1264 B EEREICH T2 BHIgY O—+ U 71 —DiRE

REFILERAFAE R W% - BHERHE
FRILEEET, MAAEER, AR B ILAZ, BEHiHh, JEhEX SEHLE

%mZM%@@T%iIM*MMmﬁ&%%@k%&MﬁE%@@&ﬁ R THE DT &

S MRIEMRBTTH D, 164 BERBIZEENS I 7 U v R, RIRS J OMERIRD
%f@ KIFRMED 2 X7 L EOIERZ R L, M 1864 il A\ NIFEIR, MR EA
72 1G4 B IR Z RO 5 b D&V D, —FF, BAEY /3, FRHIMALT U o X
PBHERIEZ IS B CIIET D Z LM DIV CO DA, 164 BB AT B AR Y o NEA 5
TET BHEMNITATH B, AlEl, FoxlI EREICONT, Te64 BRI J UM RER MALT
V2 NE B R B ERR SRR, B iR o —F U 7 ¢ 3 JLONWALT U > IR
YLt KRB DIRREAT 2T,

FEEHR U5 164 BRERROBWEECAET 2 76 (OB 24liEIs Y vk L2k
FEUEZ 2 STROIRMHEES MALT U L il 7 Bilastge e Uic, WEbEfernmshanz <, B
M v —F U7 o —OfREE LC, 1) ISH ¥, Skt (IHO), FM kD /A
restriction, 2) single cell preparations LUV T 7 ¢ EBYF % Hv iz FISH £
(tissue-FISHE) |24 DYEMRET, 3) PCRIEIZL D IgH 7 v —F U T ¢ —DREREAT o7,

FESR © TG4 BRERAROPBWEIEL -7 7 fIF 1 T OWT, JRERERFAIC MALT U o
LWL, ISH, THC 38X OYFCM ’C‘K/l restriction Z#aH L7z, —J5, MALT U > /& 7 il
41T, 164 BREREBOZENC AT LS, i 1e64 BAES D\ NIEI7: 164 A
FApEE OV TR @to

G0 - ToCh BB AR L LCMALT U o SEOSRRES 2 ATREME, & L < [3MHRBORifED
B AR ASTRIR S U,

EsEE9

HE FERRIIEE T D, X% 200 D MALT - Lymphoma 238> THEETT % L9 12%< BV ERIC
1gG4RD TH o= THA D EBZ TS, 72 L, 1g64 BIEZEEAT 2 lymphoma I3FEE D72
W Bbia,

TEARGFISHIEt (11:14) <t (14:18) [ZLTWRNDH?

s LCUWER AL

[l - MALT 1lymphoma (2% L CAT A RiFHRID?

Il BOBOBERILY VX TIREL TN,

Z2HE . B ORERDSS 1g64RD 7> HFGED 5 HIZ MALT - Iymphoma (2 1gG4RD Z-&0F L TV A0E
BhiLd 5,

HF : EF 7 ORBEIE ENS BUVWTT?

Hil 5L BUYTTS,

MR : ~ 405 OIREIRTI I ERICEBE CTH 5, L) LEx ORWHEREXIMIE 1e64 18 & 40k 164
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STgCNETHY . ZD X ) RNTRERN S D 1= 0OIEE U UER % T LEZRSH 5,
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[264 BERBBEMED T OT4 S ) R

ERENKERAESHRT SRERMTHEL" SREMKE WRMEE?
EREMAFREEZRA EaklEHREs’ SRERXE BREIRE?
SHEE", FmERA”, BHKY, hREXY, EARRE?, GEEAY, MEMO, HEEA
#2, REEEA Y

Aal, Boxld 1e64 BRERBORIRIFIERIADSE | Bkl LT, BE 340 TAERI Bk
O VB OmMIEE Z 0 2 TEBRIKENC L > TR L, R Lk, L1 T
DI L > T, NRFEAI>TEEE] OARy MBI NRERI<IgFE] OARy M EHER
L. BEOITBIOWBIZL DX AV EREEITo T, TORER, alpha—antitrypsin Z&1e
30 FEEHDMIE « RIERY L XTENE LTz, ELISA (12X 530 5 —32 3 v OfER,
alpha—antitrypsin X WEERT) (ZBWT RFEHE] JVAEREISENL TS Z EERE S
77 F7z. IBERIOEE N & /B ADOMFOHEIZ I T, alpha—antitrypsin OBEEL
ISR BTz,

alpha—antitrypsin i&, IL-4 & (D40 FEIZ LB T AAL v T HTLESH, IgE & 16 FEA
IERERET D & LR S 0D,

WIZ, TREYAREFRIA DS 2 BEfiE L UC, B MR A BLUOERO HBE] »»H0miE
wRA L, MER AL, TBETRERD . RETRER) OV IVEFR- L, Zhbov 7
W, BT VTR AR JOWHE 1eG MU 1T 7,

KBRS DIMTE L > 37 BTN T, MR A vs TRIRAT) B8R OY TRRRAT vs 1RIEE) DHI
AT HTeDIT, MIEHF /37 EEd TR 3E Cy2, Cy3, Cyb TEER L. 2 YouESWKENC X
HEREIT o1z, Cy BRI 3707 VEBHEIE. Typhoon9400 (Z Lo CAFX ¥ U &AT
U, Decyder software6.5 ZfER L7=T 4 77 Lo Y UBIT 21T o7z, ZOfER. p<0.05
DEEZEZbo T, @B ASIRERT, BFA<ISRAT. JBRAT>TRER., IERT<IBR%R DA
Ry NeHER LTz, ZD96 L2 fE~3 2 EOENRHD ARy NBIR LT, 76y
HL, BEOTRBLIOWBIZL D Z I ERIEEI T T,

UL, B0 2 RITTERIKEND X 37 G4SN (B AL 3 pli3-10, SDS-PAGE @
T UNT I REEE12.5%) T, 2F8 70 kDa LLEDOES FREED Z L0 BOF 4 7 7
Loy UITIS CE Ipho Tz, F2C, $ilcied oy Babstt (FEA LY pHa-T,
SDS-PAGE 7 7 VL7 X NBE 10%) ZF%E L C. [VAERT vs 1RIER] ORIKIZONT 2 Ik
TTERKENC L DT 4 77 Voo MENTRAT T2, EOFRER, B0 TN T po. 05
DEBZEE b T, IBRRT>TEE%, IRFIT<IRFBROAR Yy N Uiz, Ll Rk
LR BIRIEDVEER D CND, BIFE, ZNHDX L7 EORRRIENERZRET T
Do

E=Ea9
: TgG OPURT Tg64 IR ST 1g64 12 < oW TNAEHIR HIEN T LE S O TIE?
B 0@ T, BTERIRROREEEL L TET,
T rF MY UACEA L T H SR EERIIAD L TE L ?
i A FTOTREITIIHY /A,
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FTIZaT T RIS UAIATET
B Ao TRWTT,
REIIAT aA R T,
B Y,
HT : D SLE FBECTH AT A FERELTRLUE I a—T o F R 72 164 (ZERHE L
TWD EITEARNDTE?
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E:D

EHERWEER M publish S¥5 T &,
B OBMEEN R Z &,
FROBEIETELEIT L TN T &,
I~

Fefr - B ORBMTEYE

FROFMILHY  DFEEIHERINERICHE ., LA =7 =y 7D
THRFICHENTLE o7, BLEREEEFLRYL,
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A BB RN AR B IR SE R S R B 0 8 TR R oG4RS e U o/ ST MR B (g G4+ MOLPS)
DWESLDTeH DGR 74 TAI—T 47 20114FE8H6H @K 7T V&R SR PR B MR

WERRZEE s 7 L

JRERR M F— A

HE
ek
N
HLE

CIESg

1E
R
i
2

1EAR

piotast
y s
p it
ptas

E 3l

(I L R IR S 2 97 )0 22 R Fl) 4“2 B 27
(] L R IR S e 7 ) 0 2 R £ 4 2 B 27
(A EMN R FRE AR
(EREMRKZIREZETIES)

(@REFKRE  mMERENET)

SER TV T— g v
BER 7" LB ISER] 2 4y (HSEA 2T RFRINICRBREVW L E9).,
SRERE IR IS IE R 8 4y

O O W DN =

. BRSSP
. RigERE 22— ETB R 4
VAR Rl
—BRE Rkt

TER WA AN
— e

ikt
. BRERRE

2T & N v o

WA SpAE ek
BB E L
BREEE ek
Ky —%  Se4k
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A S BRI SR R BT IR R A SRR E 0 B TR BB ToGARIE L I8As U o/ gl it 5 2 (Ig G4+ MOLPS)
DRESLDTZDDOHIFE) 74 T AI—F 47 20114E8A6H @FT V&R REP RS ERAY ) —

(33 BRI HYE ISR

il 72wk, MR B

JRME : 20104E6 H . BB RRIERZ ISR HEL LA2 4 A MIRFeE, 104 . WK - IR R #ik
BLL, RERD (—Tkg) BV, 20114FEAR PV DTELDEN Y~ a7 Y v ifE (1g6
6690mg/d1) (Z CYFTILIKNBHET. MBI % FEfl S 1B B B9 T AR,

HKFT R, : Sp02 96% (room air), BT 36.8°C, M FAHEFIZ fine crackle, & DRI~ &
Fri7e Lo

7 —4 :Hb_8.8 g/dl, WBC_ 5150 /pu1, (Eos_1.8 %), PLT 10.5 /ul

CRP 7. 76mg/d1, BUN 16mg/dl, Cr 1.0Omg/dl, T-bil 0.5mg/dl, TP 12.0g/dl, Alb 2.9g/dl, LDH
206U/1, AST 30 U/1, ALT 12U/1, ALP 326U/1, v GTP21U/1, Amylasel33U/1, 1gG6690mg/dl,

IgA345mg/dl, TgM330mg/dl, TgE 853U/ml, TgGl __ 3820mg/dl, I1gG2  2270mg/dl, IgG3
166mg/dl, 1IgG4  835mg/dl, C3 _ 82.2mg/dl, C4 _ 8.8mg/dl, CH50  30U/ml, sIL2R
1490U/ml, RF__ <10, ANA 80 f# (Speckled pattern) ,PA-IgG 368.7. #Hi~V mt/N7 X — -
' Y Hifk 320/ml

KB T IRATEER - FaHIREER 464. 2x10° /ml 53 : MF 46. 2, Lym34. 7, NeuT. 4,

Eoll.5(%), CD4_17.6(%) CD8_61.2 (%)

BT R, - PET-CT ; MAHET, {the U o/ HilZ FDG DHR D IAAH-H Y,

FER CT « Wafli, OVEAME, P TRAEHEALIC, KREXMERICR > THHERE. T 17 2%
b, BHMERE LR, NERREOIEE, K& XBEILED V, HEthe Y o/ i - fifg ) o
REIDOERD Y,

Rl Bl CT - A& LSRRI IEARE , AT H Y, TEMA MRI - TEEBERZR L,
1 : IgG4 BRIl 2
# 2 : 1BHERIEER

FREA R REDIICIRB L TR 0 . HALAYIZ TBLB TRMT L7z,
PSL30mg (0. 6mg/ke) $H5-BRtA L. ERAKEIR - BIHRPTR & b SCEEA,
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B4 5 BB A S e R BT IR T e T SRR M 0 8 (iR B TgGABE LB ) o HEE % B (IgG4+MOLPS)
DOWMESLDT=HDIGE] 74 T AI—F 47 20114E8A6H @F T NLER FEF R EAY <Y —

Mgk RIGERE 2 — HYEH TR

Fe 0 _ 52 k. MR B

JRIE © ARERE. HAERTL 0 ZREEERSHBR LSRR EZRZ L. Y
MIEE Y v~F LBt v~ FERBG IR, MEDERT 5720
RIS Es CT % 54T L7z & = A, fitE o KENIREBEIRE 4 5 525 KENIR(E FE) 28 &
Ex b,

T—H

Hb__11.3 g/dl, WBC__10000 /u1,(Eos_ 2.3 %), PLT_ 52.4 /ul
CRP__1.63 mg/dl, ESR_ 99 mm/hr, BUN__15.3 mg/dl, Cr__ 0.7 mg/dl,
T-bil 0.3 mg/dl, TP_ 7.6 g/dl,Alb__ 3.4 g/dl

LDH_ 133 U/, AST_14 U/N,ALT_9 U/N,ALP 262U/, vGTP18 U/
Amylase 102 U/,

IgG_ 2130 mg/dl, IgA_ 387 mg/dl ,IgM_ 62 mg/dl, IgG4_ 204 mg/dl,
C3_132 mg/dl, C4_ 29 mg/dl, CH50_58.4 U/ml

RF_<20 , #1 CCP fiifk ANA_<40  f&, |

Pt SS-A fif&A_<5.0 index, $i SS-B Hifk <5.0 index

Z DAt

CEA 2.2 nm/ml, CA19-9 <2.0U/ml

BE&ETR . (4 AE) FDG-PET/CT, MEH CT, THELENEHE

FEERZ T
#1 o KEPROEPD AR (IgG4 EHEEES)
#2 o KB BTG UIRITE)

RE R R

(1) RGEREAAIC T 5 [gGAHBEHIBEOAE L T ORREIL 2
(IgG4A+EEMILZENTFET 5 & 3hud) ROSHEERE S = & L TRIE
THDN?

Q) AIERB D F AL Wi 2
MgG4 BIERKEIRBEBEAZERE LTRELERBE] & LTHh0non?
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A BRI TS EE S MR BT R FC R AT AT R S B TR BB To G4BT E 2 IMaS U o STl MR B (IgG4+MOLPS)
DFESLDTZDDIGE] 74 T AI—F 47 20114E8A6H @K T V&R P RS EFAY~ U —

S

FERAT R & KM BE ORI, Lr SMTECRE (+) mEMaomcpE

M, AR (+)

G0l : 1gG4 THEAINICHRS e B, TER KIBKEBEC b #UR, TgGA HA i
T

TgGi4 BRESE & §& 2

WER LA D T FIBREIEN & TaGA 759 1 . TeGA 1c KB A BB L5 &2

TENEBVET,

B RIBHIEC IgG4 T 2012 7 Ly Ml ?

fRZE BB RGRATRIZH D A,

T EE OKRBOEMIEIL IgGA . IgG4 BN IFEE DD E R
WET,

FIE : IgG4 BIERIBRBIZDILD DM A TV D, BREELIZR W T M ?
% BV EH A,
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A S BRI RS R B RIS I 0B THRIR R [eG4BE ZHER VU o TR IR BB (IgG4+MOLPS)
DHESLDT=DO DRG] 74 7AI—F 47 20114E8A6H @FFL&R WERRB2EE ERAY <) —

i A RV 157 4 S st A et S 1 = %
i 63 . MR BT

JAEE @ A RIEDO - DREMHFEIC AR, 20014F ISR ERRE O BAL
Ja HEEEHE(R B BEneurogenic tumor) Tfollow, 2010454 B U X v WA U o
HifE RS CT LfEsE S D & 51272 o7, SIL-2RiZ1130U/ml, 7H 14 H IR
SELCHERE Y o B oEH AT (HE : reactive change) ., 9AICUREZ2,
IgG2156mg/ml, IgG4 846mg/dl, 12A 10 HEME U > \HAMRKEIT (HE :
reactive change) , IgG4f&EYeai330~40%5ME, 20114E5H 128 LV 7 Lv
F—HRBRIFLELVAZ I E2NR, 27 HERICIZY o EIERITHEER,

SRR« A AR R EEER LN B, AIRE IS RHEE R LN3 i, ZMEIC
TRTEEAR LN1 {8, MREHRIC Bw P R L, BRI BEETEIT 4.

T—H

Hb_ 10.6 g/dl, WBC_6200/u1,(Eos 6 %), PLT_27.6x 104 /ul
CRP 4.67 mg/dl, BUN__18.7 mg/dl, Cr 0.60 mg/dl,

T-bil 0.27 mg/dl (D-bil_ND mg/dl), TP.7.8 g/dl, Alb_ 3.5 g/dl

LDH 219 U/N,AST16 U/N,ALT_8 U/, ALP409 U/N, yGTP_ND U/
Amylase 75 U/l, Lipase ND U/

IgG__ 2193 mg/dl, IgA_ 143 mg/dl ,IgM__ 65 mg/dl, IgE 527 U/ml,
IgG1.1140 mg/dl, 1gG2 969 mg/dl, IgG3__27.6  mg/dl, IgG4 1130 mg/dl,
C3_ 120 mg/dl, C4_ 25 mg/dl, CH50_ 43.3 U/ml

IL6__14.2 pg/ul, sIL2R 1480 U/ml

RF_9 U/ml, ANA <40 & ( pattern)

saoliith
LY bV U AT F REUE>100, HFiH 7 7 F—AKHE IgG ik 16.3AU/ml,
MMP-3 601ng/ml

B AT

CT: & FESEE A~ T To U o SEilEIR, A b7 Mot HE A SE R (i
e VERE) . ATENETR BEE .. 2 TRk B EAE

PET/CT : FEH~RE D U > HiERERIC FDG OERE (SUV=5.6), HJ8.
7 R BE BN 0 B ERAEE SR I FDG 0#FE (SUV=5.9)

BEARRN
B 1 : IgGa BESINR Y o/ SHEREMEIRB O BEL
£2 B U~ TR

R B B, AR, ARBEEICEELH Y . MERE L RA ([CFJE

LRWT = ThoTehs, MBI Ex2 LizL 25 TOA THIIWRETH
v, RAIGER] EBHrEhi,
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A S BB R SR ER B IL IR SR A IE B 0 B TRk AR TgG4BEE £ i as U o /7 R B2 (IgG4+MOLPS)
DHELDTZDDIIE] 7 4 TAI—F 17 20114E8H6H @FT V&R FE P RBEES ERAY U —

FE TS

EEPIEAFIVETY VFEERNEZTZEWVWD DIZETTTN?

AR BLVAZINIT L R=0D 25mg Ao TWAHDTEDRENL LILE

AN, ETHELELE,

FRERFT R, BIER TR L OB L 580 5, GFHFEKIRIE R,

Ve - FRRBEER EEEL TV ANTIRH, v v A< 35 EN,
[gG4 fRE gt Tl IgG4 M E MR ITEIN L T 5,
IgG4 FE et Tld 1gG4 13 5 T WS MEERIT 30-40%,
Z DJEFIZ IgGARD EWTEL T W E a2 Ly, AR BEEI DO KIAE
DB L CWAREEME L BE TE 20,

JIEF : BEET Y 7~ F OIBERIL IgG4 BRSNS 5 L mERH DR, 2D
FHixV u~FiE?

A AR O DridV v~F L3N en o7z,

JRERMEERE: ) U~ TR D U UREITRAE L L THEETE RN RE Tl IgG4

E DRI TE 720,

CBEEY) U~ FOFI B 1gG4 & L 57208 100 &8 2 D IEBNIL /Do
720

W Dlan, BE Y v~ I RSB BRI BEER O S OEELRK) B 1gG4RD &2
Wi L7z, FEWICEENRNERTE -T2,
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EA S BRI ER B IR FE B TELER A 8 TR TgG4BE S HER U o A MR A (Ig G4+MOLPS)
DRELDT=DDOWFIE] 74 7AI—T 47 20114E8A6H @K T V&R RE R AREE EFY <Y —

Jii 5% 4 — BB b HYE_BRMBEE | FAREE
s 38 mk.  MERI:
IR BT E R O W LIRIGIEIR S H Y | IEE TRE T 2 bIREAH THRE,
H21. 121 1 X B SR EE A RAE & e o T o OIL E R ERNI 230 0 BEJED LN T
YRR ERN~REIY, MRIC CTHRENRIRER, MiEIgG4M LA LTz ®
H23.1.17IZ 4BEWNE « IRBIA~SEIT & 725, 1261 AR TIEE O AR ATV,
ZFORET R BB F 2 ClgG4RERBA L2 LTz
HEF R« & 174.4cm, {KE 83.9kg, IM/F 133/74mmHg, kA 99 &, AR
36.4°C, Ml FARAEIEARER], TR b REORmITMEIR+, H FRSOMH
THROMERZ U, IREES) - BEALER, OICRERL, BHICEERL, T
fRIEZ L, #877 45 0.3UF1E 0.3) % 0.2(0.5)
T—H
Hb_ 15.4 g/dl, WBC__ 9820 /11, (Eos__19.0 %), PLT 248% /ul
CRP0.27 mg/dl, BUN 11 mg/dl, Cr 0.55 mg/dl, eGFR 131.38 ml/min
T-bil__ 0.5 mg/dl (D-bil mg/dl), TP.7.9 g/dl, Alb 3.3 g/dl
LDH 203 U/, AST 12 U/, ALT 11 U/, ALP 177 U/, v GTP.7UN
Amylase 52 U/l Lipase 40 1011,
IgG 2897 mg/dl, IgA 227.7 mg/dl, IgM__31.3 mg/dl, IgE_ 219  U/ml,
IgG1_ 1400 mg/dl, IgG2_ 1220 mg/dl, I1gG3_187 mg/dl, IgG4_ 1440 mg/dl,
C3_59.9 mg/dl, C42.3 mg/dl, CH50 10.2 U/ml
IL6__ 3.5 pg/ul, sIL2R__1300  U/ml
RF__ &t ,ANA_ Bt fF ( pattern)
Z D B 2MG 2.4mg/L, M A&, ACE 17.3 TU/L/37° ,HiSS-A,BHiik [k
PR-3ANCA &%, MPO-ANCA [et, 7 VA7 a7 v Bt
Vw—7 A M A 8mm £ Smm
E{ AT, : [8E CT, MRIIE AR ORERR & 2@ 25 LR, A TR O
JERR® D . RMEBIEBERRZE, F AR 5JF§LT/M‘*E'r AR T R e
KbV, HMRFIEKRR L, EEREZHLE LIZRIEER S
[faEs CT1 AT PSS - #efd LN JEIR. TRk ﬁﬂﬁﬂ%@%’ﬁr BEUN
[BEER CT] e & Z L2 L [Ga v F] PTER & TERmEns I E5E
BRI -
#1 :IgG4 BEERE (MAIIRE)
# 2 T ERHERRE TR MR HERE B
MR R EA R MANRIRIEIR 258072, £l b, TR IEBLR
METEZBE D T AN BV D,

)
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B S BR R RS AR B IR SR BN IR D TR R JgGARE L IEER U o /TR R (IgG4+MOLPS)
DORESLDTZDOHIFE] 74 T AI—F 47 20114E8H6H @K 7T V4R FEPRBZES EAY ) —

JRERPT L« 4 ToEIRRE  (4)

HEMEDIRBED AL (+)

U R E MR R

FEER BRSO D,

TN ARER (+) PSR

Fas et  IgG4 N E OB CTHHEEL TV D

IgG4 HeidFHl L CERFAD G4 TN E BN ET,

A b VT an—<ki2L 5 IgGa B RER L CET,
B TR 2
RS MANIBI X F LN, FEE-TOET,
BRI BRAE ISR 2
iR . RNTT,
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JEAF BRI LI EE MR BITIRAT R B LI 8 THHR R IgG4BhE ZlEas U o MR £ (1gG4+MOLPS)
DFESLDT-HODIFGE] 74 TAI—T 47 20114E8H6H @K T VAR FEPRDES EFY<)—

fagks BRI HYE  EREHE / AREE
s 0 66 mk. MERI: &
JRIE  H22.8M 58 T ARIEIE A B %, H22.1081E B &8 CTHi%E IR iy T,
JRERC CREMLAERE TRk & 2, [R1m RS IER S HEL, IgG2870mg/dL &
EH LWz 72D FRIBEIREN~FE I, MRITHANEIRIERE 238D, HISS-AHUK -
FUSS-BHiikaM: TlgG4 983mg/dL & E&F L Tu=72 ., IgG4REEMikulicziF &
ZWr, A% OIGEITEHRET O T2 DH23. 4 S BE~BI & 72 5
HIKFIA : & 151.8cm, KE 44.6kg, ME 125/77mmHg, Ak 67 ¥, kiR
36.7C, Sp0O2 99%, Wil LIRMIER,. A IR O BRI KE KIER & ki 5,
BEFLIER, OMICRERL, BHICEE 2L, TREEZL,
T
Hb_13.1 g/dl, WBC__ 5650 /ul,(Bos_ 5.5 %), PLT 2527 /ul
CRPO0.1 mg/dl, BUN__ 17 mg/dl, Cr0.72 mg/dl, eGFR 61.7ml/min
T-bil 1.0 _mg/dl (D-bil mg/dl), TP 8.7 g/dl, Alb 3.8 g/dl
LDH 205 U/, AST 22 U/, ALT 12 U/1, ALP 179 U/, yGTP 11 U/
Amylase_ 129 U/, Lipase 35 1U/1, p-Amylase 36 IU/1
IgG 3214 mg/dl, IgA 146.3 mg/dl, IgM_ 39.9 mg/dl, IgE_ 60  U/ml,
IgG1__1840 mg/dl, IgG2.878 mg/dl, IgG3 180 mg/dl, IgG4__ 1370 mg/dl,
C3__48.1 mg/dl, C4 2.1 mg/dl, CH50 12.0 U/ml
IL6_0.9 pg/ul,sIL2R_1130 U/ml
RF it ANA BME f2 ( pattern)
Z DM B 2MG 2.2mg/L, u-NAG 4.1 U/L, u- 8 2MG 296 1. g/L, M & [ [& ¢,
ACE 17.6 TU/L/37° , #1 SS-A,B #ifk [&%, PR-3ANCA &1,
MPO-ANCA F&ff, v b~—7 A F A 4mm A& 3mm
Bifgpr A (B8 CT] MANERIERR, SR BRI B S ge
(a8 CT] ARFTES - #Efm LN JEAR, Wil E3EKE X E e nE
[IEEE CT,MRI] FINRERCDIRAE L 2 o JE PO HGE IR R | I ARE (B2,3) DB
LR S5 12 Low density area: KIEVEMAIEE T
[Ga > > ] BlEME, WA, FFEZESMANCERE
BRI -
# 1 : IgG4 B Mikulicz %
#2: iwE
# 3 HERE
PR BB T CICHETEIC CHETRAEMREE SN TR Y A7 a4 RiREE
bR W ED DR VOBER, CEIEH O ENER DA TR % %
TOTTELRTELRP o EBONAER, HRE L HERLEEZRD D
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JEAE RSB AR R B LRI R S PR B 0 B TR, TG4 R E 2 U o 885 R R (IgG4+MOLPS)
OWESIDTZDOIREE] 74 T7AI—F 47 20114ESHE6H @K T VAR REIR RS ESY =) —

Mk 44 SIREFKE HYE_ KB AR

i _ 73 k. MR B

JREE IR RBLGHAE, BelE, FRIRFLERE CH FRIREIER, 2 BUBERE, —
WP E 71 CER@BE L TN e, 2004 0 LIRS B < HB X 517
o7, 1997 LRI Z B R, FHEERMMETE & &8 Bk e
Y — R CREREENEHNT HaBle LTz, 2010/05 [ FRRICE T~ a7 Y v
MAEMESEBE DS B, 2010/09 ¥ = — 7 L U EGREREZ SR DNVYBHRI S 23, &
EINFTOETERBEBE Lo, OE/NEBRRAERIZITOIR D212,
2010/10 HORBRHEMN % @ follow up CT THWHBHBZE U v/ EHilEIR H
FDG-PET/CT CHUZEMED U > _EifERZ 5§72, 2011/06 (ZiXFHER, Mir.,
WEBEERIC TR L IERR S 238, HEFICHE Y o N EiIAERIETT, 230 1gG4 Btk
EMIRZFRD, ABtdiolz,

HRETR . BmEER L, HEWY 2N ¢ lem, WY 2 /3Ei ¢ lem, B
W, ERAa L. MEMRER L, #ERL

F—% . Hb14.1g/dl, WBC12.59%X1073 /11, (Eos_35.5 %)

PLT 129X1073/u1, CRP.0.45 mg/dl, BUN_10 mg/dl, Cr 0.8 mg/dl
T-bil 0.5 mg/dl, TP 9.2 g/dl, Alb 3.1 g/dl, LDH 267 U/, AST27 U/
ALT 29 U/1, ALP 294 U/l, v GTP_.30 U/l, Amylase 70 U/l, Lipase 90 IU/1
IgG 4240 mg/dl, IgA 285 mg/dl, IgM 298 mg/dl, IgE_ 10582 U/ml
IgG1.2120 mg/dl, I1gG2.1590 mg/dl, IgG3_179 mg/dl, IgG4 2129 mg/dl
C3c 65 mg/dl, C4.12 mg/dl, CH50 10 LA T U/ml, IL6NE pg/ul

sIL2R 1930 U/ml, RF (), ANA 20 f% (_homo pattern)

Z O B SS-AFUECG), i SS-BHLR(G), SMEEEE MEHAC)

M FT R : 2010/10, 2011/03, 2011/06 FDG-PET/CT fit%&

R PR 2T

#1023 NGER GEES. WRR. MRS, PN, BEERER . AU 7 e —F
NaH v~ a7 ) UiE, IgE B, FEEEkES ., IR mE

# 2 WK |

RIRE A . 2T 1A RARIC LV B SORE RIS T 250 8 9 M,
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5th WEMRA=E &0

2011.8/6 (1) IFBVHFEEDOLAEFIZT 4 TAI—T 4 U TITHBINN =72 &
BWNEERRE W EEE LT, BlchRE ) TSI VWE LT,
IgGAMRBE Y 4 7 A —T (4  7RBEHRRZWS0EE 2 Z IR LET,

FEB 1 (GRERARRE) 72 . B
AT L2 25 B 22 ONEME D TR A % 78 @t%% RUNEB 7273, BEARYE[F C& 3,
WIE], ERRET !

FEF 2 (RIGEEEZ—) 52wk, B KREBIROWEEER - E F &5
IIEEMEICREH Y, BEBFTR & LT, IgG4 BIEKBNRRZE & L CHAK,
iF IgG 2130, IgG4 539, IgE 204, KRG AFBRKIC IV T & O JE B L U%E
JETIC IgG4+ B MR, GRERREH V. 7272 URKEEIZ e L,

IgG4 BB RENRIFZ + K5 AJEBE D 1gG4 M,

KB A& OBIHE LA,

JEGF 3 (FMREBRPT) 63 %, &k,

m R ) o oNEIIER, AE - ARBEENCREEIEE, b OEALIC FDG 4£7%
N, T U — BRI L TE LV AZ I (7 L/L¥—HA| L prednisolone
2.5mg OEH) ZHNIRLZEZT T, U U EERITHEE L,

U LB T, AR ORER L . 1gG4 BT 30-40%H D, LA L,
—HBIZ sinus OILIR EHFHFEREEH Y . Z O 51E IgG4 BIEERE & L CiddEih
T, IgG4 BEEREB LT &0, b LB Y v~TFOREICHED U N
iRk L3 _E0, MO UWER, 72720, BT R L2 b #AE) 22 BIET U
Vv FIEE LT Y L EE & BIE ST A TgGa BB L & 5 2 T A
sl R/Redr BAVIENS

ER 4 (=8RG r%-%mmwz‘éﬁﬁm 38k, FME, RRICEELT . IRE
AP, R E TR ZIAATCER 2 IREHRZ, IgG 2897, 1gG4 1440, 116 3.5,
sIL2R 1300, #Hi&k TIIZERRY 38k, TREMIE, FEREIRE & MHEMERRRED
FH T, IgG4aHfila s 28, FFMARRENLE LT, 1 PFIC Langhaus %Y
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Eiilz @ LRFEFRRED Y, COFRZEIBEXLIN? AT oA N
L7223, SERICITEMRE L TV,

FEB 5 (ZEHRA R TR IR GRIER) 66 w%. Ao, MAIEE T RME K (Kuttner
JEE) . BRZAS, MREIRZE, IgG 3214, IgG4 1370, IL6 0.9, sIL2R 1130, #EH#kT
X, AREARFL OB L S RIERHEL., 1gG4 B E /g mS 0,

FEFI 6 (IRER) 7375, FiE, PERF. W BEARER. IRFEEBIER, my o~
ra7 ) oMEMSRBE, BHEY o EIRA, IgG 4240, IgG4 2129, IgE 10582,
sIL2R 1930, MRAHMIE, T HRAEAMITAFERER - fFh kil 2 ik L Uiz,
Leukocytoclastic vasculitis MO8, FAERY >/ EiClX, ANEIEE L £ TR
HE(LIZZ L\, TgG4 BMERIRIL A BRI EBR 7203, AR & BHEMEICR YD 5,
mAv~rsu7 ) CENERE RTOEEORI v a7 ) CiE, FHH
7278 1gE ME % 78 8D 72 Sl

Uk, #RIGOZKIIAS TT 0, hoEEE &0 L v IR 22 Fr B B
SEOHEITIE, LV IEERZENLETT,

¥, ERRo#Eit. f GER) EADRE L BARICE SN TNET,
YL, BOBME MERREZSVWELEL, BEZBEZNEENTT,

JEB A BRWETEE E LA, RBELE 2 —%2fTo TWEEWELRA S,
ERREREIT o COEREWERAS, BRI LET,
AE#%ELE LIBEWEL ETET,

SRERRYE MEREARE (K - U U~ FRIERM)
TEARRRESE
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2.

[gG4—RIEIE - M5/RIE & RBE

N
il

JEAE T R A

MgG4 BEEL HFELMEREDD

HUNED

IgG4 FFFREE - L E TORE

1) ZE : ¥Rk 2146 A
2) 1 E¥SE

2 2 PR

%3 EISE

B4 B

% b IPER R

5 6 mITEEGE

3. WFFEEERE A

4.

MPE : 2 5 Mgk,
MEREE : 5 2 Mgk,

WHIEPEEB)

1) JFALFE— [1gGd-related disease .
LW EEERY — X SNV —7  ERR 224 11 H 21 B (H)

2)

] My BIE
i I B
] N BIE
i R B
I e BIE
iR HIE
I ey BIE
IR EE
] I BIE
H R BIE

[ Uy B -

554
6 64

HETR

H214E 8 A 11 B (R#)
H21 %8 H7TH (&iR)
H22 £ 2 H 2 B (5LER)
H22 42 A 11 B (&R)
H224E8 A 3 H (HD)
H24E8HTH (&iR)
H24E2 A1 H OZ#HP)
H234E2 A 12 B (&R)
H23 &8 A 2 B (F#K)
H23 %8 H 6 H (&iR)
TR LA [

H24 4£ 2 A 18 B (FHER)

3) TgG4 BEEE B EIEZWEE/AE  Modern Rheumatology, 2012
5. AT FIEE
MR EE-1) IgG4 RISHRZWAFZEOFEA - ER2E. MR- >V TEEAR Dr.)
HEIREE-2) 1gG4 R FIGEMFZEDORLA - XTD4F®ﬁ%$&%@%LOmT@ﬁUh)

FIRTEE- 1) 1gG4 BIERE - B CE MR

6. INEMKDOEY &4

THRA b IgG4 EHEE

HEEEE (100 WA Mg,
FEFEE (110 B DNA, W, FEKFES ) AEFv L 2 — L EBEER K

S\ THRAT)

% DFENTIZ DOV T

DNA, R, Hkiid,

SR T T AITONT
The First International Conference On IgG4-Related Systemic Disease (IgG4-RSD)

FUH

(B9 5 B PR HiT 18] & BT

ERER K TRz

)

MERR B TCRAT IR AFELR Rl 0 B

DRI & AR AEDRZEICEYT 8% B
FETIRARE, 164 BES R o/ MBTEMERE (1gG4+MOLPS) DHEIDT=HDWE ] BE

201242 H 18 H

TgG4 BRM ] (H2242 A 11 H)

(Massachusetts General Hospital, John H. Stone, Associate Professor of Medicine)

October, 2011

8. & DTIE & I DNFk
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EEFBEFHR HALRBREHEAEE FREBDIH
THRRE, GBS RS ) o/ (BRI (1564+NOLPS)

DEILDT-HOHFRL B

IgGARE:EZR B DRI ATRAENAE

EEFEBEFMRMAEEE T RATERH
%ﬁmﬁﬁlﬂﬁm/ﬁﬁmAﬁ@Mm%%
2012828188 (£) @ AJL/SILYTHER
#REMKE mERERNTE

EX R, BF A

IgG4#§l?¥Eauj:ﬂE BERHIZ MEZES TSURRIAN
: aA&ﬂ§a<&mm)
R 250, BHO

(
(2) EE#+Fmk BHO.ARO
(3) BMEAREY4—  BHO/ARO
(4) EMAE 25O AR x
(5) BLA% 25O BRO
(6) ERBAR 2150 ARO
(7) BERTAALLE—  BHOAKO
(8) HMEHAZ 250 BRO
(9) BBEMAS BHO. AR X
(10) BHE@AETHR /O ARO
(1) BEXRZE BHO. A% x
(12) EMA= 20, BHO
(13) BB ATHDE BHO. AR X
(14) gEAE IO, AHEO
(15) ZHAZS BHO. AR
(16) MEBEmAR 250 ARO
(I7) BigA BHO. AR x
(18) ®RK% 2O/ AT X
(19) A% PO ARO
(20) HEAS 250 BRO
Q1) Bk PO O
(22) ERERAS 250 BRO
(23) EMEStES 52— /O ABO
Q4) ZEoHER B0 HBHO
2555 AR T

[gG4*MOLPS BT A fREGRFFZE
FE R ZERIR R

RS (20114F2R 12838 7E) EHFEHIE

PERERZ 10441 (EHR10061LL L~ 2 ££R8)
201MEFE4R11BIZ, PEEBRESKZE LES103

BloEFELL. BHRIET,
7. CRF, REREARE OEURIERF,

AEME 376 (B#Z4641. 5 E/MD)
gt !

[gGARRERE ; JARDERE

[gCARERBIRTAA FABRNEYDT 5 E—HBICE
nNTWb, LOrLEALZFDEREE - % - #EFER
El&, EH - TAEEICEL TS, BEHEXATD
BE5B(E—f(Zprednisolone 30mg/dayk YEAtEEnT
WBEHAZNH, ZOHDOEBRFEETOARAREIZSDE
ZAartr g RIFEN,

1
gG4'MOLPS (IgGARHE LAERR ) v/ IBTEEEIREE) O
AT04 FAREHERET S -O0FIHEEERER
HTARAIERER BT 22
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 IgGABTER B ORI A AR

- ¥EAREE| prednisolone 0.6 mg/kg/day/ 53

10% every 2 weeks.
10 mg/day &1E3~ A

LL1% Dpredonisolonefff 15 1% 5 2 (X310 B EDFI 5.
=120 ZLDEHNELE~10mg/dayDHFENLE

1gG4*MOLPS (IgGARBELZEER U >/ IEFEAEIREE) D
ATHEA FMABEHERET H-HODOEIESERER
AT A RAERRER R

[gG4"MOLPSES B B 45 (FB) DREE R MR{AIIZ DLV T,

ZXFOAK prednisolone 0.6mg/kg/day &Y B EERIIA,

2BMEIC10% DL . 10mg/day Ll (X 1me/day TIRHE L fEK

PERRT—IDOHEBICIUHBFEERET S,

Endpoint
Primary endpoint: Complete remission (CR) rate

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

ZOHARS . o
SEERS, 46 EPINE 2012£E2 A 188 ;371 B 8%
H

SRR R O i

1, IgG4-RDIZ BB BIRE N L =, Modified “Cheson’s
response criteria” 2k,

2, CT-scanf@ R BT(CF (7% the Sum of the Products of the
Greatest Diameters (SPD)Z 1.

SPD=aXb +cXd+ eeee
3, REREX EEX-FFEX-BE-BEXOEEOFME
4, ‘IgG4-RD BEER #EH
*IgG4-RD BESER; S, Mk, OEEIR. IRECIR. BOHTTS
5, AEE. 15 B#. 125 B#IZCTscan 2&Y ., HEHRED
SPD. WSR2 MEK. IgG4-RD BEsE % 5.

BHEBRIDR A RERFE

1, SRR ERETO-HODOIHZEIL10445] 25312 T
2011FE4BITEERT.

(1001l £ 2%R)
CRF. JRIEEREUMEE

2, SREIESFEI D= DO T, 37/ (B1B46
5l SER) NEEFFH .
SHEDEBHELBENBLETFES,




