HOITEN -T2, IBRMEICEROGEEZ LTCWD Z Eidbho7zn, BEDOLDIIRD LN
olo, BEREIZE DD E, 1) KB 164 BN ERE LIZEFTHh o7, 2) Kibim
ERWTET vz A TIEBNME B RFURIS S U, OB E RO, 2O &Ik, 1g64 B
REOTIIBHNMEN FOREICEDL D LONEETHAEENRDH VY . BRGEDOFEME
(TLR/NLR) {2 &V, IgG4 EANBHEINDONE LV,

HARGEDOFEMIZ LD 1g64 OFEEITFTEINDIONE D Z L2 L0, Ko
TLR Z R L 7=, NOD2 D T A H o K TEH A MDP DRI C 1gGL 1ZEL U 1G4 OEEANHE ST,
WWTHERBBEZDOY A A 2 IL-6, IL12p40, IL-8 D EA % B 723 MDP I A E 2Nz 780
Rhotn, EERGEEROY A N IA v IFN-g, IL-17, IL-10, IL-13 {OW T RN R A B 72
HEIMIERO bNRhoTz, LD E DEFE ADOFRMMIZIBT, MDP {2 X 5 NOD2 OfF#ALIX
1gGA DFELE & W HAYICERE LT, 2) MDP-NOD2 IZ & 5 1gG4 MDFEAIZRY L Tld B AR /a0
BROYVA MHA OBEEIZZ LNEEX b, SHILINLR DR L 1964 FEAEIT DOV TR
THFETT,

Q. BARA® IBD TiLNOD2 D& IF v &bt TWD A8 ?
A JREETIE /2 < 1g64 PFEAE D biology &V ) S THE Z UMD DN 50 LivRv,

Iuves b9 IgGABERRICIT DIEMPUR & REHIEICE T A% (rY =y MY —
A — . [ElEFn—)

1) T1gG4 BEEFE{LMER BUCISIT B CD163 [BIERFER MR O IR (R 148 BERFER) X
RE BERFEET

Storiform fibrosis & i, ZAEHIARIZE &/ NASHEER AR &2 . TEERORZEES &R
THRET, RIS E I ERBEOHMEILEZMES, BB L T 5 & Storiform fibrosis i
BEIZLPSPIZE L | IFHEZEITEE CHERICZ V. Z O/NISERMROMIIZ/ RIS
FEEREF N HERO D, = O/NUKGEER OMALIX CD163 BBtk <27 v 7 7 —UTh o7z,

FIEABIZ T CD163 Bai/ MU SEE M ORIE 2 VR BILa 7 —F U~ BE b > T{T
< DA LPSP DR TRV EE X T 5, D163 1k, Bk - v n 77y —VIKBRNTH
D, ~NETR /AT N ITa U BEROZEER (AR Ty —2 508 | Mk~ uTy
— TR FI, B MBERD 10-30%IFHR. BHEREOTHRIRE, BMERIE CRITUE (K
FEOHHI?) M ~wru7yr—TDOv—H—Thb, (D163 GHHEHIIIEE CHR DN DN
LPSP IZ L9 5 LA ianZ & b oo 7o, BERABIC S LPSP A DIRE TR D b 503, D163
PR MR I3 NG SR AR C i 22 < FREER S E 5 T B,

DLEFE®HBE, 1) AIP/LPSP 2B\ T, CDI63+H N~ 7 11 7 7 — I D P A N BRI I
bILb, 2) D163+~ 7 1 77— storiform fibrosis MR+ M TH S, 3) BED
B S EREOMIITFEO 6N A0, BREITERE CTHD, 4) T OFTAED, AIP/LPSP &R
BIC2lid A L CHEBACOAMRERbLD EEX LN,

Q. CD163 BEMEMI O B FIZIE THIFEA WD E 0 FFEIRR EDEINTVBEDOTE N ?

A =< b ERA,



2) HOSEMEERIZIT A HIEME T MiaoXE] (BHeaEE  Minf—) BRE NE—%,

H C AR B OFIEIZHIENE T I (Treg) BB S- L TWB Z N < HESH TV D
25, B OSENRERICEBTT D 1g64 D&RE], Treg OFESIZOWTIERZHEH S A TWH RN, &
Elbivbivid, H OGS BREICRBT D Treg & Te64 BB EMBIZ DWW THRT Lz,

374 DB CREHHRBE - 39 ADOEAN - 41 B OEBHERREE (T a— R 21
& HEREMEREAR 20 £4) OFRMMA D Treg (CDACD2EM ) T —H A N A MU —& FAVWTHE
Wr&aiT>T-, ERPEREOSE T 6 il & BEAMRZIZ OV CI/EAK ATP18 1 & PSC26 fillz >
VT Treg & Tg04 BEMEMIIEIC SV CRRET L7z,

H R ERER BE D Treg (3. 17£1.61%) B A (1.86£0.82%) « 7 /L = — /LPE I8
P (1.89£0. 45%) - Kp3sMHIBMEREAR RS (1. 8510, 64%) L LI LARICHEML T\, &5
(2 IL-10 FEAEME Treg (DWW TiL, IgG4 i & HIEDFHES (R=0. 53) 33 b7z, FERERRIZ D
TIX AIP Tid Treg 1% (24. 6+18. 0 cells/HPF), XIZRAEFE L (5. 14344, 35 cells/HPF) TH -7z,
TgG4 BRI ATP TlE (24. 6+18. 0 cells/HPF) . %4 E Ti (1. 90+1. 05cells/HPF) Th >
77 o FFRRERIZ DN T I ATP Tl Treg 13 (6. 33+1. 53 cells/HPF) , PSC Tl (2. 04+1. 59 cells/HPF)
THoTz, 164 BtEHMaIL ATP #38 Tk (14. 346. 86 cells/HPF). PSC Ti (3. 58+0. 60
cells/HPF) C, Mg, FFi& & H 12 AIP JEB] CiE Treg, 1gG4 BBIEMIAE & bz L T,

UbEFEEDd L HODREERBERIZBW T, BRE. BEIMRZE & b IZ CDA'CD25M Mk D
D& eG4 MIEIZRIE L TW\WA Z &R I Tz,
B O# A CREERIZR L,
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Rk 21 FEE 2 [RlEEEHG

LR EERE - BFROED T WA EE - Migf—

HER OMIFSEAE L Y 1g64 BER BIZOW T OMEIZ DWW TN H - -, B BB s Gt
M I1g64 REETH V| 1g64 BEEEMHEA L ORE, HESREOHBERDH T, Z OHF
FEHED BHIZOW T T ORMBAR S o 72, 1) FIEERFREDORIELZ A S M T 5 Z &1L v 1864
BEEEFREL L TCOMREHLT O L 2HWET 5, 2) 164 BERBICET D EKE,
ERERIRER, ERPRGE, IS, BT ir. 7 u T4 Y — AR OWFRE PR T A EA T 1
V7 M EREE U CHEBENICER TS, FROMERENEFEET SN, SHFLENR
WREED, FUREBEZHOFmMMNS R TWAOThHIUL, EBLEHFE— LAROILE LCHF
REBED TN T EHEEL LTHRAINT,

[1g64 BE RS HEROERER] (a2 b —F—: BiGf—)

1) [IgG4 BB EE ] (BT 3 BEEINEO - D O— R EERERE

fEfI—, O WH—%K (WFHEER) .

TN TR SN T=2EREISEEN S - - sk id 250 figk T, H OBtk o2 EERHE
EREHIT 2709 AL EbN TS, £ 2 T Ig64 BEOEFMEEREE Mikulicz %5 - 1gG4 B
12 RENEARHEIE - TG4 BIEEREIE - 1G4 BEEIR R - 1G4 BEIE Y L/ REifEKR) ICHOWTHHE LT,
XHEEMEER 1L B DA MERER O 2 ERRICEIE U 250 gk Ok iang,. Eaf, \BR. Uy
~F - BREFE, WRESEHZT 7 — &2 3fF Uiz, 20 250 fEskid B BRIz oW T
FLWHREEZEZ DNDSD T, FHIIBWVTH A OB MERER - 164 BIERBICOWTHEL
WEWH ZEWMRETH D, T D 250 fizRIZITREOHEEHERE D 36. 05% D EBEENGFET DD
T, 2D 250 AT OHERHEE D 2. 173 A EEMHEETII RS LIEL TV 3B,

H O HERER &0 L W IR B OREFHERSEE HIE. Mikulicz 513 4304 A (95%1E48
X[ 3360-5048 N) . IgG4 BHE AL RERERRMERE 1L 272 A (95% B HE X ] 264-306 N) . TgG4 BEE
BEIEIL 57 A (95%ZHE K] 47-66 A) . TgG4 BRI 354 A (95% EHEIXE) 283-424 A) |
IgG4 BEEE Y o EfERIE 203 A (95% (E4EXH 187-240 N) FHETH LE 2 bz,
INbZEELOD L BORERERRE ALV 1664 BER B2 H R B O ERSZIFE L.
5190 N (95%(EHEXH] 4141-6084 N) &E X . B O MRER OHESHE RS EE IS 2709
ATHHZ L EADLED & 164 BIERAIL 7899 A THI 8000 A& W I EHEICA 5T,

MR LY . MEBHIAE RO BE ISR KENSRER KZICMOLPS 1ZE86IE £ 5 LIRE
L. AINBEOANONOEEHEH TS & 204EMEGFTHE LT2400 A, 1084EFTHELT
12000 N\BBE L EZ bz, ZORBEENETH- QAN L THEHERIIREX L EDS
T ch s,

2) [T1gG4 BAE#ER - B OB MERERICBE T 2 BRERRTH & FF5E

MiFfn—, OWNH—% (WFEHRFEER)

1 RAEERBHOMHRITEBH LU TR LWL &, 2KRFEEOTZAFTEICOWTELEF LV H
H LT,
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1) M TgG4 fE & B BB ERER ORESMRE R L OREIREs OHEE & OBfR (FFesHEE « i

)

R EE (ERENARERE NE

B SRS HERES CITEERRIC W TllME(L & TG4 BT MIlL, U o R ENEHCH S, £

7o FAZEMERRIRE BT R Ch 5, E7o, BINFE TH 5, (LB K. MR O 5 %,

BIERERRHEE , LR IRERIC S RO AR b s, ERICEBW T b O E X

55 <. U U SENTITRMEL S R o720, LB ICBWTHE ., KIBOARIZEW T 164 Bk

HMBROBENROLND, Zh oD & XY B ERE R 1g64 AEE Uikt e kEAR L

Ex bbb, BOAEEEERD 50-60%IZFERBOGHENRRE LI, 05 HD 2/3 IXFFRE

Thb, BEADWRIZIFTETTIANELWVE TR S20VR, AT a4 R TSR

HETH, BMEROBELETL TR, REEELETLTWS,

AAEFE I TTRPERTIC M b TG4 A BIE L7~ Asian criteria 2§77 B OB MIESR 5 6 %,

IgG4 FfERE (O 135 mg/dl) &ABRMEREIZ 00 CTRET AT o 72,

IgG4 FEFI CHANRZE DA BN R b7, BERBFOAHIEE L CUIBEM TR SNV, &

TEFID 40%Z A GFN R &7, MEEIRESEEIT TeG4 BEGI CHREIR TR b ns, REF T

BREITIET L, EIRDUWMERE DS BEFI CHOLMMET LTS, BREIZEB W T 1g64

TR OB EMIESBALICZ WERD R 5z, 1g6 4 SEE O B O R E R T2 H 8

(LMD B  Fx OIREOBENMET L TCWD Z Elbhotz,

Q&A

TN : A7 A RIS &0 B R, IR, BEROBH LS SET 2 00, il bix

EDWoTe & £ TOMME T, R & £ OfMOlges & 7 Ul Dns,

RER R« H O R CIIAEOMMEIZI D 7 DTV EE X T D, HIBOHETE

ERPE L 7 BICRTE D -OMHEL E E X DL QA P aE et Tl e LTiEZ 5

T EDBIBRPIEDTER, BEBBRMEETIZIL o000 L L2 2 LTS EEARICIEE

ZTW5,

M : AR T+ —LT7 7 A 70—V RFESWHIHEBLRON,

BEEE  RIEORKHIC LTI FEE RN - a3 VB0 TiERnntEX 5,

PR - EPERRMEII R GRS, B B HEBER TS Rt Wb a0 E o e,

BERR M LIE DD LB, BHEEACRONOMBHELL ITED &,

I BIERER DML 2 1308 S LBV E T,

iy - AL MEREE RITEE L Td 4,

PSR BRALPEREAE . BEILMERED 5 RIZH72 0 O TH D L& 2 5,

eI - primary ZRARIC KV RERFED/EZ 5, MOJEZR CRI- 5 Ie64 232 U= 0 HEENME

TLTW3, Primary 2RENDH, EFICE A LIZ L EOFEEMFHEEG L HE E 50V ) EIC

T TEZTBLENDON?

PRI B OREMIER N primary EEXZTWAR, 27Uy VFEELTRBE R CVWELER

RREER P RO B bHY | HEREHERLOLIZ Y v YR, I 27U v YRR
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IgG4 BAEIE BN S B O BRI >72 b O THERMICIIF UL O TIXV e E 2T
Wb, LvL., #ERZROTiEox0 L2 Sidbhb i,

Ml © B O BEMEREROBE TIIMERIBEEEN 2 CTHERBREERIEL TV S o b
P

R MR ARNEAR S 70 < CHMER RS REIXR b TV E T,

2) IgG4 etk B BBk ORISR el AH%E « Tl %0
TN B OF% 2 RALKZERFERELEIRES) )

(Ex)
ATP DRZETEEIEDIE L TR T 2002 1 B AR 20 HIRB I Wiz, 0%, 2006 FICEKET
SN, BHARD® AIP © 2 W% % X H# % 12 lymphoplasmacytic sclerosing
pancreatitis (LPSP) Z /&EEIC/ERL S - W EMECTH 5, LPSP 1T 1gG4 FEAE MM B 523
EALNTVD, BOkOWME T, B/NESCHEE ~FHERE TR L 45 KEMaEE & 8y |-
PIREER 2 SRR L U, BAEMERIRA 2 b WA CREMERA D Z L TRb 5 L 5 X
LTV, Idiopathic duct-centric chronic pancreatitis(IDCP) . & %\ X | AIP with
granulocyte epithelial lesion(AIP with GEL) & FRIZNTW3A, T olibh < FTHLIREM
BERRERTH Y . RRBIZ OV TIEFDE DAL TR, IDCP =0 ATP with GEL I3 IgG4 &
ORIV EEZ HN TV,

(BHD
MiE IgG4 [tk ATP DERRB AR LN T5H 2 &,

(MRAJTEH 1) T1gG4 BB AIP & BRE AIP O Lblg

SSEY
1998 S5 2009 £F 12 A £ TPl L OB CH SR ERA b U< 1 1e64 Bl a5t
BLHERB LB S, REBIETETh- 7= 64 fla st L Lz,

(Fi&)
IgG4 135mg/dl LA EDJER % 1G4 FEMERE 136mg/dl RiFD JEFIE TgC4 FRMEREL T L, S8
ATP B3 64 f EF' IgG4 ZTRFRICHE L1E72 51 B4 164 BMEE (43 7)) & IgG4 P24

B @A) o LTO0ERICOERE L, (1) M (2) i (3) EROEFE (4)
FAZEMEEE (5) PERI  (6) BIER (OCFEAM/RBME)  (7) EBEELR (8) BHR
EOHE (9) Ig6fE (10) Ig64fl

(FEH)
TgG4 [ ATP 1 XF5M: AP S HEBR L, BETH -7,
1G4 [tk AP IXFGME ATP & LhER USRI 2 SR ERIN S | EEENABICEE ChoT2, £z
PAZEM BRI D e o T, 164 FaE ATP IXEIMBEE B D R Do 7=,

(MREITHE 2) 1gG4 f2ME ATP JEB|OHRR

(FEF) TG4 H3REE L7z LPSP 72205M1i% TeG4 25 cut of f [EEBZ WD L 164 2SEE LA
WE A 7RSI, 1g64 D3BEE U727 o I3 IR B, 2 IDCP?

(E L)
IgG4 f2 M AIP [ IEANRE DD IV MBS B o 7=, TeG4 [t ATP FEFNTIL, (1)
IgG4 \ZBE U 72 LPSP 72038 Mf7F 1G4 28 cut of f EZB X IV VERFI L (2) TgG4 & BHEE L7V ViE

— 10t —



BINEENTOD AN E 2 HiLle, Tg64 & BIE L 722V AIP OERIIRREDE VA H D | —
ODREBELELDDLZ LIIEEEEE 2 BT,

[MEHEAR - IRIRIRZE 2 & A 1G4 B A ]
Mikulicz J + IgG4 BIER B D RBEZNMYT (Tl N —F— MR
1) IgG4 BREEZLfifas U o BEFEMEIR B (IgG4+MOLPS) BFZEHED & Dy (BF3e4y483E
HERE . HFEAK)
OMgFAGE (@R ER T iR o H i 5)

1888 4, X 7 U vV HEIIRE RO FREEE TR, HETROMFHMIERZ3E0 5 42 55
PEBE ZRE Lle, 8, AR, B VB Sk % b Dl Mikulics FEFERE. RIKER
DEFETE 2V E DX Mikulicz 5§ & FEITHL TN,

VT VURERBEORES 1930 £, X Uz —F 2 DRFIE Henrik Sjogren 117Nk
ARIERIC, MEDOHE TIREIRZ o -BE ) U ~F O BE 2 §E, 19334, 1964 &Y
F &, B E UTHEE, Sjsgren Syndrome (SS) & W I EEMANEE SRS,

18 B> Mikulicz JRHAERI DR EARRE AR Mikulicz 5 (MD) 1XIHST U 7= B AR HY,
HORBEALTIEe <, Sjogren JEMERE (SS) D—FKIM L ik SN CTE 7223, Z LI MD (2RS4
Lm0 (RHICIRFER S0 1A EREHE IR 2o, LML, F4EH AT Mikulicz <> IgG4
BB EIZOWTE L OMEN RSN TE T,

2004 4F 9 A2 AMOLPS /Mikulicz JHAFFERIE R, BAEED 10 figh L v 2t 85 FEMIN e X
. TDHH 64 Bil% 1gG4+MOLPS & 721F L7z, TgG4+MOLPS : - iy IgG4 > 135me/dl - fi <
TeG4HP B MIAcIE T ( 1gGa+/TgGr FEAMAI>50% ) ASZHA CHUAA 7o Bl S 7= 1B L PEZS L,
28T D,

TgG4+MOLPS (64 f) & LAY Sjogren SEMERE (SSA+, SSB+) (31 () #bb#s L7z,

Sjogren JEMREE (SS) & EbER U 7= BE AR 1

HRFz1R RREREE  (BAEE | T LR | REX | BEC Sk | BEME | EE M
—tEERk | WmE | MERER BRIk
MOLPS | 32. 8% 37. 5% 15.6% | 40.6%% | 14.1% |17.2%% | 17.2% | 9.4%
SS | 93.5%% 3k | 87. 1%k k |48.4%% |6.5% 3.2% | 0% 6.5% | 32.3%%

* p<0.0b, 3k *kp<0.001
SS & TgGAMOLPS DR, M « HUEEHUAR, HUSS-A/SS-B. U U~FRFIZSS NEBRICH
H, %% 7 17 Y > total 1gG, IgE 1 TgG4+MOLPS 23 B S, TeM, TgA 1% SS N AE B 5 1E,
1gG4 Y77 R TgG4+MOLPS A3 B2 B i,
< TgG4+MOLPS MDAERE A1 >
1 U2 RBRETEE AR, ML R 8, AFREERIRIE DS B L3 GRAY M AT RS ERIE M.,
IgE M REEE#E) 5 5,
2. BEREZ IR BT L 5 ISR L RIEN A B D, SEOELMEAEITIEES 2 <A E
DFEEHMIC bR T D (BHEELIEMERIRZK | Kuttner BB IR IRNICIRE L2 HE)
3. PHZEMERIRE L EmFICRO 5, MRZE CIXEEERBIIREN L SN2 FRH 5,
4, VR TEEMBREDNE LIk, Vo AERERD D, —F ., ST
R T=du, U oS BRI R S v,
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5, IgG4 ﬁﬂf Yot T TgG4 BN ZEERY bbb, 7272 L, HE Yeifiar RS 1g64
BRI AT AEAEE, MLk 5 HREC, IeGHiilal IgGi+iifaz o kL,
1gG4+/ IgG+#ElB@tt73> 50%LL k725,

2) L7V v UNE/1g04 BEEERBOMERIMREICK T YA A v ofEE (8
2eE . PR
kR E]. O ILFESC (UM KRR A FRT H SR B 0 R 3 )
(% 8)] 164 OEAIT Th2 VA P HA L THD L4 KL THEINDLZEPMOENTE
V., FOEDM I Th KR L LHEEIND, FLOWFR T, [ U 164 BERETH D AIP
R PSC ZIBWNT Th2 720 TidZ < HlEME T MIBE (Treg) HFEERAICEAE T2 Z LW ES
NTW3B, LT Th2 A b A THD IL-4 11X, 1g64 ~DI TARAL T E2FHHTD
N, R IgE bFET D, L LULRIEOWETIE, IL-4 OBFPAT T, Treg X° Treg MEA
T 5 IL-10 Mz 5 & IgE ~OFENMEHE X4, [g64 I LV FEINLIZ EBRERHINLTH
D
KEE!’J) ZFZ TAEDbIDIVE MD 1B D Te64 EAB L OYHREZMIAT 72D, Th Y7k
MZEEST B YA A VOB EOREFPTRIZOWT SS &R LTz,
(5@‘%&) DM L2t 16 Bl CAJ - /INSFOLEE « +++)  EH4ER ¢ 56.3113.0 B,
B oo 3, ko 12 61 @ SS LRErSNhE 18 Bl CRJI - NSFOSER ) R
0 54.612.8 B, Bk 2 B, &M 16 Bl @ EEEE 18 Hl CRI - SFOSE: )
SEEEER ¢ 36.8123.4 R, B 6 Bl &t 12 f
[HETHEE] REFHIET R
» Real time PCR ¥ (% Th 47k v bDY A M4 nRNA HELFE)
- 7ua—H% A b A MU — (Thl/Th2 tk)
- SRR LY (IgG4, Foxp3. CD20)
s A b L 1g64 L DA
[#55) BARBOMEEBIZIT A YA M A O A) nRNA BE 45 L SS CIHEEH L I
B L"C Thl, 2. 1T 2 AT OV A " A L OTLENRED HiL, MD TiX Th2 B L O Treg #1 7' D
YA N HA L OTLENRED b2, MD B30 PBMC 2 W, PHA Bl FC IFN-y OEAES
BEEACHIEST S &, BEELHRLUCThR B CThoi, AT u A FIRREBIIEEEET
WS OO Thl ~3 7 FLTWE L, SS OMEFRAR Tk, JERRMNIZ BHIROERITZE D b
AHH00, 1g64 B XL Treg D= —H—Td 5 Foxpd DREBUIIT L AL ERD LT, MD
Tl TG4 TR FULLIAA OENIIZEAFRD B, Treg T FEAMDOREEZBOT, ZhbD
ERLIVTR2BE O Treg £ OREAT LA MUA UBREFKICEE N HD EE 2
Bz, EREBRNC 164 B LN 1g61 O nRNA BRI EZ A5 & 010 MD C 164 ORBMNITTHEL
THEY I1g64/1g61 LICBWTHHERBIZEIENEW I L RSN, BRI S IL-4 D3
HEL 1g64,/Tg6l & DOFEICOUVWTSS & MD THEMRFIT 5 & MD ORI EDOFHEBEZFE DT,
IL-10 THFEHRICMD OB IL-4 K VBEWIEOME AR DT,
[#2%2] SS i Thil, Th2. Th17 OLHFOFENTLEL THADOIZKE L, MD IX Th2, Treg O
DNFORBENTLHE L TV, S HITMD Tik IL-4, IL-10 OFHE L 1g64 OEAIZIED
FEREASERD HALs (BRI IL-10) , MD 1 Th2 B LU Treg DIEMALRL Z NGB EAT 5 IL-4.
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IL-10 12X o> T Ig6d ~D I T AAAL v FPMMEEIND EE X B, MDD OIFREBIEERE L O
BIZEE L TWAZ ERREBINT,

[BERT ] Foxp3 FEMHEHMIBRIZONE A" BIEMIZIELE, Treg DAMAMC S TL-10 FEAMIEAN H 5
DTIE??

[Zothofgs (HILE. NOW) HREND AT 164 BEER])

Iadx s b3 IegG4BER BIZ KT AEs BB ER FICET AL (s MY —F— .
H Hefd 30)

1) BEMERIBRICET 5 MTE 164 B L OUSE BAT 1e64 BBIEMIAOMET (RS HEE - B
HE30)

A3, ORfmE, &IUEE, &HER (BERBREEFTHECENRD
EFHERBROFEEICKIT 5 164 OB HIZ OV TRET LD THET 5,
BEERBRIIRIGHEIZIRB T2 BEOREERE CTH D, NWRETAHD L, EFBE L
BERFET TRA DD, IEEERBR CIEORIE - BROZOME TR AT, KESBLE L,
BENPERIND, BEERBRIIESL LTEERICHEL, BERRKTOBRERIT 10 F AL
BATW5S, LrL, ZORKRFERIIREARBFEZED, bbbl KR ITE—REB T
VX OHICITHODARFEIZL DD, REOTUANVAZEDLO, BRMEEORTICL S
DR EN, FrOFRKICEDRIBREPMBELTNDEEZ TWA, bitbidfc 8 oasik
DOHFIZL > TR Z A KGR E, BBEERKBEOTNGLDE SOEEBEA L L TR TE 20
D ERBLTND,

ZZ T, HOAEWRBRZ A0 LIZEEEXBRIZE CREOESENRRE VDO TII RV eE
A BIUOIIILIAT L 0 EREEE RIS 2 KIBRICER L&k, T 10 FRiicE
DT —HTIZN, PSC23HD 5B 9 FITRIBADEFERD, PSC D5 bLRBAEEHT S
PRI 39. 1% T, ZHUTIUC A B & 1.3%E 72 5,

Z D, PSCIZABT DRIBRIZSHHE L. 3 14 BT o TV AN, MIEGEZHRE O R
EHhBHE, BEREOHMFENROI EERKBL T, Ig6 BE-CHBHERE: & 0B 2
BERD, 8 2 KIBRICBW TS B ERREEF OB SN BEbhE T, RICPSCIZAHT
D RIBR ONREEBR & Wt L THhTe,

PSC IZEHF LI RIBRO—Fl %73, WE OEBERBRITER b EFMEIC O AN IRZE L
DHDB, BB S KEBICRIELZRO T, AARIBICRIELZ S OEFICTRD, -, KEDL
BEERIIHC. BREREOBRVWRIETH 7, DX HICPSCIZEH L RBRILEY OB
BHRIBREIIR LM ERL VD, DEOKRLY, HRREOMET 5 KIBAILIEE
HERBRDH O subgroup & UTHEE L, TN HITEEKRE - NESEBRIZ L » THHORRERIZ L A&
BHERIBR & KB TE B[N RIBE IS,

I AP IZE BT 2 RIBRIZ DOV TIRET L Th 7o, UBE T ATP27 Filth 11 Bl (B ) s A3 e
T, TEE(LERNRSEZ 7 HICHIT Lz, 205 L 1 I CRIBROAHIRER SN, T4
b AIPBHID 5 B 7 &b 1 FITEBIERIBANSEHL T, = OEFIIME 1g64 1
IERTESTn, gk lsEGEch o7,
BRI PSLICIEYTE CRIFERERL SN D,
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Z DL DI AIP BB RIGER DA 1 BlEFB0 -0, UbtDTF — & _X— 22BN T
VD 1200 Bl b4 D LARD TIRWELER L 0 ) B ARBEMERBROEN ~—h— & LTITEH
TiERWeEEZ NS,

T T, AELIUDIUTEBERIBR ORI “BEREBFOREALZRIL, ~ HOKE
MERBR”E WS RBELE AN T 57012 Ig6d iT~—h—+ 0B 23 m\_ou\ﬂﬁd LEL
toi?\%ﬁﬁw2mﬂowfmﬁI%4%MELﬁml%li%Ezt DX 32 il 3 Hil,
9. 4%7= > 7=,

1g64 BHIEZFRDTIZ 6 P DWW THREFIREFI 21T o7, £, MPO-ANCA, SS-A, SS-B, RF }34
BICIRMEZ > 72235, 6 Bl 2 B CIlE 16 O RBEERD. D 2 fl CIRIHHUE LB -
7o TOMMO 4 HITIX L HITHIE [eA EORERBE LD, T XX RS2 RTE 258
OFERoT,

ﬁ%%&ﬂé@%rﬁ‘ﬁﬁ%k% TiT IgG4 BN EAE L T\ 5, ERT 5 L BORTE
L7ZTE MBI E > TWADORG D T, —FF 7 01— 9% TRV M 2 380 5 3,
TG4 BBHEMIBITIZ & A ERBD W,

D DIER TOMIERBEFLRIMEOEREZRT, 164 BBHEMIAKIEICE ~TH 5, @ﬂ%
e S 20 {8 TEIS &, 20 {ELAEDEFITIL 6 FlH 4 T Ie6 EELHPIREMS %

F L7203, 20 BLL T OERFITIEL, 5614 1 61T 16 BEERDDDH T, Ig64 %f%’*ﬁlﬁ@iﬁcwg
VMEST Tl B REFR R E 2RO EENEVVEN A RO E L,

FEEE— .

« AIP 27 f5itp 1450 | PSC 23 il 9 ] (ZKIBR DB PEEFRDTZ,

« IVE TgG4 13 UC32 Bl 3 Bl CREAFROIICIBE o 7208, UC ClBE BT CasEEIC
IgG4 5T E MR 2 388 12,

BB BT 1gG4 B MER B ISR A3 2\ ERI T, MIEFMRGERE 2 A 4EENRE ) -
776
Thbb
— HEREEFTORET IBBERBAOFEENRB SN, BT 1g64 B E RO EED
“BEREMRIBR” O~—T—L 20550 LR,

SHROMETE LTI :

FRERAY T 7o —F .

FAT 1eG4 (MR E MR A 3B A REFNC BT, NRER - MIEFARERY - PSL ~DOKG
M2 RETT 5,

- BRI T a—T

& 1G4 WIS & M Aa O fiFdT
- EHRIRIC X BDEA SN D 1gG subclass DEMT
+ EBV transformation (Z XY IgG4 BIEMBI%E clonefb U, IgG4 Ri%kHiR % fEAT

QL {BBMERIGAR T Tg64 BB R H S 2 RERNIL UC &8 TS o 72 B%ALH 2

—

OO ORER T 11 fild 54
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2) TgG4 BER; TRAOREOEKG WMEHHIE  BE =)

OB = b B R —°, EHER CESRGEE RMERY 7 — BRI ¥

— . HRMERKFE R, CH AR T RABRBUREL, B RFREG VA S YA

T ARRFEER)

TgG4 |[CBHET A HEE L LT

e (B CREMEER) & X DR

FRRRRE (Riedel HURERZA) « FEARE & DOBE

IS T EAE (T HEAR)

AAE i (AR PEAEAE )

IREAIEE, MAKEMEGBIES

ENd D,

BHEABATIT LMD 1g6 4 BB D b DIFBIEICE

Wb s U L SERME T RAKITY L SERIEIR T EAR - TERERER (TEREFMELHRED

FEEETHHO) USRI SHRR T EAL - TEEBIERX (TEEXNORELTELT

BH0) U SHMER T EAR (FEEEX TERERZEE BRELFELTLHHO

Y I IS, SIREDO TERAEL T BATRE & L CImMiniE o e SHEREE 5

BRI RARIE B, SHMERL LT LI, F—V R UvobF—RIFE LCH 5t 1864

BEHERE E0b 5,

M TR OREIL Y Skt - EEREN: - HEEMEICOE I D,

O, PN K D EANERED TRERDH D,

Primary IgG4-related Infundibulo-hypophysitis OJEMITIX

FTERAEFITOFRLE CHOBERBEEN R, AT a4 RIZKIGET 5D steroid dependent TH Y

BEREEECH - 72, BREERN TRABEBAER I “WEMERRNIFE L b3 5 NS RIEM

T oTm, Tg6 Yuth - Tg64 YT THERICYE ST,

2000 ZE LA 164 BIEIRF FEAISRZE (Inclusion criteria : — DA D 1g64 BRI 72 id

MES |2 £ 9 FRAFREH E 7213 FRAEEARIC CRIEMGBIES B X U250 1g64 BB

FapszEB Shv-f) & LTk 29 plowmENH -7,

Bl U FRARTEMEETE,. REES BICHD - PREOCBUHHIN L - TEEED

JERALED IR S « IREMHEBEAME LS IR 2ENH o7z, MIKKRAETIE Ig6 X 1g64

NAEEBICHE TH T,

R T RS BT A A B ORERR T T EEAL 2 EEROFI&
(CERL 21 FEWET)

JERNSH S TRV TFRAESEEEED 1 Sic, K TH TEERES D, o B CRERE
AT AEHELY OB THEROBMEGNSH D L, TEBRE~OD VS RKEENAELND Z L
e, HEGBEFOBENHISh TS, BTEMNREOTE TH DY v/ Bk TR
K. THEREAZL - BENFLEOTECHD Y BRI TEAEAZRERICRII SN, WENH
BV R SEA U USRI T ERAL LR D A, FEHUEIE © 2 < BIERTII— R TRV
BEMEN BB, B, 164 BhEA SR BUCHE 5 IR TERARENH]E S, £ OREMFIE
B3I,
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SETORETIE, FEEOBMHICEZ . TEEFTEMERT & RAE, TEE - FTREX
EREZRBD, 2784 RCEISKET D, A7 04 FHEFEANCILE 166 38 &L O 1g64 1258 % HE
THZENEE LY,

Ql, BEMDOREZ DO FTRIKEMOIFE CIL 1864 D EHIZH B2
—HE STV DIER TIXTRER L) 164 MHEIE SN TE O, IBEIMOEIIRHTH B,

BB REAR B O 7= D DB F. SiEFHIRENT]
TuVxy b EERIES FHEEC IS BORBEREOKE (TuYas b —F— KL
)
AT T RBIZE 2 B OBEREOHF (FFFRoEAE « RELERE)
AFLERE, OMBFE (BEEERKES TEEFHEE)

Fox ORFZEETILY VS EREBEBEO S T8 & T OABMRE AR L TWAR, 208
ERHORBIZORNBHZ L E2RIRBLTWD, ZOFEIECIE  #EEE1E S THEEN 164
BEEFEBIZESTANEINHANDLZLE2EHE LTS,

RapL, Mstl BT EDA VROHTURLVE S H —Z LA 0T 7V v OEM L TAE T AEELRS T
LLTHEELTE R, RAPLOMstl O/ v 7 70 b~ A TIEEROBHR Y /3 Bk~ F—
SUTBMET L. VU SEINOMBEESMET Lz, ShbD~0 X TR Y 3 8kofka
BT, Vo HOBEEMRE TR L,

Ll BAMZ b~ T, BERBROERSFEIN T 52 el8bh o, L
72 Mst1KO = 7 A TIIRIE-CHTIR. & Sk, B, B L0 ) v RS oMiEisgE sh
LT EBbholz, ZOXD MR T ISR Mstl ZRBSEE~ U XA THHE
SN2 e THRPFEETHS Z EB0hoTz,

MREFRICIT, T HEfD, B #EAE. plasmacyte OFLEESHHMN TH 5,

MIEFD IgM, 1gG, Igh DHUAEZEIE L7z Z 5, 1g6l OHifEflio FESRHESE, HE
AR HBREIC L ARESCELISAIC L D ERICL D, I, FFE. OBk Vit 55
. 2 A$H DNA L3 A HuiRfR it Sz,

THIBEDYA N A VA% intracelluar cytokine IEIZ L WIE L= 2 A, CDAT fHjACit
IFNg, IL-4, IL-17 OY%A MaA VEANTLE L TV,

Mstl A2 DX I RBCHRERBEDEREZ RTREE LT, 4 I3BAE MstlK0O < 7 X Tl
regulatory THIFEORENHDHZ L 2 ONA TS,

FRIZ 31T 5 FoxP3+ Regulatory T MIMEDEAS 1/3-1/4 12 LTV 5,

F7o, Treg OMBERELEEI LTS,

T URRR R T A — 7 T IO 2 JE L T 5, EH Treg Ml = D X 5
WCURRFRES T MIAHESE 2 dose MRTFMEICINNIS 5 25, Mst1KO O Treg i3# D 1/3 15 1/4 B
PEMET LT3,

Treg ICREDH D & THRBAICL D KIBANPERLSNID, TOEFALEE BT Mstl K
BRI EZBAT S L, ZOX KM LWKIBRICRD Z &5, Treg DI OHSRERE T
LHEORERENTHIND,
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Mst1KO = 7 R 24 U 5 B CRERiE

1) BERg. FPBS. MEEAR, B CEPEERic Y Lok ETHEMOBENR LN,

2) % IgGl D EF. RO 5 HOHE I B,

3) K THMBEDOY A N4 A, B4R EET 5,

4) HIEME T HpRREE
A IR FE & 1g64 BhESHMERE L ORE 258 M
IgG4 B 2 By 7R iR
IgG4 ED L7, Zhgasn V o738k & T MREIR T A3 1,
BALMEIRZE, U EIEMER A B fE D
RAPL, Mstl OE=FERE, REUKTICL AHRIE, fREHEEO RN
Mstl & RAPL O 7' v & — & —fHIRIE CpG BFEFIZY v FTH Y, b MEEEIZBWNT, 2AFL
LENTVDEZEPMEI LN THETE, HEAZE L OBEEIITHTH S,
QL.MST1 / » 277U k=17 A C FOXP3 514 MHC Tcell @ development 2SPHE X 1L AHEFEIT 2
SMST1 /w770 U RZEBWTIEIMSTI ORBIZEVEBZICEENEZ AOTEHA VM E
EZTWD,
B Z XM BV TIEIR Teell & OBEERAR+20Th 0 HIHM T MO SEARES LT
HDOTERNNEEZ TN,

TuVxs b5 1gCARREER B DR BRSPS T OREYT

(Favzy bN)—F— Il %)
~A 7 uYT T4 M e E CREERER R B ME R T OB (BFge4HEE )1 Bis)
O JIl f%sE', KHEIEME? g

CREMKFRELEE ¥ —, REFRE, HLBNRF2EE)
EEﬁE%%%wﬁﬁﬁﬁﬁ%momf\m0@®74ﬁmﬁ?§4kv~ﬁe(um%e
Mapping Set-LD20) (ZL %757/ AU A RHHBIFENT & 54T Uiz, RBRITEF A 104 4], B 5
PEfER 64 Bl (BMES3 AL &MELL A, FHER 62.45%) Thol, AERHEBEZRS~—
—Z 6 FEFEL, £OFTH DIS2726 OT UL 280 |TEEMZME R L, DIS2726 (2o
TEBEDORERBEZMEEEFE2MRBE LIz 2 A KINAS EinF & RIE L, 4 D0 SNPs THE 72 4H
BZEDT,
KCNA3 IX AL UV U L F v RV Kvl. 3 & 2— K L, Kvl. 3 134812 effector memory T cells
(TEM) [ZEFBL L, late memory B cells (CD27+IgG+IgD-) DHATEAHE L C\ 5 aTEEMEN B
5,
H O E R BE CRRO B D MLIE 1e64 O _LHIZ, Kvl. 3 OERBL L late memory B cells
DHFEIZE > THTe b INTVWBREEMRH 5,

Q. ZD XD RIEENIMhO B EABEREB TR SN TV A D 2KCNA3 Ditho B BB KR T
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DOBRFHIE 502

A U= F R TR STV D, KONA 31290 Tt R MR R O B C O M 5 AR E X 1,
TWn5,

Q 7= RT3 OO FREGEERINTVWEN, BANa— IR TWAIZERE
MIEpolz L DRENRSH D, BRADORBUIONTIIE H 52

A, TN LORFTRETH 5,

Tuvxs 8 T MENOFEER RO EREESETOBRR
(ZuaYzs b)) —F—  REHITE)
eG4 BIEZRR - B CRBEMERERICE T 2 KRR OS] 1B b 2 BED SR

MR fn—, OPNHE—% (F7EIEER)
FHR L BEFATCE L TR ER TOMBFEESHLRHE L COEE 2L, Sk
2B ORRAREII D IFHET DUV TRIBA Lz,

Tulxs N TaTrA s AENIC L AR~ — I — OB
(Fudxs b)) —&— . FFNELD)
TgG4 BHE 2B R BEE MIE 1664 OISHUREESR (WFgeHEE  fENTED)
FENE . OF LB B, BRB /R, FEET, FMET, B THT. WIELR. HF

W

(BIRBREEE LR ST ARERA ZHEL MRS ER )

TUTAI I AIMEBEOEREIA T AFIETH D, ZOFRECEROY—I—2B3I L
77

Clin Prot A7 L&MW EB O CIXRERMEMABICH AN AT u A FEHRD /R AIP
BT 4963m/z O — 7 EBPHEEICE < (P0.05), 2560m/z O — 7 & A Z TIER VAR
(P=0.051) BWEZ R LI, ThODOE—JEITAT oA REHEHLTWS AP BERETIZLY
BEVWEEZR LIZb DD, 7 a— L HBIERER BERTH EF LTz, 2560m/z, 4693m/z
D=7 3BEERARER TH 5,

TaT AT VA IACHREERRET D HETH S, AEITH 1664 RITONTORET &
NIEb ORI, 1g64 TiZ/e< 1e6 TITo Tz, BHEHEBICH AP BIZE o - MEE
HiX 34 ETH oz, F/HIC AIP FICHAMEEERICE D> EAIL 23l Th o, A
THEINTZHENBEIERD o T,

WCX &% F -7 T 3239m/z O B — 7 1T TG4 fE & IED, €8 B — X% FW -t ¢
(X 2753m/z D E— 7 @) g4 B L RICHBT DM Z R L7, ABEEII o7,

fEFBREMIE X D AIP BERMIERICL L FET 5 o6 B H OHE 4 HRRE SRz,
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BE, IO OFERORBRERN, 64 BE CHEOFELBIT T TH D,

Q. WEEERMS LTV D ARt @

A BERBORIEZ B L T D RREEN H D, E 72 BRI ROHEIISA T 2L H D,
Q BEHCRIGTIEALDH LD, EHENR OB L TV D ATREMEIT ?

A . RS - BEEEN 1/3, MENOERN 2/3 Th D, RERISOAREMILH D,

Q. Ighd LIEBLTWABLOEMMT D Z L IEATHED ?

A. . 1gGd TOMFTAHMINTELT, BAE»O bS5 ENT 1g6 TITo7, Fi, 1864 DK
VWEBT S TFET Do

GEMFES) BAEAML~—V—I3RETE2h 57D TClinProt WA O HIE LRI ThH 5,
TaTFA T bAbHLETRAI ) —= 7 ROT, MOFEBBRELTWVD,

FuYx s b8 164l BT B BRGE R & EBERE R OBRIZEET 558
(v M) —F— . FE #)

TLR/NLR OVEMARIZ & 5 1G4 FEAEME OfRAT (BFZCo#HFE - FE §#)
T 1. OFEER GEIKRFHELSRNE FHEEE)

I1g64 D BIRBBIZOWTHET LT, 1864 OEABFIZHOWTIX IL-10 OFERRER I T
WARETHY ., I THATH D,

B CAaBMER 2 FEFNC DWW TR Uiz, KIBIZ 164 BB MAR 2 LIER CH -7, K
Wi a W=7 v A TIEGNME B SEFURICR L, OIS EZ R DT,

fE# AOFRMIMIZIBUNT, MDP 12X % NOD2 DIEME(RIT 1e64 OEAZEREMICTHEE L -,
MDP-NOD2 \Z & B 1gG4 DEEAICE L ClX BT " BERERDOY A M A4 v OBGITZ L,
IL10 513 573, IL10 O COMBIIRAIEETH D,

Q. IgE & DEafRIL?

A.. TRDLORETHLH, BEEIERNEEZTND,
Q. Tha~w7 77—y LOBEIE?

A, EEH DD, FREHRITEWEE X D,

FuvsZ b9 IgGABER AR A ENPUR & B RIENCEE 3 250

(Fav=y bU—&— [HiEFfn—)
1) IgG4 BB HEEBRRICBIT S I3 B~ s 77—V OEAE .

lymphoplasmacytic sclerosing pancreatitis &@khﬁ (W3t 7138 BERIRET])

OfexFEE (BT RFHRRERER)
BiE CD1 6 3 EMEDSHEER D Me @ LPSP 2 W THREAEDOHE L UE L7z bR RL T
HbREILE D BREPERE QOO0 ELERETLE LT, A=AV THT A Ay rardibo
FOTTN, [ gG4 BEmELHmERIRSK Tg64 —SS. BElED Tg64 BEERE MRS LPSP & O
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BB VNI DEYF ARV A —L LTHYELT, RICELOHET & LPSP O AL, BEERHEHOK
FETH 5 & H. B E GO SENIEEICHEEICALN T, 2HNESELE LSS TH
%, BEBBBORKIE S W) O, storiform fibrosis., FZEMFIRKHK obliterative phlebitis
FTRMNBEZFICRD BV, A0S LPSP ORI 2T A CTh D, L AW, 1gG4-S STIL,
THWHEEEBORIETH D &M, BEEIREOFEEFKASHBORE L »OFRIILEY RN
2T, LLAFROERE NS DIT/PNEDOHFORIETH> T, LrbEOHRD Y /7 8RN
TS SAMERTND LN ORRERFEATH D, ZDDFKEHTHDH LBHHLZ D
IRVINEDRIEFT R D OB, LPSP TIIEDLR VDT, TP REREBVTH S,
FLEHEDNIED T I1gG4—SS R &, THUNRYBIZLPSP LRI DN EW S DD L < f#
Samolzl ERESTHRFICEVH S IVET, Z)S LPSP ORHEHI R HREE T35, BEE O
FEOEREZRYE LOCRENH Y 928, ERIT intact THD LW I FTRPFEETH
Do FT/NECLRERS DN, L LABMEETHY E LTEORITHIBRENERIC, 29
VD & T ADEENRE B O SERT RERE L TRO b, B LARIEDCERKIIZHLTH S, HA
FMBEORIET IMEORIEITK LIZFGES CEEIMEOBEIIRTZNTWHAEEE WS O
N—EHINCEZ LNAFRATH D,
AIEIOETHR LIRS/ NEDOFIZ B IEFEIZIZ SAD CDI83(HM¢ MBI L TRBY £ LT,
T EBROREMBEOEERE R > TWBAUTEEEZ WD, ZTHIUVNERBEF O storiform
fibrosis TH D &M, BAEERIRK E Wo Tt bOFTRN, ZAREZAICED LD, £HIC
% LUT, 1g64-SS OFII/NEORKENEAETH Y F LT, IEMICIEHE VHREBEAETL 2
KT ZOXH) Vv NEROERNEZETHLIONRE ) — 2O/ M TH D, HHTNXII,
COEZERBORENRHEVENE NI T L LN ENNLEENICKENERR L THNT, A
FCRIEDEETAONRZODOTELEBRNIEZ-EZ Y LTWHORBEMELRATR CH b, £z,
WA LS 2B TREOHRIZFRI L L 5 2 U VNS T2 SAHRTL %, 20 X5
W SAHERTL b, EFBE. WICETROMIER S - T, BHTROBTRIZ DN
T2 Z DL D RFTRB A LNIZDOTT R, 2D SS BE S A TENIZHOEENH - T
T2 L 2<HHILOBNZ ARFTR T L, 2O WVWIORBRBLLTRBY E9, 22T,
IgG4 - SSIZHIT B CD163 (MM ¢ Do3Afi & kRat L, LPSP & DL, HEBREZHLNTT LD
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