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HEEAD L0 HAICK L L34 AEEBZLNTEY, LATL Y BARIZZ W EEE O PSCIIAT
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< EREFRE >

1gG4 RS OFFHI AR,

- RAEHE O SITT 5 B CREMERER (ATP) OSFEIT 10 5 AXT 0. 74 A HEEAHERIT 1. 34
A

A OMFZEEE (CFHE)IBE, MERBE, FENBLIED) S EEERY AVWRN LD 5,
ARFRHLO T 1 Y 7 NREFTOLDO 1 g G 4 BERBORERIC L 55 HI BRI
<AFRIIZBIT BTV 27 FORERH>

B OB MERER (autoimmune disease)

-IgG4-related autoimmune disease (autoimmune pancreatitis, autoimmune cholangitis 7o
&)

RRHERE L MEIR R (fibrosclerotic disese)

-IgG4-related sclerosing disease (multifocal fibrosclerosis 7 &)

JEEMIASE (plasmacytosis)

-systemic IgG4-related plasmacytic syndrome (SIPS)

- U \HEBESE (1ymphoproliferative disease)

-IgG4-positive multi-organ lymphoproliferative syndrome (MOLPS)

IgG4 BEEESHMEB O a2 U R LA

I1. IgG4 BAERRILMIR B OIREEFHIRHE  IFRW 0% BERREC

< B SR ERER (AIP) |2 BA# 9 2 fR 2 A > '

1990 4 Kawaguchi et al. Lymphoplasmacytic sclerosing pancreatitis (LPSP).

1997 4£ Ector et al. Non-alcoholic duct destructive chronic pancreatitis (NDCP).
2003 £ Notohara et al. LPSP vs. Idiopathic duct-centric chronic pancreatitis (IDCP).
2004 £ Zamboni et al. AIP with vs. without GEL.

2006 4 Deshpande et al. AIP lobulocentic vs. ductocentric.

HATIXE SRR II LPSP 245 LTI Y | Mayo Clinic {XLPSP & IDCP iz B2 -T2 D
ThorEEZTNS, MGHLI—1 /30 7 )L—71F lobulocentric/ductocentoric & L <
{& AIP with/wothouto GEL & REUIEZR 5> TWAHA LPSP/IDCP b F L O TAIP & LT3,
LPSP {EiEn B MEIC 2\ AN, IDCP 1Tk BIfR 72 < B =L 22y,

<AIP/LPSP DA >

EEDY CNEK, FE MR A O L

-HF P BRI O K AN

‘Storiform fibrosis
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TgG4 IBHERE MR OBMAS, 43 L b 1g64 BhEREMRE THH 2 L ZER LRV,
-TgG4 B LR BIT 1 DOKRBEE 2 SESERRBMEOTFEED ?

III. 7=y SR

[FTRBBERZE 2 & A7z 1gG4 BEER A ]
Fuder M [gABERBICBT 2 REIBZE O & #eel B3 2 45%
(Fayxl hY—F—  FiBEE)
1) TgG4 BB BIC I 1T DIRENEES O RE L HREIC BT 2 P90 (BF9E0HEE  MBEEsE,
FFRE B OEE @EBARRE O NED )

TgG4 BIEIRBUR B & UTHE, BSMREIZ DWW TIRET LT,
%ﬁfimﬁﬁm4ﬁ(m%)umw%hto

N5 . A dhREIRIZ X?m4bﬁ% FVEETHHLONRRD LI,
W%ﬁ%&bfi FEALPERRAE 20k 57 B 41 61 (72%) 1ZFR8 bivie, MG &
U > ERIEE. @M%@Rgmww&ﬁ# R b,

AHZERE D MEDIBE L 57 Bl 14 ) (25%) @O O, MBEFRICIIRCTh o7,
1% JEMBRRAMENE 57 R 4 1 (21%) T, I1gG4 MR E IR ORE % - I RHEE DO BRE TH
277,

B D BRI 5 BV R AR A 1L S jogren JEMRBRIC 2 B D MEIRAR K & B2 & |
BRI CH AT & BIRERICS LWZ &, SS-A/BHUARERIETCH D Z L2 HME 35,
BEFENTIT 164 BT E IR 2L D Z2ROMEMIEE L U v 3 AlOF., BAZEETEIR
RKBRD NS, HEERFEEIC OO UIBEA L R L TBERND B2 A7 sun7 )
BEENEL ., VI TI7 4 —TERE—2Z 5 20.1% & &< washout ratio b 52.6% &1KH
oY et

TREARLE 57 Flth 161 (2%) (258 bhie, RIRHEERIC OV THRETT 5 & B B iR
BECIX 7. 25mm CTRHBEED 13. 126mm [ZHE L TR T LT\ e,

1. 5cm BAEDREER Y L SERAE RS 8 R 5 Fillc MRS L < IXEEER Y o EffER I 57 Bl 1
4] (25%) 2B Bz, U V3 I b Ig64 BT E MBI LG8 bz,

+ THSRBILEED O O AR A Teca Yen 9 B L, RrRE AT 4 5] (100%) BEE 10 #H
1061 (100%) CZEICERATH D Z EibhoT,

LS T, KBRS AAFATHEDOIRE, MEBROBETFOLBRRBD LD,
F 7 AERAENCIE 164 BT E MRS E T 10 Fld 4 ], KBTI 5 Fild 2 FllciBd Hi
Tro ET-BRBICEED BT 1G4 BBMHEREE ML, A7 a1 FIERICXVER L
IZIZE S, BREIC D 164 BRI EMAANFED b,

PLEDZ & X Tg64 BIEM(LMERB L W) REBHEEZRB L T& I, L LT &5
DI 5D BRI 164 B E MR T MESEE L T\ 5, 2) PAEMFIRESEEL T
5o 3) Vi EEIEE LI ULIERED . 4) BB HEICEZ, 5) AT A FORGEA LV,
6) < DERETIIHCREEEREZLEY S, bbb nd, ZORBE&RICHED
R EEND bOIL, BOREMREER, BALMEERIRAE - B CERRE Mikulicz /@) . 1




MEERMEE Ch 5, FIREMER B D b DI, M-, MEMER R, KEMBEE, FIRER
K, KBRRTHHEEZLLND,

L% O E UTIE, 1) 164 B LR B O & BEREAEF 2 M L THRRT 5, 2)
1gG4 BEERE LR B O B NBas (IIZ2 T 5 1G4 B E M D5 & A 1G4 B & O BEME %
MR 5, 3) 1gG4 BERE{LIER B OBENI W SRR, MERIRISRE, (RIRMERE, HEEN & M
H TgG4 & OREEME A MREFTT 2 T ETH 5,

Q. THBAHE OBMIE, BENOREDOEKRONBEEZDLDDRKIEILL D HDRDN?
A. BERD O ORIEOPE K O FIREMITE E K225, IDUS b A5 L IBE DRIEIZ LD
HLOTITWVNEEZ D,

Q. FIHFHDOERIIEDORIEDEKIZE D E DN ?

A, BUEBEREELIEFATIOEIBRRAEZRODIZOT, £H2FXTCWEBLTLLE
TV ONE LR,

Q. HILEREL W) DIEIARBIZHFETDDMN?

A. BIEW(LEEER - OBRERSTWALER, BERZELV KBEOHRENRH S &0 ) HEN
BRENTWVWAZ L EHELERETIEH RN EEZEZTND,

2) BOAREMER»O A MBERRE WFRHHE - T B0 BRE B

1998 A0 5 2009 45 3 A 31 H ¥ TYHRGS L OBEIRERIC THRE L MTT L7 ATP B3 O 55
FBEBEDOTFRETH 7= 49 BI15H - & 43 : 6 FHEE 63.5+12.97% (29-86 m%) 8]
AR 1501 =105 HEXERE LT, (1) BAMREORER (2) BIVREOEZRIN
R (3) BAMRZERZNICRIT 5 PET OF M (4) BAVREOREE KHERF & OME (5)
MESMRZE & PR R A fat LT,

(1) BESMRZEORIEDR & IEgRBIER

MR EDORERIL 6% L BmETh o7, FIMNEEITE(LIEIRE &, MR Y > iR,
TEALMEMER AR 72 CEEE OBV O HE WS, TERER, AEE, HREERERRLO
HRO, B TH D,

(3) BAVREZWNT RIS 5 PET OF HME

BESNRE R % B 5 L RN EITZR D R Do 1208, FEAL MR K LIS OBESMRZEIZ O
THRd 5 & PET MifTEE CIIBEAMREH Y 16 Bil72 L 8 B PET R THE CIIEIMFEEZH Y 6
72 UL 18 B CHEFFEANCAE BEENH Y PET MR EORBICEHA TH DL L E 2 b,
(4) BEIVREORIE L XHERT L OBE

M35 TgG4 OB VERNL, BAMNREZFAE LT WEMIZH > T2,

M5 TG4 EDERE U TV AIERNL, FIREREHICZE RENREEL R LT,

(5) BESMRZE & Bk

LR 2 2 BR O T2 VR A A 05 (BRI AR . TRIRAR) CHEBREIBZWMEIIZH -
77

Q. IgGd MEITIIEEWEBAFENHE LTV EWNS Z ETHHnon?

A. FRTHNWERES,

Q. IgG4 BBEWVDIXARY 7 a—F Nipdh?



AI%ﬁ%<&<gmﬁ%wﬁmﬁﬁbﬁv7n~%wﬁmﬁm&%50
Q. IgEITMIE L=
A, JIE LTV RN

[MERAR « RIS 6 A fz 1G4 REE R A ]
7mYx 7 b2 Mikuliczyi « [gCABTHR B ORE LRI (Fuy =7 MU —4& — : HgR/A%L)
1) TgGABEELLERS ) o/ SEETEMERE R (1GAMOLPS) (FF9E34E3E « HERUARE) REE  BBEREA
£
Mikuliczf@lI—BFFEE LWV H DO EE X LI TV, SjogrenfEERE & (3R 722 - I MR IR
RBHDZENDLNY BARAND
< TgG4+ MOLPS (multiple—organ lymphoproriferative syndrome) >
MiE 1gG4>135mg/dl
FARE O TgG4TgG4 BEMEE ANBRIRE (1gG4+/TeGIHEE IR >50%) A3 B CHUABIN 7o fE
CE TR 2 GO L ER L CEERE T4 fIE2H LT,
< IgGA+MOLPS DBk 4518 >
1. U 2 RBRE T RIER T, B 2N Y, (FERERIZ T N B 32> 3 CGRAY LA BRERHE N,
IgE Mz BgE) & & 5,
2. MR EEY BTe L O IR LERENA BN D, B EOE{LERE IR &k 2 CJE B
DOFEERERBIZ I KR T 5 (B LR AR ; Kuttner EEITMERENIZIRR L72RE)
3. FAEMBHIIRK L BRIIRBD D, MHRE CIIHERBIREDALNDIERH S,
4. U R TREARRENE LWEITIE, Vo SARERERD D, —F, EEHERT
LEBSHIER 7= 00, U R BRI R b,
5. IgG4 FERE T, 1g64 BBMEMRENZEERD biLDH, 72 L, HE JeEHBET R S 164
BRI AT H2ENETE, MLk b ¥ C, IgcHifid & TgG4+ilasr v b L,
IgG4+/TgGHHEREEL A8 50%LL E & 72 5,
Sjogren JEMERE (SS) & MLk U 7-RIREE

IR HCIE MRz (BER |7 L X  REX | BOR& | REME | A
—aR | wWE | MR | BR | E
MOLPS | 32. 8% 37. 5% 15.6% | 40.6%% | 14.1% |[17.2%% | 17.2% |9.4%
SS | 93.5%% k| 87.1%% k |48.4%% | 6.5% 3.2% | 0% 6.5% | 32.3%%

% p<0.05, %k kp<0.001
< TgGA+MOLPS O R 11 A RG>
mPSL 500mgl {5, PSL 60mg4 {5, PSL 50mg 2 4, PSL 40mg6 5. PSL 30mgll f#l. PSL 25mg 1
5, PSL 20mg9 {5, PSL 15mg3 f8il. PSL 10mgl fl, #{EZRL 20 TH -7z,
<lgG4 BHEZfgas U o HEFEMEREE (IgG4+ MOLPS) R2MrAYE () >
(1) MmEZFMICE 1g64 ffE (135mg/dl PLE) 2385,
(2) MERAEREIZZE A TeC4 B E MR IZ T (FRILK 5 1HEF C 1g64+>1gG+23 50%LL 1)
TR D,
(1) (2) OWVWTFNLEREZTHO
TRHROBEBEAZGRINAHE S D ; Castleman i, Wegener WZENE. Sarcoidosis, AFTEIHE




* 1gG4 5T E MO L ER & LI Llasic k5 Vo MEERB THY 5 ETICE
SOREBPEESNTWD, BORBERER, BECHERER, Mikalicz 5. KAEMAEE.
% IEREARHEIE, HERRARMEIE, Kuttner B, Riedel HURARA. MIEME A, BCOAEMETE
R, Vg, il (L, ERBEBROETH Ig64 BE TITR W)
< 8 A TRBRIT TeG4+MOLPS & 5% 9 5>
1) Y=— 27V SEER B CERRBOSIIEN S
FEMBRIR R o = — 7 U UEERE Exs BB, U SS-A HLIRHT SS-B HiREEM: A
2) U URBE SRR FEDOSIG D
& 5w A EEMEIRAE
U 7SBRRTEDS, 7 at U T 4 BNido & 0T, b B E LD b RIEMSIEE
WELBONENS Zru— MGy Fu T ) CE (+5 1gE fE)
MiE 1g6 V727 7 APE MRk 1864, 186 RBLREEIT I,
< UHTHURE, 1964 BAE LR U o BEFH IR /B (1gG4+MOLPS) DFESL D 7= O DR | >
FEEATSEBE A MR S AR SEE & e o CTREA BB ZHE HIAMRBTRIZEEE L L
TaH EiTTe, 8 H22 B Igfd AZ— T v I —T 4 7L LTEIRTHETITETH
Dy
Q. Fx I TEE{LME & E 2 TV D D8 TgG4+MOLPS {3 U > /85 & Whh B DIEFEA 2= U 5
BEIM?
A. Sjogren JEMEREIIAR Y 7 v —F VAo R IShy 6 MALT U v lE~ERT 22 &b, Uy
W L WO B X FRMLERE LR,
Q. Sjogren JEMEHEN G MALT U U N ORIEIZ L BN TNDEN, Vo 7 MEiEEL S - T
VW5 A8 Mikulicz 95 1gG4 BEE D MEMR IR 2> & ORIEIL H D D> 2
A. WEDE Z AR,
Q. ZHEBREVIOTHIVUL, BIRRERD ST TR L TN 2 BERFEAENE
DTz KO ITHERBRT Y 3B RERKR LTZY 750 CHOlE & e nRn s &
= o TV, ‘
A, TgG4 [ IRIEMEMITE - TTTL AL bHDLEEZLNLDT, Sl CORB LW
IYDFEL BV EESsTS,

2)  Mikulicz ¥ - Tg6d REERBOMBEFRFRICE DAY A b A Ol BB HE -
RS SE]) FERE AR : '
(BE#)) AEbhbiuid MD OREZMEIAT A0, BEREB IO Th 7k hMC
B 581 b A U DORER EOREFHIFTRIZ OV T SS & HliRa Lz,
(xt%) O MD Wi 12 #l Ca)ll - /NSFOLHE « +++) EHER © 56.3+13.0
. B 3 il Aotk o9
@ ss teWrahie 18 fiil  CAJll - INSFOFE - +++ ) EHAERS @ 54.612.8 %,
B2 Bl &tk 16 ,
@ fFHE 18 fl  CaJll - /INSFOSHE . - ) FHER ¢ 36.8+23.4 %, Bk - 6 . &
A 12 Bl
(REFHE) 1 EARPTR (BERR, BRAER, DiEHAE, mRieEd e, Rk



2. ST H, « Real time PCR ¥ (% Th 7 v OV A b4 mRNA REHE)

- 7m—H%A hA FY— (Th1/Th2 ) - SEMABEFYE  (Ig64, Foxp3, CD20)
(55 MD 1%, &FNCB W CTHERIR 2V LIERORERZ ik & L, WIS << e D
3y HUEEEL, BU Ig64 BEEBTH D AIP ZEBEE A L T, BEIRENX, FEiZ
FlR., B TRAZ AL L, 1ZEAEOBRENRTRELHFA TN, LT A FRBLID
BT A P TIREREDOEADIT 1 FAZRVTCENZEERICRD Nz, M1
IgG D FF-AEMEE TR B, 1g64 OFHREMATED HAL, Hi SS-A/B HuiklE 12 Fil-2p4
ﬁ@@ﬁ%oto$&ﬂﬁ&ﬂﬁék HTBRERZBIZBWTIE, SS RN 72 A
WREENBD LN HDD, MD TILAEREZIIFRDOONT, I HICZDEEZEOBIREV.TH
5£T%L SWTh, BRIMRRIEE OBREIIRED LN OO, SRBEERAEDLNE
12730 T, oD MD JEBNC I\ T b 2] CRIRREEIIFR O b Lo 7z, HIEBRAER TIIMD,
SS & H N L SERDBENERD b A, M TIEEMEETY U REBROERE A LD,
MO E R - B DA ERBNRBD bz, —F SS TiE Y »NEBROE KT
MD I EESEE IR T, W ORRRMGIE iﬁé@%%iﬁto%%%®@&%u%ﬁ
B9 A NAA L OFE) mRNA B2 B 5 &, SS CHHEFE L LT Th, 2, 17 A4 7D
B A NHA L OTLENRTED Hiv, MD TIE Th2 BE N Treg X A T OY A b A OTUHENRFE
b BTz, MD B PBMC % FV T, PHA FlJ T C IFN-y DOFEAREZRIFHNCHET D &,
s L B LT Th B ThH-o7ehd, AT A FIRERIIEREE £ T2V bDd Thl
~3 7 R LTCWE LTz, SS OMERIRCIE, JERNICBHIBOEFITRO N b DD, 1g64
BL O Treg D= —H—Td 5 Foxp3d DREBIIITEAERD LN o7, MD TiX, Ig64 1%
R L LA DT B A ERD S, Treg ITOFEAMORBEERD T, THbHOFRERLY
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