEENTZH LR TH D, 1g64 BIEZE EITRE
FOFE 2 DRBOFIEE B8, MF 1264 BEND 164 BT E ML ORI & v 5 i@
DR AR LI OIS LToRBE BT 2, MBEE R T, O MR O HME LN O RR
ECTHLEMTED, OFIRaOBWEE L ESMEL L5, OHROIRY fRld 25, @B
NS % bR 2 72 DI BEERB AT R A BT 2 . OX T oA FORZBBERIIHEE L2 En D
ayvE S hOY LT, [1g64 BhERBAIEZHI LN (Comprehensive Diagnostic Criteria for
TgG4-related disease (IgG4-RD), 2011)] Z PRI BRI TAFR Lz, EEOBEINMIBWTIL,

MgG4 BREZE B EIERZWENE] Tid., ERERE1E DR WGEE ORELE RN I TEWIES
WX gER L oD, ZOREEMMT D700, lEgeil 1g64 BER B AENLE TH 508,

MgGd-X 7 U » Vs WiikuE ) & [1g64- B OO MR ITELYE ) ([N A., #iizic, Blig¥ES
EDIFNC LD 164 BIEBERZMIELE) NHIESNTe, ZD X 51T 164 BhER B AFEZ M
B L TIEERT TG4 BHEREZEALE) 2 L FISHAGDED 2 & T, FS THOIEMIT Tg64
BB D K 912/ oTc, T EITALL Japan DR EF A D,

(ERPRRZ I £ 1)

1. EBRARIICE—F 2 IRHER CEENAVEAND 5O ISREHEXR, EHE.
e, IEEMREEZRDS.

2. MKRFMICTHE 1gG4 fE (135 mg/dl Lit) Z:BHB,

3. REHABEMNICLUTD2 D285,
OB R  FHIZY /3R, REMRORBERHCERED S,
@lgG4 IR R EMRT

1gG4/IgG I TE#RaLE 40% Ll £, B D 19G4 IRz E B2 10/HPF 28X 5.
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TRR b2 1g6d EREERY vROD LDOHRE )

BMEEMKZAMZE=BE CHLERIFRRE)
R fn—

DREDHIAE ST 1864 DEES 2 REEMSIT. BEMNCHERZBU-2H
V. ¥R 23410 RICIIHREE (AR, 7 U4, ﬁdﬁi CPE GRS, A
FUA AXVT, KAV, TTA ~YLF— F) 05 100 ARV OBFzes (5
PRSR HAERR. U Uy ~TFRBER. Mk, BiE. BE, Rk, EEER - aE, R
NEW, RA M ATBWTEEY VARY A (Tnternational TgG4-RD symposium] 73
B Sz, R VARY T AT, bRECR T 2EASEBEA VIR (FIBYE - #55RIE)
DEGHEARDL & FZERR TH D2 OB EEL BN Ui, 72, ZOEKEC VR Y T A
TiE, WIAFZEBEIC & Dt — KB4 D [1g64 BHE R (IgG4-related disease) | H3ERF
SNV, & DIZHIRERIFRE DAFR L W EE RS L OVREMEBRFT ic>»wTEh
ETNBWVERA 2SN, FLRARINHITFETH D,

INTERNATIONAL |
SYMPOSIUM |

IgG%RELATEﬂ DISEASE

" Mot T A -
ﬂ"‘ Ox:to’m,r 47,2011 -
Massachusetts General Hospital

A on, Massachuselzs )
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[HE BN AREOEIEE - S-S5 K-ras BEFEEOEEDKRE

#3 BA I L 2 P R
WE OWE. MM OEA. B %—. XB ENT. TE R, MR EE

WhEEE s« B OB MR 8 FIOUIRR WV LB AR U 72 Bk, 9 Bl o8k L7 ing
LREFE. 8 BIOUIER WV LA LB, 5 flokk Lo BRIE, 3 BloAR L7z K
BEAERE & . BIBR L7 BMERER 10 BlOERD T 7 4« O DR B, IBE ERz,
REFEREME. ERLBAE. B - KIBAEIEZ microdissection L, K-ras B FEEDOFEL
BB LT, 7z B OmBERER 3 6l & BIERER 20 B O MR T O K-ras BInFER
bR LT, BED K-ras Wi FER % H OB ERA 2 8 flOME L & 2 FlORRK
HFcEs, BRI S TGAT Thotr, T a— A MBMIEL T, &E D K-ras EE
FERE A GIOUREEL 2 FIOPERTIZFROT, £, BEDO K-ras B TERZBED
TS\ A 0F L7z 5 BlOTELIEIRE K OMARE FRZ (GAT3 5, TGT1 fil. GCT/TGT1
). 4 FloORBEERERE (GAT1 %, TGT1 #i, GCT1 fil, GTT1 #)., 4 Fl>EFLEE (GAT3 f4]) .
2 450D B REE (AGT2 ) . 2 D KRIGKERE (GAT2 #) (238872, ZHD 164 BT -
<> Foxp3 B PEMAR DR & £ O RIEMMHEMEZ (L ORI T, K-ras B TFERDORE
BED35RV ME ) 2 FE O T,
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TECREMEERXDZERIZEH 1T 5 EUS-FNA & Attt

RALRZEHEZAR
THEI #. 'EH H

TE)BCREMEER (LLF AIP) © International Consensus Diagnostic
Criteria (ICDC) 23HIE & 417z, AIP i typel (LPSP) & type2 (IDCP) ® 2 DIZ43¥E S,
ATP OFFREFRY /22 W O MM U7, (H#9) 226 381 & FIV 72 EUS-FNA (2 & % ATP
BWREEZRATT 22 & (KT2) 2008 4E 1 A A5 2011 49 A ¥ T EUS-FNA % JafT L 7= 274
Bl (AIP26 5l WEHE 163 411) . AIP26 Bl 1 FIlZ D F 196G Tru—cut #+% FV\=23, FOfh
Wi 226 FRIEHE iz, (5B 1.ATP & ORI, 2. (B3, 3. EUS-FNA (X %
ATP DR EHFRERURZMIRE (o) MLEMZEA O BEBUR L [ 5 R AREF (HPF) $% (226 26+
ZHOWT 26 BITHED 1. (b)Ig64 MR E M. (c) CD38 BT E M fadk .
(d)Storiform fibrosis(SF) DEHE. (e) BHZEMENRA (OP) DH M . (f)Granulocyte
epithelial lesion(GEL) DFEE M L7z, (b) — (£) 1% AIP26 il TS L7, (GEE) 1.
R DR WTITRREE 94. 8% | FFEFE 100%, 1ER2ER 95. 6% Th o 7o, 2. BFAEILIETR 2 4.
REREP I 1 1, BAEZe 1 1. MERRZE L G, BF5/274 61 (1.8%) 727, 3. (a) BLEGE
fkT HPF10 fREFLL b % fff C & 7EHIIT 20/25 1 (80%) TH V. 226 T+ fkEE
TUIFTRETH o7z, (b) 164 BHtETE M Ek 1% 13. 8+18. 4 fH/HPF Th 7=, 1gG4
BT B MR 2S 11 {8l/HPF L EOREBIIE 10/26 BT > 72, (c) CD38 MM E MLk T
#5658, 233, 3 fEl/HPF TdH - 72, 1g64/CD38 78 0. 4 ZHBZ T fEWE 4 Bl DI Th - 7,
(d) SFiZ 21 I TRED, (e)OP X5 FITRIEFFETH o7, 1 it 196 Tru-—cut &+
L2bDTH Y, 226 ZRE CRIEHFZ S DL 46 TH >7-, 0P NEEDINT=FERIL 6
PITHY | BEVEFIETED D & OP 1 11/26 I TRH S iz, (F) 14T GEL % [FE
T&iz, ICDCIZEIT % typel OMBEFTR 4 B, U U SERRE MRS, 164 BIER
E MR >10/HPF SF.OP @ 5 5 3 T H L E (Level 1) # 3RO 7-EFNL 15 B, 2 A (Level
2) 661 THY . 26HI1F 21 FlI% LPSP & BWrH k-, 7Y © 5 4 1§ T GEL %33
(af‘réjtﬂ%*%/\ﬁﬂrwt_ ED typeZ ATP L 2Writiskiz, (F &) EUS-FNA 1%

WCHEAT T & ETC AIP LB OEBIZENCAE A TH o 7213 & A L OFEFIIE EUS-FNA
T%H‘Xéz}’bfjﬁziiw{“@fﬂ%a%%)ﬁﬁi D AIP L 2WrCx 7z, EUS-FNA X ATP Dk
HRZEcER B X b,
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TECREMERICE TS (gt BEELEMEAD =X L]

BREDIRFEFHHERAR
Bk #£3. &8 EX

[Br] BHOeEMEES (LT AIP) 13 TeG4 BEE RO —RBR TH Y | M5 1¢64 Hi

KD EFCHEENRN 1g64 OREPM LI TWD, L, AIPIZEIT 5 1g64 DFEA.
%, FURFERME, FEEEIC OV TR AATH S, 4E. AIP K+ B U >/ VER
T7 ey NEFEMICHENT U, 1g64 BEARIE L 1964 MEHEIZ OV TR EITo 72,
[Fik] SCHIC XA RBEOG bz AIP B3I L OMBMERER . Bom B B L OMEE A &
DRI AR L, RERE LA XD R M EZER (PBMC) Z45BE L. T. B fMiaRE
DTFETZ7a—%A AN —THEN Lc, £72, MACS B — X% iV T CD19'1gD’ B i
EOBELTEL ORI TICEREL, 7o —% A A M) —f#TE21To7,

[#55] AIP B I HREE & Fbilt L. PBMC |2 CD19°CD27'CD38MeM gD~ R/ Hllfil oD A
TREEIN AR T, AR M E M I IHIERRE 164 BEITRD IR NS DD,
IME TgG4 JREMRENEICHAEN 1g64 BB AR, FEMIBLIA O 58 2 Hln <X
CD19°CD27 1gD™ F A — 7 B ffa=0 CD14" BARZERIZ & MLV 1G4 18 FE MR AFAYICHM AL PN 1G4
DEFENRRD bz, £z, @% APBMC X v CD19'1gD' B Ml % ATP B MiBIFE FIZ
Bege U7- B3 IREEA 2o AR TG4 FBLO LR 2ROz, b, ZOFRMMEEH
fuid AT a4 NRRICEVEBICED T 20, R EEMIICHD ATP BETH—H
TgG4 B PERE MRS R TF T DIERN R 6T,

[522] AIP B CIIRIERENR D 72 b F AR TIZ S 1e64 M E MG DB 72
MEBHTN, BEMBLUAAC S B MESCHEKICLZ Y R4 b= ZBBIC L - T
IgGd BWELVIAENTERY ., HRBFT~1g64 77 7 A %% ¥ U 7 —Hilg & L Tk
BHE T IR PUREE L AT ADOTFED TR STz,
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g4 B EREIL M ABE RERIRZMEEIC DIV T

'AEBMIRZRERMEEREES. *HAEERNKZRNRFE ZBEH L RTEA
B, CEMNKERERERE VY —. ‘BHRBELEXFRXERESHRETHLLERN
B CERERBMIENARBUHLSERNTR, CEEXERERENHBRELHER. "FlXEX
FEROACHRREE, " AOERZRFFEELCRARE, *BHEBHAIRFEXRFRELLS
KREARZE. "HERREFERKZNTRERt 5 —HLHZAR., HEEAEES
RERFRERER. *RETRFBRELEAR., PENXKERANEE_EE, "HR
REFERFBEHEECRARZE, ""BEHNERAAL S —h RBEFUEHLFBABE., " HBIiIXE
R FEEHESRRE A

KIE BARE'. BME F0—20 )1 %S, & OMERS, ®E EER°, HE #°,

B —%2 BF H7. 8t B, iR BR°. BF BHRC. RER ORI
RAM €72, EH ®=H'°, £H B k¥ @E'S, F@ £°°

TgG4 BEEREALMERRE 2% & R MR LM NBAE 28 36 K OB 72 & DIEB IR Z DR
IES TR, ZUODOTHERBRER L L TbhTE 7z 164 BB LR &
FEB S D70 2V, £ 2 CEBSA 1664 BT LIER B OBEEOMESL & 1RE T 1E
DOBRAFICEET 220 EE (MIREE) (X, B AESES R X OV 554 B o fT B R B
B¢ OMANIEHEL ) L CREB 2B Z BB L TV A EME 17T AhbRhdU—F
YT ITN—TERER LT, B A—C K DB RIS E WAL 22 R 2 |, K 23 4
B 1E, A5 3EOEESICB T HELEHEMIC I Y. 1264 BRE LIRS K D5
BRI 2 O 2 & & bio, FRMEE MRS KRB & OEBRE &
DR & FEIZE W AJE ORERZWEE (R) 2R E L, TLTER23E9 ADH
FIEEFESICBWTABESEZAW %, IEZEE RICAE2EBHELTAT Y v 7 a
v ek, EORR. BRIORTERRSHEEL SR T2 LR TE L,

AREERDWEETIT, ETRBMSZHAMICL, RICZHEB & LT1) BE O
HZ2EHEFT AL, 2) & 1eG4 MAE, 3) MRS 1g64 BIEAPHE DT, 4) IEEREDNE
HHEBRFHOTRO 4 DOHEBEZET, 2O OMABEDEICL VBTS2 L aR L,
Fio, REVRIEESREY BEAIC 2 —<TEL, 24 7OREBREZ R IR
T, BT AREEBEEMITRERELHATL L2, SDHIT, AT A NICX D BEDR
AT a v OEBE LCHRA L, ERICHEKRE TARRBIEEICR S L5 LRT
Tzo $%< D 164 BIEREALIENLE RAER % B8 U C & L BME TR SNz T —%
TIN—=TTHIUWEZ ZERT A E N TEERANRZHERETH L LEZ TS,
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MG BAEREDB®ZE Up to Datel

B+ RN

B BT
SRAZWRFEY 97T - BREARE
IE

2010 4B, T4 XA ADSL R ILFEMFIEIC LV 1g64 BIER EERE O LR RERKR, 7
PR A4 L7228 (Saeki, et al. Kidney Int 2010)., Z OFEARFTRITHEIMZEBWNTSH
AU RAEHETCECND, 2O 1 FEEFENERE X2 LT BREOBEEEIER.
IgG4 & BEEEILdH D78 1gG4 BEER B CII 2 WRIRZE., RS BE S KEMO MR R
Al RERIRZE, R CICEAPEE o, ARKR TEHECR ROV TESS,

1) PRAEAE R MR K (TIN) Ak O FE M 22 Fa 5

a. 1gG4 BIE TIN & Z Dfhod TIN DIEZEFABERT AT DU T O LIRS

Ty e ta DAL T ORI E Bt FBEMERT AW OB SN, FTH
B b B BT RATIEERRMEIL (storiform fibrosis) T, ZiUTH CAEHERER & i@
THHLDOTHoTz, (Yoshita, Kawano, Saeki, et al. Nephrol Dial Transplant 2012)
b. SEEERICET D

HOEHL AR, BTN, REERLRIC L AREND, REEEEREICIIRE S v
Y R0 DI, electron dense deposits DILENEMHEICROOLNAZ EXAL
eI EBICEDSA, 1g6 VT 7 T A, €3, Clg e LDV THEEMATEHS L
7o F70. AU~ BERECHLIRENRS S Z Enmalz (Raissian, Cornell,
et al. J Am Soc Nephrol 2011, Yamaguchi, Kawano, Nagata, et al. Hum Pathol 2011)

2) REREAPTA

TG4 BEHRIEIF 1A DD REKERE O P CIIBEEEEN R LWV, RIERIERER
DAEPER IS S, 1g64 BERB L OBESER SN TWD, (Tamai, Saito, et al.
Allergy Asthma Clin Immunol 2011, Ito, Kawano, et al. Clin Nephrol, 2012, in press)
— TR B (2 D TS B E 2 TgG4, Th2 dominant ZRRETH D Z ENnH
LI & v e db@tt i Bk 3 @i S Cnie, T O 1TFETHEL OFL, BERASH RN
RS E & TgG4 BEEIR B OBIEIZ DWW TIEREAHALR AP L SHBOBRETH 5,
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MgG4 BEBRADZHELE]

BRXZMERE Vo< F - BREAR
Ng 3T

1G4 BER B D FERBE R 1g64 IBHEREMIROZFH e Bl 24 5 RE BB T
RTHDLD, RBEROATITORTVIREREMEEBERE LTRE L SNAREER D
D, £Z T, HABBFES (64 BIEBIEY —F% 7/ 7L —7 T, 1g64 BEB R D
FRAEMS L BREMAEORIZAD, BAERE TER SN A AT 720, 2010 49
ADEAERF#ELY [Te64 BAERBORZEEL] & BHOEZOOT LY XA
ERUICETF LTz, EORER, 5 Mgk L VED T 41 Bl 1g64 BIEB R ORI R4 b
EIZ. 2011 F 4 AICTRLD 5 HE OMAEGLEIC LD 164 BEHE B g D2 W EL 7 |
DERR STz, [1eG4 BER R 2 M A E] 1. HG RS2 BREFR (OEALERE
R, BREOSZHEMEXL AR, BIEE, BREIEERE) 20805, 2. RATR., B
A O PORE 2RO, MEBREICCEy /v VifE, EEELE. & IgE
MIEDWNTNNERBD D, 3. MIRFMNCE 164 MmE (135 mg/dl LLE) %3 5, 4.
B OB LN U T O 2 DO REZRD D, a. MEEFTR : EHARY L8R, ¥
BN OREEZRD D, 7272 L 1g64 BIERE MR 1e64/TgG BMEMRL L 40% LA L=,
& HDUNME10/HPF ZAB 2 D, b. RIEMIAL 2 B TR0 B L 2380 5, 5. BligLL
S Dligids DR B ECFE R e U o8Bk B MO R & BRMEL 2R B, 7L
1G4 [T E M 2 1eG4/ 1eG B MEMIMREL 40% LA B, & 5\ \id 10/HPF Z2#8 %2 5,
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G4 BEERR - MR X DQBMREFCE (T HM05E 1664 R & BRI D ET)

IRERMKRZEFMARFE—HE

WA A, HES ft. &R EW. 5L #Hh. BK KU
wH XFF. K MEF. SF B8 B BA
RRARZEMZEHERERERMAR LY 2 —

4 A=

[BA9]1eG4 BRERBOEMEANILBIT HAT A NEEOEDETRINTND N,
BELEHICHRLLTWI EHMbNTWD, L LEREEOD 16 - 1g64 DEHY /X
— R AIRESIC O W T O STV, £ CTAEEl A bITHERE &L
7o M TgG4 BEERAR - MEMRIRKIEGICIBWT, T D 2T LT,

[ 73] B RN @B D 1gG4 BB R IR - MEHR IR R EFI 2> & Bk &2 7n L TER 2 fli L
HREROIMEFEH~—— (I1g6, 1gG4) DHEBLIKE LTz, w2k & BAKEO
TR 2 LR Uz, eds THER) 1. JRAIE UCTHEZR - AR E R, £/
HBEEELZROIREE ER LT,

[#E3] TG4 BIERIR - MEIRIRK 111 Firh 24 & (21.6%) ICHBREZRO, ZEAL
DOFREICERTOMTE 164 EDO EFHEMEZRO, E-BREE LT FEHORER T,
WIS & TR DRI E Z AL LT,

[fEam] FRRERCIIMmIE 1eG4 fED LA PRO bz, Lo UEMEFNZB W T M
IgG4 fED LR NRHLNDHZ EnH V| MF 1g64 fE LF/ OFHIITIEEIZIT O LEXH D
EEZ LN, EHIT 1g64 BIEFEMR - MEMRIRAK TIXPIFEENAL & 1T R D lgEs OFR S
BEICT7 A — LTS BERD D,
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MNgG4 BEEERER &L [gG4-related ophthalmic disease [T DULNT

MRBEmk BRR

=W i

Ig64 L WO RRENOIREEREZIFIMT S &, ZRBRBRENZTOR EICEE En s,
FERRD Y MR IR EN 2 b O T, /a7 ) VBEETEERRR (P
Tay MIED) OFRRNLE 7 a—F )L BHIRBEENGE SN DEMIL, TDIF
LA EMPIgGARERE R L Vo THIEE TRV, Z ORFZE L, TeG4fER B ORE
ThHHEOAREMRERTCLUIELIEEHT 2 Z 0D, eG4 Y »RBRD B A2,
MHTIgC4RENEME L 720 TRIBEK] ZIeC4MBER LT 52 ik, < OFHRENR
DTCEIEL ZATH D, 1272 EIRFEITIE, BERF ELIC A0 72 BAZEME R AR 13 ©
BE L REL RS SO D Z & storiform fibrosis ST TE RV, L&D, T 2T
TR ROFEMBEERIC L > T RR DS L b, TgGABEME Y > BRI, i, M
PIgCHRE LF. R E LTOF— =T v 7 BNhbiud TeC4BERA ] 195 T
DTER, 2WVZ D,

T RBIERY S Y | FREAR MERE CET L S, 25 MmEscmREN
< Th, TNEIgBEBEER LT 52 LICEMIT R oo Te, BT, Z 0E#A,
RIRERIZEGFT WAL LC, AMRFFIER, MiRiER, SAREERE. RIBREER
EBBETDHZENMOND X572, 1eGABEIRER R B IgG4-related
Ophthalmic disease & W\ 9 BB AL, Z 5 Li/h < IRFIEIRIC AT 5 1eC4 RN E R &
EAFETH=— XIS DT ODEHTH D,

BIEDORIEIL, TORBAFICE ) LILERIZE D, HDEWVIRERITE0, &) g
WIRBABEO 2B P ARELN TN L Th D, & ITEBRMEBIOBENE
HEREMREFERE. SMRGRETZ TR AR LN DEF OB EE LV, EELRAREE
WFEELD DD LIHE~DORERZHEEDO S Y HFIIMBROMBELE 25, £/-, i
KNI ON D FFMEIRERIE (REREEBIEE) O—NgC4RER A TH 5 e
HRHY FRE LUTENEET S, L, BIBRREAT o FEIZBLERT 52
L REOTIEPBFERELBELT VW &2 L, Z02FRBITRE L ZFOHRIZE KRR
FEDRH YD | BRGNP ZNOERBITHZ EOEBEENPHDONE EZATH S,
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