| 664 BEEMR BRI D F 5 E (I DNT

BILRT RMEERE & — BIRKRFER AT ER PR 2
KEAFSIHRER T VAR —ERRE 2 — T LAF—NF
AT FRREET: BT

IgG4 BER AL, IR RRTIZ 1T 2 UEHITRIEE & B LR L » TE B L BT R A 24
DT EBMONTVD, BEDOHRE S, MREMBIDE, SE ik, BN, HORGKEE, sk
IR E SIEDENRMINEE - MEHLOBRE L, XbHTEEThA,

IgG4 BREERIZRIT AMERIVHREL. BIEE TO L = AEMSMNIBWTEHRIOHEE Lovied . IgG4
REERAOIBESREOR T, RBEHAEITE RN L HERENTWD, 77 LI E Tid, MERESE
BAE O BEREOHR SR S VTR T2 A RENE B 5,

Alal, FRERET —% 7 I —7WG) T, BILARZEE SRIFATTRER LT 1oG4 BREEEK 50
Flatrat L, MERERED D EEZ BIH 30 BiAs, TTgG4 BRErPRIMEE] OBMF~DTNND & 72
BHETR A Uiz,

INETIZ, FEERRR (RENRIRE CHEEMERE FIEMERR) 2MUEA IgG4 BREDKTE
EERTR & LTHRE SN TWEd, FRLMIAR SRS IRDFTRE LT, LTSN b,

(1) [ENEREFORRENEZ,

(2) ZOFRRL LT, BRRERST Y VT AENLRNRERICES £ T, BBROHSLLEEIGE

bid,

FAREHRA Tld, MMOEEMRRSRZ L 220 | HRENIC 1gG4 MIEEORD RN L b h BT
D, TOLWNIES TIIeV, F20D LRAFTRNE, ED X 5 ICEREERE B LTV 2%, WG
TRETL TV ERL,

FIFERRENCIE, TED7E0%< 0 IgG4 BRERBIERFIOMREMEIRCEIR DT — 2 BREIMET
HY, SHRIIEFEDIEGRISD WA BME N E LT 5,
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1264 BRERSBIZH TS 164 BT 5 AEEAREDFA

FHMAERFRESHRR  RERREF
JIRRS  MEHEE] PUREE =R

(58] 164 BRELAAIIMIE [e64 D LR-L Tg04 EEAEMIRDOZIBRRE ~ DR & FHE & 3 HBMERIENE
BT D, ABRBIZIIT S 1g64 DFERNERIOEIEARATHY | HIHE T AR ATENE KR035
BEICEAE- L QWD EE X DN TNDDS, 164 BEAEDS Th2 YA M4 2L 2 BRIADR Y 7 o —F /L7l
AR L2 b oh, BEED B CHURORRIC L 5 B ARIEMLFET 208 5 2T B TIEZR Y,

[FFZEE Y] TeG4 BRERBBREMIEIZIT 5 1g64 B 77 T A HEHUEORKI & F OMEHROFE L BRI
L7,

[575) 1G4 BEhRe BB My 1264 W35 SHT-HLE b 164 €/ 7 u—F AGURKES b oV FREMECRENE
P XA L. S A = A Hela MRS & RS S, ot Sni-fSitsm s sos-R Y 77
AT I RESKENL. A— kT AT T o — Tl LEE I 1g04 HEAT HHUROE AR ORIE
BRI,

(455 BREME 1g64 OFET 2H LA B CHURITRE S heno Tz,
(e8] ATEIDRSED HAERITANT Te6d H7 7 T A H EHRIIFRIEICES L QO RTRERES R S

iz, BEHUR Y —2 & LTROWSRIROE T L » TR ZFRERBME LIS ATREERE S TERY .
SHOBGERRE S B X b,
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| 264 BHERB L A EE L =B PDMEFv v LT AROREEHIPIRET

EREMKPRRFES || REP T
R 2 THEHRF ATEET R BEEZ' (B2

(5] 164 BERIRCIT Th2 BHEY A oA L DRBITTHEEICRE N, IgE HofEDREAE, (D4, (D25 D
TEME T HERQ (Tregs) OHEAN, IL-10 R°TGF- B ODIEMEALASH B, FORER, 1964 DREEAERHEMFR(L.)38 |
SHRISND EEBZ DIV D, [g64 BRERB OB T, OMiEFH7emE 1g64 ffE (135mg/dl LLE) .
OFFREMI LT, Te64/1eC IBMEFERIMLLAS 4002, ETH B, UL, I IL-6 OBfEE T2l
PR Y v 2L IRV T 164 BIERBOBWTRAEL - TRENH Y | BIfE, 20 2 SOEEAH
FECXRI D EHET e, SEF A 13, Th2 MREOEMAL, Tregs <° Thl FFQAOESAENIE]. B HIFEOR LM
RISEIZEEE LT3 IL-6 &, Tregs DRI~ —— Tl 5 FOXP3 & FIV T, TgG4 B & 2tk
Ty v A R RO BRI FTRE D SRR L T,

(BBl LOHEE] Z2HbtES v » 2L~ 98 GHRED . ¥ v 2~ LB (RS T- /85D & 1964 Bk
BREB LW U7 71(CY LS 1, s 1, RBAE; 1, s 1, MR 3) & FHV VT, 1G4 (HP6025 ; Binding Site) .
IgG(Polyclonal ; DAKO), IL-6(10C12 ; Leica), FOXP3(236A/E7;abcam) Zfaffsfik(Lttickat L, &
Tee BAA DTNt (pH7. 0) 12T, TSI A A RREt LT,

[ER] e v v < 98Tl 1e64/TeG BT EAIIEEEAS 40%) b4 R 3HBESA R GERD &
NHM, IL-6 FRBPEO BRI ZHHIR LTV iz, FOXP3 OFEBUTA ST, IEsHIBa s M &, &
BRBICEZERBE L T, —, ¥y v R~ LB Tl 1e64/16 BT EHIRLEAS 40000 FC, 116
(IR2MEIZ o7z, FOXP3 ORBUTEL . ARSI S BII7-72h o7, IRIC, TeGd BB A BREMER LoD e
VEBAZ (TG4~ () ], MEMERRLoD B SE-OBE [1g64—f (0 NITX 4> L, [RI—YIA S CHREt L72RT. Te64—f ()
TILIL-6 13T Y Vo SEREFEN BT h, FOXP3 B Y o SERDIEINASERD bz, F7-. IEHRLAS
MR, EEEHICZHRE L Tz, Te6d—f () TIE, IL-6 IIRatE~EREEEME G, U L SBREESEETE
724, FOXP3 BB Y » BROIE T AR Bz, £7-, ISR E =720 72, BED 1g64/1e6
BRI C R & Ao 22 BT 2 o T3, TgGd—f (+) TI 1G4 B E DRSBTS D 2y MBS S o 7,

(58]  ZPlEXx v v 2= 5T, IL-6 OIMFEBIZLE N, Tregs OBFEMIEINI I > TS &
BEX oIz, —7H, eG4 BRERBETIL, U o BREFEHMNIT Tregs OMSRETTENTRD B3, MHErRT
EDSES, U 2 SEREEFEEDN 2 < 72 BIZDh, Tregs OESEEINEIRIB - o CNB EE L S, 7. R
FRRAS R OBMEM R LIC B G- LT 5 Z LSRR ST, A%, SRS v v A<k L 1g64 B
EIRBEERT 5 BT, IL-6, FOXP3 BNEBELRGERELRY 5 2 LEX b, EFRIOERBRINEDT-
VY,
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|g64 BERBICHTS 1264 £ 5 RARA v FELES FORRT

FRAERERA MR AR SRR B S PSSR RS
UM R B TR S b O SRR R AR SR e B R B il P 7 By
A MEEE SRKIFHR PRRE BEXT bR EEEZ

(B8] 1eC4 RS RIMIE 64 15 L Fskk~D 1g64 BT EMIOREE Rk & 3 D 2R
BThD, HFER SN TWARETHY . BRGSOV TN A TS, K - JREICEEY
2 BRI IR+ Chh B, BolIZ2 Y | AERFOFRMM AR L OWERRTZIIT 5, Th fillas LT
Treg AN, FNHOBEAET DY A MUA VO EREMRE SN, 1864 7 T AAA v F L OBEENER
XNTWD, SR IL. AFEICBITS 1g6d 7 5 A AL v FTREDZ T A A=A LZH LT T D0,
PRUC 35 & DN B 31T B oG4 S RA072 b NI RS T AAA » F RSy T OFBL& B PCR THREY
Uiz, & BICAEORE - REEICBRET 2 FERET 5720, DN T LA 2477,

(] 1) Te64 MR, o= — 7 LIAEERRE (S9), A HO) OPBIC (ENEIUN=3), LT 1G4
REEEZEE (N=3). SS (N=3). HC (N=1) DMEMERIREL Y RNA ZAhH L7z, 164 BB T A RA v FICH
B B5FE LT, Th2 ¥4 hHA > (IL-4, IL-13), Treg ¥ bAoA > (IL-10, TGF 8). GATA3, Foxp3,
IERA Y 5 R AL v FICBRET D450 F& LT, AID, CD40/CD154, IRF4, BAFF, APRIL D¥EH%EHE PCR
THE LTz,

2) TeG4 BHEEER, SS (FRENN=3) ®OEmEERIRE FHVTDINA 7 LA 21727,

[FER] 1) Ig64 BRERBICHIT S, 1¢64 £5FRY - FREREY T ARA v FREN TORBRE S BILT
HC & HB#RETTH D,

9) TG4 BB B NSRRIV T, SS & B L TERE L CW A FERER THD,

[i528] 7 5 AAA v FICEHET 5 2 bOSFH, AEDIRRE - RS LT\ S TREMEZFERA L 72
(%
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[gGAMOLPS (IgGABEEZfigaR ') o USTEAEIREY) BRI SEETFRINANT

BREMAEREESHRAR
HIEBA EHEE 1HST KBEA ML #@

BH : TeGAMOLPSODIRAE « FRIERFET 2 BRI LT, LUTD 2 2O 2D T B,
(1) IgGA'MOLPS OEEFRMEMY 7 ERIZHITAD T 27 U7 h—ABATEAT S,
(2) IgGA'MOLPS DEE R IIT AMIES 273 7 ZAEMTFHIT S,

e HE

(1) EEABLUBEOTBRIHRICEST 5RMIM Y 8k E D2 RNA #9270 L LT L=, DNA
~A 7T VAT OTS T v 7 A —2E LTiE, Affymetrix £t Human Gene 1.0 ST 7 L %%
FL. GeneChip WT expression kit 34 UNGeneChip terminal labeling and control kit {ZJ ¥
AR LT TV N T B A RER T MY 7 h =7 & LTk Agilent 4 GeneSpring
version 11. 0 ZFJH L, BIEF/ 2 VA 5 —F~—{Z}3 Ingenuity Pathways Analysis (IPA)
W,

(2) 7u7F 7 AR TTERKE O D RBEROH A ARy MEHIH L THLAYF ) 7
YT A TEEOHEREAFIA L CRIEETT 1%

FEE

BE B LORE ADFEH ¥ — % Principle component analysis (PCA) izt ¥ 3 RITICEE S ¥ 3 &
R DB D Z L AL Ip o Tz, IRRATRICHE O TES) LB amET 3 L L b,
IO TRETES L QWA BETHEZHE Lz, 20X 512 LUE LN EEhlE RO
BRERT 5 & U RIEC O A B FEINE I TR ) BEWTOREE S Olb Y A TSNS, B1E.
UTNEABPRIZEDNY T —ra L&D D L &b, RT3 7 2T L DA% B L CREF
EHED TS,

N

ES

e
I

SRITRL 2T =52y P OT—ZOfE - KREED B L LB, BROEENEOHECFIE T
Aps

=3 S BB TRORIEZED TOE TV,
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| gG4MOLPSDRT A 1RERER TR DIRRER S

ERER KM REENESE
ERER  HERA%

BHY: TROBMOEDIZ, 2 OB FRAIEERIFIC A DT B,
(1) TgGAMOLPS (IgG4 REEZNRES Y o HFEAEGRE) DOBWEIER L OV A RI A LT 5,
(2) IgG4AMOLPS DM L ORISR DOIEICA AR MEEN, BnTH0., M~ ——5 sk
ERAR
AR EERITSE -
1. PWEAEREIOT-HOFE :  IMIN :R000002823
MMgGAMOLPS (IgGAREELNigaR U o HREIEERE) | CastlemanfiiEOMODE Y 0 — 1 MEy 7 07 ) L IE
DER RO T D DE I FIRTARAEERANZE) « 2 /T, HiZ0MLl
2. RFEIREHENT DT b ORFZE ©  UMIN :RO00002820
MMegGAMOLPS (TgGABSHEZLIRER U o BEFEAEGRE) DAT oA NISFEESH A IET 2 7= OO BT TAE S fiskit
[FIRTHARAOTERRITZE) « S4ERIC. HiZ46f)
TRPEEE BRI L UYERPEGRIRIT. -
201046 526 RERME, 19Ma% (&RERKE, RRFRHT06E AERARE L — BNk, Sk,
PEEERAbE, BESRAIR AL & — AURERIRSE, BHEERKY., RERAHEN. BEERE, B,
HNIEBANE, SRR, FEDRSE, MPMERRbE, BB, SRNT. BHAE ULRGRIE BT
REERSAGEEI TS, 05 LWL, IR 5 C AR S ) 1X12ME5R . SEITED B

g% Tdh B,
20104F6 H 25 HBITE, S2WTHI9TASH, TRAREFZCOBIDIEBIAS GRS iz,
F&:

FRERR DY DFEFAEDHIR N & Y thie (CHBEEE LA H . BEERL BRI T, A
FEOIGCABTERBICHTT D, &V EDE T BT L R R 5 - I BT RIS TH 0 . A%
b TR 7 BB A B L 720,

& EE59
HEPSEA  EFES X THEBERHDDIL, (AEMEE VD DB
IEAREA : K<bh £HA,
JSEAE © &5 100 FEFIDS LGS 72 S 7D 2
EARSA  HH), =2 RRA U b EIZ-E VRO TR ST, 40 5 & RO AEEHEANTIT 100 FIASTY &
WA Z kT oTn,
elaseA B BB EEIBAC BN L2505 D7 2
AR + GIRERITER BN, KERDIIMERITAT A RIREN E RS v E 5 52,
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SHEEMEIZ 115 |64 BERE ~ B REMER ZPDIC~

EEER KPR SEE=EE CHLRTRRR)
s F—

V(L ERAEIRI T T D 1g04 BRERANCIT A OOk, BLMIRERZR LD H DD, F/cil Te64 BHER
L LTO B DAt R EOHET A R bRE ST 5, AMITIST 2 B DRt EiRis
164 EBEEBAGAL & Lib, BERNA FIA V bIERENT, BCKTIEFPERA b B DA R O
L SNTHESNTEY, ZhbEEE LR EOER L bR S0 05H 5, LLEZHERIT, DB
E 3T B B et s L OEBM D23 FIZIsT 5 Te64 BhERRE & L CONE-SI &Nt
BakrELEd,

&5
- FEEC L 3 573, fibroscrelosic DiZ-X D LTWABbDE, LTWRNWEDAH D,
- ER oL o AR HBREEIT?
- 0.5-0.6mgkg EHIOHEEL 2 BETIT S,
- duration |% 34E. 3 FELINT 0% ENERT DT —F03HHH, 2t PR RGELTY
AN
AT A RESWTHMECIAND = L1 T biopsy & LEENZ & 5 5, BAIX ERCP
BTAN, MK TITRBOFLHVE LW ZALH D,
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18G4 BEREDBMEEMERIZOITT

BRXEHBHERE U ORTF - BRERE
Ng 3k

TgG4 BREEIEDREBES O & PR OERE BRE LT, BABIREAD Y —F% L 7 7 N—FT
b5 egbd BIEREDY —F 7 N~ 23562 L, 20094E8 H 30 A2 | FIRS Bm R che S,
201046 H 16 H, MFDF 3 FIRFH T, BABMEAREEEEBLT20104E5 A 24 BICARSh-

(eG4 BHERE ORISR A IR 5 AN T2 72D DL ik RIS BRI ST (T1gG4RN study) | OBF
FERHBE DR S 4, AREHN BTGNS A Z— b Ui, Zhud, 201047 H 1 ALY 20134E3 A
31 HETOHENC, 50 AERIZ BARIC, ZhvE CIUBaiE SNIHERRFHRSUL SAHERZ s, B
PR, MBS R, BAERITR., MRACRART R B\ TG BT RS Te0d BRI A
Bl% BALENOBE L T, BIEFIOBERIEREZ SA—F v LA T A FMu UBKAD, BRI AT 5
W Th D,

CHEFATLT, eG4 BREREDBWENE 1B~ DH Y A4 2 #— h Lz, BORRERTRIL 1
HEERTNY 38R - TREHIaREE R L 35, 2. BEEMIED 0% EiT 1G4 B EER TS 5
D 2R A Z W= T REMERE R Th 503, ZAUTZ CBREICFHRIZFTR L LT 1. WA & IR0
BRRARRRENE R, 2. BREAEZ CENHHENER. 3. EIEIC R SEEEE S, 4. Fs
ROESLT 72 OFEMEE 2, 5. PAM 4465 Tbird's eye pattern” &\ 5 SHSE M EL 20 5 . 6. BUEIZ Y
NEHTEDS BD . 1. FTEEREEN B DO THB B L, b 7THEEOAEHESIC L RS
RHEDOHTY = — 7 L UEBRATRE 5 BIEMER AR D X 5 7o DRV S8 & SERINTTRED & 5 s aheat<
Do TOBMZ, BESMEMRERRCI V) v R0 X 5 el bAv Tg04 BEEARBRITAE 5 BIEE % & B
INTITA LAV 1gG4 BRERBOFTEZ B2 EEME R & HBdRat L, BEEM O AMEZER Y A
ATZ TIgGa BREBEDWIEYE | OEREZIRTTETETH D,

AEETIE, DLED2IERIC &, BIEE TORITRIRA ST 2,

[EEe]
RS - A EEAT 2O THIZ, latephare b RIZFNEY, BEBLOERL LT,
/NESFEE, EBRSEAE  IPL DIERIT v v A< AR TR DN 2164 & LT Lol RNODTIEAN
H?
JNEFFAE v v AN IRITEE LIS, U AR I IPL L2 S,
BT  BRARIIIRAE L F U< IERICEH L E 2 DD, BIIRHERDOL TR T, 2o0F AT
DBHLDOTIIRND, BIREIIEL 25 A TRHDHLEZLNBDT, HAFROLTCERESLTETS
HITHSROD TRV W ?
JNEFFEA « BWAIEEL VO Z LR U TR Y, SBEBEATHRITL T,
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| g64 RS EFHR AR BZIDF5IZ(ONT

B (MEgErs— BR KR A R &P *
KERFSIR ST L —EREE L Z— T LAX—NE:
AT FRREET:  TEERCRRe

TG4 BRI, IBSERANCIT B S EINaEE & e ORI & o TERRIER L BRATR Z 25
BT LRSI TS, BEOWEL, FOEMAIEE. Rk, MEMAR, FIRRMEE Mk
Y. MIEOERTROHRETE - M EORREL, ¥ TERTH D,

ToG4 BSERAICIT DIERERZAIL, BHEE TO L Z AEPYHII T4 JogRds Lavie<, IgG4
AR OISR OO, RN 2V D LAMER SN TV 3, HELINE T, FERER
BB A 5 BERE DRABKBES L VRd > TR RED B D,

A, RS T —% L7 7 —F (WO T, BILRF & SRKFTTRRER LT IgG4 BHERREK 50
Blatat L, MEREHRED ) L& BRI 30 B0, gGa BEMPREEE OBWI~OFHBNY &72
BT RAEH L,

CHETCIC, BEEREY (Mg CRIEMRE (UEMAIR) 2RI 1gG4 BREOHIER
EgATR.L L*C%&fbén'cu VS, FRLSNCA B AIROFTRE LT, LFORMRET b,

(1) KEXMERERADREIE,

(2) ZOFERL LT, RRERT Y 4T AEL LROFHERICED T, BBOHLEHRZLIED

BB,

PR SRS Gk, MO EEMHRESRA & B2 | KNI TgG4 MO b2 &b DT
¥, FOBWHIRGE TRV, FOMND ERDFTRNS, YO L IICHEEEEEELZH L T <z, WG
TRETLTVETZLY,

- ERENTIE, TXBEEL 0 [g04 BEREBEFIDOMEREHERCEBROT — F EMPLET
H0 | SRIZEFER ORI OD THABIME =N EZEZTND,

EE53

C EESRENH AEAIIRMENZ L b BN, ETIEEIN?

« RS RE R ORI INC A2 BT ERERARHINT b I AU TE I I FTRE,
o IR ARV CROMTHISR 2 D132 D K

« 72T OEBIORTRIL?

L TROMSTZH D,

- BAL 72 0P RiZ 2

- BAL i3&< FTRiF eV EEZ TN D,

< FREBAIRAT A REEEZ LT\ D,

o U UG IRR L TWAIER S 8 200 ?

- FIH B,

« broncho-vascbularb band 32tz 57?2

AEEIC LS TRV EDLRONERLLY,

Y LSRR LI & < 72 B ASERRES IR 2R SIEB U T LB,
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lg64 BEERBICHITS 1664 T 5 R BCHARIEDHA

RBRFRFREPHRE RERAES
NEmXSr  MEEFRE] CPUREN =FReEtH

(7] 1G4 BRERRIIMTE 1g64 DR & 1g64 FEATVEIFIO SR ~DISE %155 1+ 5 1BJohett:
RIETH D, RERIZEIT D 164 DIREEZRITVES R TH Y | Sl T 4IRS LTIV
RIS L TCNB EEBZLNTWAD, Tg64 BEEAEN Th2 41 FhA AZ LB BRIAOKRY 7 a—F L 7yE
PIHIZ X 2 b D5, BEED B CHURORRRIC & 5 B MIEMEEET 2008 5 DB ST,

[(WFEER] 1g64 BRERBAEMIFIZRITS 1g64 77 5 X B OHEORH & oS HEORESZ BH
&L=,

[5i5] 1e64 BRERABA MIE 1504 28 SBT-HE b 1g64E ) 7 a—FbbED b S VRIS VREE

E—ZXZAER L. ¥S A F A= 455 Hela AU & RS S8, ok S fsiiiii 2 SDS—3R Y 7 2
UNT I FERKEIL, 27— T VA7 T 7 0 —ThHRH LBFNE 1564 HEET AMEOEERSDRIE
BRI,

fER] MK 1e64 OFERT 281 H0ve BEFRI RIS o 7z,

[f5eE] SRIORRPDARBITANT 1g6d ¥7' 27 5 2 B OHFIIREEIZEE S L Q2L VETBEMEASHER] &
Wiz, BEHIR Y —A & LTHWAHIBEROEEIC L > TR AFEREIMES NS TR ST Y .
SHOBRFREEE E 2 bz,

& 259)
R B CHURISIRRIC K o THBEERIT 20% & 258 < T 80%RER DT, FUhiEni VWA BE S A
TH5BHEN, NEEFECTHERD D,
M - NEAEOT LA AR B E L OREH A0 ENH 2,
HH : Hila 20 5 24T 2
J - Hila ffRZfE - 7B HE, ENE< BOPRERHIT 5 H1EE LCi—ii L B,
N1 FENRFSEAEDBFZE0 B TSR T h H SHUAZ T8, MEERIC 5 B OHiER & L
T&ERD->Te, Hila HIBRLASNOAMBERT 2
JUs - EERAR AR A RRAT L T 5B,
{EH : 164 HUEDORHEIE monovalency IZBIK Z & & # D affiaity DIESAH Y . = ORFZEHETITEE L
LB, A hu—d Igbd BE D H B EORFEEAEATER LTS 164 2R LZ6 Y 559
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|64 B LRI EE L1 SIS v v RILT ORI AR

HREMKEIRERES | RIEET
BH ¥ GEHRF' ATHRET' E ' HEEZ' (R’

[#£=] 164 RO Gl Th2 BREY 1 b A o ORETTEICHE, TeE HUiioEEA, (D4, D25 FAED
BBV T #1 (Tregs) OBINN, IL-10 R0 TGF- B DIEMLAS K O, ZOFER, a4 DREEAHRHENERE A5 ]
X ENB L EZ LT, 1g64 BREERODITENEY, OMEFE72%) 1g64 MAE (135ng/dl LA E) |
Qg ERR LT, 1eG4/1gC M ERIRILEAS 4060, ETH D, LasL, [iF IL-6 DEfEZ T ZH 0
PEF o o AL RISV T b 1604 BRERBOBREAMEL - HEE1H V| BUE. Z0 2 >OREEH
HeT KR A A7\, SR 213, Th2 HEROIEME L, Tregs <° Thl MARCOEERENIH]. B HIRLOTEM
Bz BBE LT B IL-6 & Tregs DIERAT~—H—Th 5 FOXP3 & AV T, 1264 BIERE & SO
F ¥ v R/ LRI LRI TR FTRED RET L TATZ,

[b1BHs L OSIE] Stk ¥ v A< 8 G . F v v A0~ U EE T IER) & 1664 BhE
PEER L UT LT T () 2 S 1, B 1, BAS: 1, Jfs 1, MR 3) & AV T, 1gG4(HP6025 ; Binding Site) |
16 (Polyclonal ; DAKO), IL-6(10C12 ; Leica). FOXP3(236A/E7;abcam) % SR FRICHRET L7, &
T RAA TN (pHT. 0) 12T, ERHIRROA EARRE LT,

[BR] £HidEs v v AN KT, 1864/ TeG BRETZEAIRELLAS 40%LL B AR IBERAMEEGED b
A, 1L-6 BB ZEHHEL LTV 2, FOXPS OREUIA LT, BRIl e R, &
SEEICSEEE LW, . ¥y v A UIEE T 1664/ 186 B E MRS 406LA T T, IL-6
IARRMET ~ 7, FOXP3 DRBUTIES | IERHIIA S B L2 /d o7, KIT, 164 BB A BRHEMRE LD 7R
VR (TG4 (O 1. BRMEMRR LoD B ST-O¥L [1g64-f () ITXSy L, [RA—BIAHCRRET L 7R, 1e64-£(0)
T IL-6 13T o SEREESEEAS A ST B, FOXP3 BB Y o7 SEROBEMASERD Hivle, £z, NEmHAL
/S B, SRR SR LTV, 1g64-f (4TI, TL-6 IFRRME~BRERIET, U o BRI E
N3, FOXP3 BBt U o s SBRODIE T AN DLz, F7-. LML B Sz e o e, Wi D 1g64/1gG
BRI T R & AE BT Ae ) o T2 28, 1eG4-f (+) Tl Tg64 BPED BRI RE D 7y MEm 23 - T2,

[EE]  SHhidEd ¥ v A< LTI, TL-6 OMEBUTHE, Tregs OBEREMIHINR I > TS &
22 b, 7. 1e0d BREERTIL, U o/ BREFEENIC Tregs OMAETTHEDSRD LIV N, HRAEMERE
(AT, V) o SEREESERAANN /2 < 72 BIZDHL, Tregs OBEEIEINB Z o T 5H B2 bz, £z, NEi
MBS TIEE R OBHEMRRLIC B 5 L O\ D Z LAVRIB &Nz, 5, ZHiMEx v v 2 < 9/ e 1g64 B
EERAERH% T, 1L-6, FOXP3 WEERGERA L2V 5 5 LB X b, EFIDFR DRI
vy,

(s

« T A MBEMIEZTNDBEN) T En?

s B S DNTIHEZ TUVRLY,

- TgG4 BRERR TO~< R /L OBHEMET 2

< TGF- B b 3 B = DA D1 DBEN % D D Tid

- tnnltiple eastleman disease Id 1gG4 OEMEA -T2
- {7z

- FPTEREAC MeD & TgG4 DEV B H LD
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164 BRERBICHIT S 1864 7 5 AR A v FEELED FOREM

iR WAy e IN ) N Sl g b LT R Ay e
FUN RS R R B 2 R R A S SR A RS A 5 B -
HHEEA T WEEE SUEREE RRE WA hRHE: GEZs

(B8] TG4 BREARMRILMTE 1964 D 5 L FRZSERE~D 1664 TP EAIADISE % B &+ 5 Sk
BTHD, IHRER SN TOWARERTHY , BREBIZOW T3 AT 5, KA - REEC i+
ARG I3 ThH D, BoLIZ2 Y | AEBE ORI L OIEERFNCET 5, Th2 HiaEs Lot
Treg MOHIMN, ZHODELET DA M IA L OERPRE S, 1g64 7 F AR vF L ORSEAEE
SNTWD, AR AECRITS 1g64 7 5 AL v FTHEDHTF A W =R LEEENTT B8,
PBMC 15 JSOVEEIRIC 431 5 TG4 R5RAVR D INCHRERINY T A AL o F BBy T OFB % E R PCR TRt
L7z, & DICAEDIARE » JHRBICBIET 255 T2 MR T 5720, DNA 7 LA %1777,

(5] 1) TeGABTERE, v =—7 L AERERE (SS). EA HC) DPRIC (FNFHN=3), 3L g4
BhERA (V=3), SS (N=3), HC (N=1) > D/BEERIREL Y RNA b Li-, 1g04 #RA)Y T A AL v FIZH
55T & LT, Th2 ¥ bAoA (IL-4, TL-13), Treg %A FH > (IL-10, TGF B). GATA3, Foxp3,
IERRAG Y T AAA » FICER#ET D5y F& LT, AID, CD40/CD154. IRF4, BAFF, APRIL MOFE 4 EE PCR
THBR L7z,

2) IgG4 BHERAR, SS (FNZHhN=3) O OEMEEEIREAVV-TDNA 7 LA 34T-7-,

[R] 1) TeC4 BRERBICIIT S, 164 4 RAY - IEERN Y 5 2 AL v FERESTORBE SS BIV
HC & HUBHREI Ch 2,

2) Ig64 BREARARO DEMRRIRCE T, SS &L TERIR L TV AN FERET TH D,

[em] 7 5 2 AL v BT 5 2D O FAS, AEDFR - JREEICEIS LT 5 ATREM: A3 L7
(8

(58]
HEF : IRF4251[A] B CHRESTTE L TV S immuture B-cell &5 DI EBENDB-cell)>?
M BE O BRETHTW S,
HE A Y > SERTAIDZSTTHE LTV D DL THBIE Y,
P AIDDSTLHE L O BRI YR IZ T o TV B L EZ B,
FE  PRHLCRI U TRET L TER LY,
[T : SRS TIITh2BEAL 7223, FRAIM TIIThIBAL &V D 2 & HEDN TS, ZOMOBEEKDtol1-1ike
receptorBAE L TWAB EWIHIRELHBHAH - « »
P D MIBRIZEI U CIIRRT L TR WO THES 22023, BES L-CU B AlEerkidd 5,
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|gGA'MOLPS (|gGARSiESfRaR") L/ IETEREIREY) DBRAERT R

EREMKFREELHZEN
RIEEA EHHE tEFT KRPEA 7L #

BEY : TeGAMOLPSODYREE - HRAENT & BB LT, LT D 2 >OffTEED T D,
(1) IgGAMOLPS DEFEFRMIMLY > 7 ERIZIBIT B T A7 VT h— LT 21T 2,
(2) TgGAMOLPS DEBERMIIZIT AIME T 274 7 AT EAT D,

gk & 7

(1) &% AR L OBREOTRBRATHRICET ARSI Y v/ Bk KV 2R Y7 LTHH LTS, DNA
<A 70T LARBND TS v P 7 —2h & UTIL, Affymetrix #tHuman Gene 1.0 ST 77 L1 ZF
Fl L. GeneChip WT expression kit 334 T}GeneChip terminal labeling and control kit (Zd¥
S|P T LR N T S A RERT Y 7 R T & LT Agilent $f GeneSpring
version 11.0 R L. BEL R TTA T —F~_—Z T Ingenuity Pathways Analysis (IPA)
e,

(2) FuFFI s AR TERKENN b RBREROH D AR Y bt L TP RYLT /73
T4 T ERSHEEE ZFIR L CRIEZTT 7%

FEA -

B L UM ADFRIR ¥ — % Principle component analysis (PCA)IZ LV 3 YTTICEBASED &
R ARBITAAT D 2 LB LN R o7, TREATRICEWTER LIoR TR L & bIC, A
BEIC )b D TERETEE L TV ARG TRATE L, 00X 9 L TR RERE TR ORER
W5 b R REI Bh HEE TR S T TR Y REMFOREL OB ) BRSNS, BIfE

UFEAAPRICL DAY F— g U EEDSD & L BIT, T4 7 AR L OftE % BT LTI
EHEDHTUD,

ES

N

D
LI L 2T — T R EOF—ZOFE - HEED S & b, FRRTRFRDROEIEICRIHT
XA L5 BT HOREEED THE TN,

[EEsx]
- FOBEERY NI =D TNDN?
e BOITIEO S TRV,
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A A AT B A B TR TS R 0 B TR B oG4 E B AR U o SFE MR B (g G4+MOLPS)
DHELDIZDDOHIE] ¥hr FI—F 47 20102 H11E@KRTFAER WEHRRBHS EFY< ) —

TR RZUT

PR F—
=1

A
N B
B
Bl

o e SR8 H

-z

" EAR

A
z

A

ok
b st
se&k
Fek
Sk

FEst

A =274 VN

IR L1 DR 22 K S e i RE AR B - B B B i L)

(BT EBRZFEFR « REFERESRITSEFREERE )
R ER R IR RR)
(EREMNRFHREZWIES)

(PRI e EE AR AR B2 T 1)

(EREF KT MEREARE)

SEF LT — g v
BEIR 7" LB XK IER 2 43, TREESTERIZ8 &

1. BURKRZE
2, WEKRE

3. RMFR+FRbE

4., FLIgER
5. &RER

Tk

R
R

BEFEEANSEA, EMFEZEAE
N BUR SE 4
G EL s
WATTA T4
PEEREL

- 165 —



B AE S AL SRR B AN R R T R O (A A [oGaEE SR ) o iRt R R (IgG4+MOLPS)
DORESI DT HORFE)] Y —FI—F 17 2010868A7TH@F 7T &R RHEF RS EfY<)—

gk A _ SRR R R AME FEHEA EREZ

RN 77 . YRR &L EFF o DFENEERE. WA T IER

R © 20094E4 A 2> B OFENERRL, MAISE TARESR, ABERNEESHE L7,
TAHANBH, WIS HER LREICHE TR, MLERIZER 7%, 8H
E%S22 LB ERER R ALk, SR, IgGHfE, fiEnds
M. FIDNABUARREMEZ RS, SLE, ¥ =—7 L UEERESEDN Y BRBIT AR
Elrotl,

R  Am#ER L, OBNEED Y., SUE FTIROERSY . B - K
Y L EREREA, DERFE R L, SR, ERRAEFTRR L, BEEOEE -
JEF7e L, TR 3~15mm DFLHES Y

F—% : Hb 12.2 g/dl, WBC_1300 /1 1,(Seg 18.7 %, Lym 50.0 %, Eos 2.2 %),
PLT 11.9 5 /11, CRP_0.75 mg/dl, BUN_14.2 mg/d], Cr_0.88 mg/dl, T-bil 0.4
mg/dl, TP_9.2 g/dl, Alb_3.3 g/dl, LDH 306 U/, AST 37 U/l, ALT 23 U/l, ALP
204 U/, y GTP_17 U/l, Amy 132 U/

IgG_4801 mg/dl, IgA 282 mg/dl, IgM 59 mg/dl, IgE 156 U/ml

IgG1.2380 mg/dl, IgG2 989 mg/dl, IgG3_509 mg/dl, IgG4 586 mg/dl,

(323 mg/dl, C4 0 mg/dl, CH505.9 U/ml, IL6_10.5 pg/ 11, sIL2R 2389 U/ml
RF 1 U/ml, ANA 1280 f%# (_Homo pattern) , ADNA (RIA) 211.9 IU/ml

U SS-A PiiAfet/st SS-B HufktE (47 &4 v =—ik)

ESRFR  £FEY CT : HEiR - E IR - SETIROEKXR, FEARMOBEX, mE
DARB— R EEHR, MEEXMEROOCEAERE, #REEhETo28
U oNERER, ATRER

MRCP : JERRBE OB O E AMER, FEFNL O EREE L

Ga >>F : AR - ETE « TRV EREMN, AR - mREc
SRR

R IR A2

# 1 : SLE (DiENIEE. WBC B, ADNA %, ANA [51E)

# 2 IgG4 BEE R (IgG4 B, FHH Y 38 - DIEMERRAER T 1gG4 Btk
PES E M - U LRI, MARR - BFTR - B TRER, 251D v
SREER, AIP, BIEME X, WRE)

RARES Kt  1gG4 BIERABIC S E O Bk - ADNA &fEZ A\, SLE
DAYFAFLHE S R 72 L2 ER], PSL30 mg/ B T3 N TORTRII®HZE LT,
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A S BRER AR R BRI R BRI RRE ST [HFRER IgC4EEERs ) o MR 8 (IgG4+MOLPS)
DESLDIZHDHR] Y—FI—F 17 2010E8ATE@KTNVER FRETRBES EflV~U—

MRxd_ BRERAHEEBE  HNE_ R
FHn . _68 m. M &
JARE : 200948 LA & MSR TARIERRZ B &, 9H ITHE B CURHES,

FRFTR . MR FERERS D,

F—H

Hb_ 12.0 g/dl, WBC3910/u1,(Eos_ 9%), PLT 16.8 /ul
CRP__0.05 mg/dl, BUN_15 mg/dl, Cr 0.5 mg/d],

T-bil_0.8 mg/dl (D-bil mg/dl), TP.7.0 g/d]l, Alb 3.9 g/dl

LDH 171 U/, AST 23 U/, ALT 34 U/1, ALP_ 199 U/l, vy GTP 55 U/l
Amylase 64 U/, Lipase 1071

IgG__1620 mg/dl, IgA_ 180 mg/dl ,IgM_ 294 mg/dl, IgE_159 U/ml,
IgG1 809mg/dl, IgG2 862 mg/d], IgG3__ 105 mg/dl, IgG4_ 419 mg/dl,
C3_90.8mg/d], C4_ 21.4mg/dl, CH50__36 U/ml

L6 pe/ 11, sIL2R, 637U/ml

RF it , ANA <20 £ ( pattern)
Z DAt

EgAT R

PET-CT ; WiZA PR, BRAEER. KB FDG-PET £
REERER CT ; BRIRERIZ 24mm K DOEBHRZEH 0,

MRCP ; & OB EER/Mb, ERCP ; BEE OB S RBE 2L
CS; BEFTRARL

ERERZ WY
# 1 : IgG4 BEE A (Kuttner JEE, FEIER)
# 2 : 2 BUFERIR

AR RF1

PET-CT »BESZEORRICEHA TH - 72, PSL30mg(0.8meg/kg) TIEEEEME LY
TRRIER, BEMEE M IMEmICH B,
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B A S RS IR A M R B T R e R R R B [HRE B IgGARRE SR ) o S PR 8 (IgG4+MOLPS)
DWSLDT-DOFFE] Y—FKI—F 47 20108E8H 7 @K 7 V&R HE R RBHE ERFYv Y —

X4 g [ e 1 Y E_{RsA

Fy: 65 . M ZE

JERE . BRE TIRICIMRABRSZ R, RIZBREREEKBELER S, C
TTEBRRESITMOEE SN HH bV, BhLIE, 2ZRE,

KHE, BMREIEOEEE LR, MEEBE. THERBIIRIRE LVl
REREARHENE . Th7-124 HEAE FEE . AIEIEE ., e 2 ChamMahi,
RAGSECITRERIER T 2 <, R class I, HBERRHEE L Y IgG4B
ERBEE DRI S 4Tz,

ERATR, : 170cm 77.6Kg WZA FIRMERRD V. ZnLIAMERE T R&E &2 L,
T—F

Hb__ 142 g/dl, WBC__6700 /ul,(Eos_5.1 %), PLT_ 19.6/ul
CRP_0.09 mg/dl, BUN_17.9 mg/dl, Cr_1.18 mg/dl,

Tbil 0.4 mg/dl (D-bil_ 0.1 mg/dl), TP__ 7.8 g/dl, Alb_ 4.1 g/dl

LDH 180 U/, AST 20 U/, ALT 16U/, ALP 129 U/l, vy GTP21 U/
Amylase_ 67 U/, Lipase U1

IgG__2563 mg/dl, IgA 156 mg/dl ,IgM__41 mg/dl, IgE 283 U/ml,
IgG1l_ 1700 mg/dl, IgG2 1160__mg/dl, 1gG3__327 mg/dl, IgG4_ 1330

mg/dl,

C3__77mg/dl, C4 13 mg/d]l, CH50__38 U/ml
IL6 pg/ul, sIL2R_ 913 U/ml

RF <5 ,ANA <40 % ( pattern)

ZF DM lip biopsy ME1T  (HEE)
HEBFTR . FREo e kY

EE R WT
#t 1 BEEGRHE., EREEE., £KBIE
# 2 W% TRE

RAREA S SR E R . HEIREAE b S D T2 DS IR X 0 TgG4 B AE
DR ER SR,
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B A R S R A M B T IR T Se S S IR o B TR R [gG4 BB £ ifas U o /SRR A (IgG4+MOLPS)
DRESIDT-DOFFR] y—FKI—F 42 20104E8 A 7 A @F T V&R RERRBES EFY~Y —

M4 ALRERAZ F—AFR  #HYE_ LA TA
@ 59 B, MWH B
R . 20084EHE I FiAISE FERIEAR 2 58 7272, 20094 3 A [T D B &F &
BEERT2T 5 bHEEDEIICE Loz, REKEIIIAELBHEL RV,
EEZV=vZ7 (WR) 222 Lize s, BEFEZEDN, FLIRTAOHIE
(NR) 2%2 LT, MEFEMICHIETUER, PiSS-AFURIZEME T, ®IgG4MiE
»RDO-, FARTETRERZED O, FEI2HICEBLLER, Vo E
EEE SN, MEETICER RIgCABMEEMRIZELZ RO L b, IgG4E
HETRE =y M F—fEE) LZBaniz, LarUERFELHBVEY VT
Tho. BEEELRN-TZIENDS, IBRIIITOT, RBHEIN TV,
20104RIC72 0, MKME L, HRe ICBBERELE L), BHCTZHRE L
FRER. BEABELRERENT, TORRKE LT, BERICSH 5 EEERED
REFEFELTVDHDEEX B, F4E 6 AICYBRWRERZ BT, BER
L IEREE TRIEBIEEA RN ER Sz, ZTO/KE, BHEERIISEINT,
7 A FTRICEBHRIT & 2oz,

HAFR - 5 154.0cm, AE 50.0kg. IM/E 128/68. WkiA 72, ¥, LiRE
EIERRD 2V, AETHEMEEE%, EETHERZED S, WHE2L. &%
L, MEEfE b, AR,

T—5

Hb_ 12.0 g/dl, WBC_7200/u1,(Eos 4.9 %), PLT 3295 /ul

CRP_1.19 mg/dl, BUN_18 mg/dl, Cr_1.1 mg/dl,

T-bil 0.7 mg/dl (D-bil 0.2 mg/dl), TP_7.8 g/dl, Alb_3.5 g/dl

LDH 169 UM, AST 23 U/1, ALT 17 U/, ALP_168 U/l, v GTP_16 U/l
Amylase_ 23 U/, Lipase_ =x IU/

IgG_ 2054 mg/dl, IgA_ 419 mg/dl ,IgM__166 mg/dl, IgE 542 U/ml,
IgGl  mg/dl,IgG2  mg/dl, IgG3____ mg/dl, IgG4_ 874 mg/dl (il
&),

C3_106 mg/dl, C4_24 mg/dl, CH50_>66.0 U/ml

IL6_ & pg/ul,sIL2R__K U/ml

RF_84 ,ANA & ( pattern) _EFZEMITHERAREIE
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