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1gG4 BB (IgG4-relared disease; IgG4-RD) &, IMiE D 1gG4 Bfli, MR TOLEH D 1G4
PP DI E RN & e AR 2 45 3 AR BHETH 5  BE»S 10 FED ERBL, &8
IZIZTETOREIRIIHEAE L D 2HRRIEREIIWNIICEDLLHEL L, WEOMBEOEATE

7.

R By IRAE O — AL, BYARBENLIE R0 JORE MR 2 4 B 70 SOEVE R B R B IRAE 7%

%. IgG4ARD 5% Wb OMHER REPE R RO S A 5, B4 T IIETEIE IR R BRI D #9151
A IgGARD THAHHEZMWAL, WEKRHGZ T LOTE L. 20k, LIMEHEETO IgG4-

RD DRz D, KIME DA% 5§ R0,

SEEIIR, KBREDIRES: O A M F TR

T5HZER, ZOL L PREEBRBSCIZERBAELZ2T5Z ML, WETIE
1gG4 BEEINERZE O 2A%EY. LT & 72 AR Tid, HEME <, prototype & 7% % 1gG4 B
FLICEVERE SR BIIRE 2> S FHII L, BEREIR, THRIBIR, R ZE 2 ST h, RS,

WL ERRR, REE, BRE OB Z R
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LI

1gG4 [ # & H (IgG4-relared disease; IgG4-RD) 1,
MLi% o 1gG4 Hfl, ik <DL H D 1gG4A btk o T2 B
FiZ i & MHE A 2 e T2 B TH 5 29 AR
5, IgG4 B H TR B RS HE S TPk Y, TgG4-
RD OEEMEITIRET L1200, &HIFITETOME
P> TRETHHIVHBELTEL 72, BERHMS 10
UL ERGE L, UROREAHOREROEE L W H L
EATA S, EETIIHE - HEOMH L AELDOOH D,
HFEICOWT O ARG STV 5.

88 R BRI (abdominal aortic aneurysm; AAA) &
X, BRBEICER KRB IRESIE R LKL, &
i Bk e L ILIcHEmMEmIcH 5 . Fo—HmENZ, Bk
R I R0 % S T 452 00 7S e 1 114 7 i e L 08 K 8l iR 9
(inflammatory AAA; IAAA) 2SR SN THB D9, 388
%, ESR ML, CRP L5-% EORIEFT REFH & 3 5.
TAAA ORI W TIEIHRAOIELIE, B4 RIS
BIFoNTEO F 72, fFRMERIERRMEE (idiopathic
retroperitoneal fibrosis; IRF) 1335 54~ B I 72 S 1 s
GRS KBRS IREZ ) PAOERET ™, 2% 0

FRAMEE AL R & DBE DTV b T & 72 89, TAAA,
IRF 1\ 3740 & i3 A R 8 M Je i A I 12 48 5 30 L
7eHREIBETH Y, W &R KBRS B % (chronic
periaortitis; CP) D AXRZ h S LADOHTRZ B E V)
Y, TAAA OHEY WM L DIREI TV w2, —JF
T, WWBRWHHEED R 5712, TAAA & IRF & 138
BB ELTLERLH 729 B, IAAA L, Bk
KRR RK DO HEATHBICHINC 72 B 72012, SR IEH % 5

L, IRF 3RO A IRBBEOAR L 2505, KE
EZ &% E T AISERENOZDIZA T A M
WL L 1 5.

L H Mk O ER YRR B OB &, IRF A% 1gG4-
RDDO—D2TH 5 EDOHEEHLMEIC 2 FKA4ILIRF &
TAAA DORMRFI 220 EICEH L, TAAA ORI
IgG4-RD TH B HZMI L7z 2 & % Wk 129, B P %
*ELDTER. ZOHK, LIMEHIETO IgG4-RD O#F
FRrMdD, KRiEDAKZ S THRIME, KMMEFICET
BETHI LR, EDE L HSIERBINREE  IZEIRE
PR Z T A EHMPALTE 7.

AR T, HHEMNE L, prototype & 72 % IgG4 ¥

SR AR HE AR FE IR 27 R R M AT 2



A= CS

RIMERZE»HFIIL, PRIBR, CHEZL EIZONT
bEEBEES, W, BRIRIE, WELR, WHSE OB 2R

1. IgG4 B

1-1) BEME - wRiE

IgG4-RD (1ML {% 1gG4 il & MK IC BT 5 1G4 ik
BN oM, REEZEEEE L, 2okt 2
FRMEME, BERIVE, REMREEZ R T 28 oo
EHRTHL., EBHROREIFIET LI LN S, 1gG4
MRE L 7zl oSG MREEHAONL L) Ilk o
7o, WA IEELBICE Y, BUE T Mikulicz 9§,
U—FOVHIRBRE, ¥y M F—JES, HORIENRRE
%, RWALEEARAE 25, BRIEMEMHEEE, WERRRRARRE, JSREME:
WhES DT, BVREE 28, MBS, WERE, T
MARE, OERE, BIRKE, mivREo—HL2Ed
IgG4-RD & L CREE I N P ZDHREMEIIKRE AN -
TETWA5.

1 -2) IgG4 Lid%izh

Age vk ra Ty v IgG lEMEERN Z2EWD2 D 4
DDY T T ANPHEAEL, IgG4 D \ED HE AL, B
3~5% &I, IgGa1E, itk DiERREEA L%
W, Fe y ZHMEKEEEEA L2V, HEOGHENEY
THOHEESAL, ZERRED GHTE2EET
LV D IgH T 75 AL IR LIEMEETS.
IgG4 138 1gG D HEREM M) < RIEBEERER L &0
TERZH ST, o 1gG DR &R 1gG ZBER~DHG
BElETLILICLIMBERENZRT L VwbS.
Z D%, 1gG4RD OIEREIZHB W TIE, IgG4 HAEDS, I
BUOD L EENLHEEIATIIZ, EAML20
FRISTEREAEY O el EmwEEZ 5N Tn 5.

1 - 3) EAAER

IgG4-RD DFHEE | IE 60 ACICE — 27 25H D, Hiks
BHIZL V. BERGEIRG IgG4-RD HFLET 5 K lE s
LVRZLZ. AL, BHLRE OBIERETER O A2,
EVEIESE & DS AT 2 5 (B, ). RHME SRR
RN X B IRRIRR ORI X A ARRERE (eI, FFIE
RRIEAE), JEHREIC X 2 EIPRMLEE o EHERE (S KB
IR, BRIEIERRMERE) A R REE () 29X
CHSND. 1BYEIIEDOFEA & BT O FRE B0 B AT
FEsILd, HIEEEHESA TV A,

1-4) REFR
BRI TIX, 11HE IgG4 7% 135mg/dL DL b & Bl
FRT Z DLV, IgGA AL Z B R vl b

LRGSR TWS. 72, Wy Z7u7) VIdE, G
%, HIgEIMEZ 2T 5 Z 0% L, ERHARILAE D
FPEBTRDOONS.

W 1% ¥ 4 T &, CT % PET-CT, MRI (magnetic
resonance imaging), #V T AY Y F R ET, BEIN
HUEEH IS L7250 CoMENE, EfGh & %2R0 5.

1 —5) Wikt

T L IR AE AR, IR S, o B AR T R
O3WHPORE SN ®, FRIICH —F 72 3 HE L
PRI R OV F AED B WCIZBRIBEIE K, I, R,
JEEMREEZRD L Z LR E LS. EDOLT, BW
MEELCIE, MIHFET R & LT 1G4 IdE (135mg/dl
PUl) #3805 28, EREITV, WEMEAEWIT R L
LCEWZY YOSEB MR, FRBn 2 fEZ RAE
bz il % & 41Z, 1gG4/1gG FmthAiia it 40% Ll LA>
IgG4 B M E ML AY 10/HPF 2882 5 &\ o 72 1gG4 By
MREMIREARD 5D Z D&t 2.

-,

1 - 6) G

% DIEFITRITREA T a4 FIGEIRZY) L, B
DIRFIC L BRERbiE b s LIS 525, #AT L72miic
BOTIIBAELIC L 2BEEIATENTH L EMESR
5. Rife A7uAf FROBMERZRT—HT, #iMe &b
WKHRLRTWEWI Kb H 5. I, A704 Fib
FEHCPL 2 7 3 HETA B SR BRI SE 2 Bt CD20 fufk (V)
VFIRT) OFRMEIRE SN TS,

2. IgGA B (OK) IMmAEHZE

2 - 1) EESS

AAA D 1020%\Z, &, B , ARERA | IREER S
oW REE | MR, ML O TTHE 72 & D JRE RS S
X B ERRAER 2R U, KEDIRFE PR o> 25 81 20 AL % £ 9
7O FM W22 —BEDAEAE L, AAA OFFZR 2 MR
E LT IAAA EHE I N2 (X 1,2) . TAAA OFFRICD
WX, HEYE BRI LAE O #E AT R IR EO O EsRE
PR ELMBESNTELD, FLIZ 1060 IAAA %
fERT L, MIRRS 1912 1gG4 Btk o TR MRz M A= T,
Hollni 1gG4 &l TH HIER 2R L, IAAA DK
D—2OWNIgG4RD THAHZ L2 WD TIRB LW (X
3). WIZTAAA OERIZ B L THRE Z X, 1gG4 4
HTAAA IZ TAAA O PRBEE LS 5D, AAA @ 25% 28
IgG4 B TAAA & E 2 bh, HEREMIOEVw L
ASHIB L7210,



TgG4 B M8 28

1. TAAA OER CT & BIRIEE P E kTR Y, &
&N, Mantle sign #7/8 L72 (&H) .

AT), ‘l'.-. - :.‘

B2, TAAA ORI, BRI B 3 IR D B 5 5
WA R, PR & 0B R C ARG > 7 (E
) .

MAETEIRIEER I3 2 Ho 1gG B MRl 0, £
DRERITH 1gG4 BrtEfie TdH o 7z

2 — 2) IgG4 BAH TAAA OFFEIREE, LT e

52, CRP Fatk, BIMIREHE 2 & O 90 %2 RO L 7=
iR E R 1X IgG4 B9 IAAA Tl X ) BHEEICR O,
M cH 5. BRI AAA &L T, 1gG4 B
TAAA IFZRREFITHAEL, BHITL . KEREEIC
WA IC T v, BORRIIHEEE 1S (, FIRH
RIEOBEIE % TH 5. HRETIE, 1gG4 BIH TAAA
TIXEWREN T LLVF -2 H T EMNPE {, KREX
WE, Vo< FEuasl7LrF—HrnLIZHCRE
BRBOEHFED FV. [gG4 BMIMERE & Mo
IgG4-RD & D& PEBI O D% {, 1gG4 B# [AAA @
BWNIHEIIEETH 5.

MmyE#mic, I1gG4 BIE IAAA TlX, HAMIC IgG4
B TH 5P, ZRUIN IgE S EHEENTH 5.
IL-10 24+ L, IgE & IgG4 W[ E M E BRI H 0170, IgE
& IgGA-RD OYRE L OBMAHELE I N T 59, Jikkbl
OB E <, FICEIME (320 DLE) odutgbifk
Bl AR S 5. IgM, IgA FIFIZIEWHBENTH Y,
SLE Zz Lo H O SRR L IR KTH S, K
FARIMAE B A PR THmE I T 5 .

2 — 3) 1gG4 BHE TAAA OFFBRAFHT R

IgG4 438 TAAA T, AMEO Y ¥ SBRIE B M 31K
D RAEMNLIZ T, BIIREEOMMEERES D Y, 1) /%08
FaDTERE, UFERERE, PZEMEEIRE 2 L&, ks o
IgG4-RD TH# & Wb 2 MRS X < A SN0 ikt
JE PR~ O SAEMIRER T b BB ICBIg S 5. ) v osER,
TWEAMLOERERY) v RIS EIA S, 054
FHIAE L 2R A RN AR IZIE— R TH B, HET S
EAHRRIIYH — RS T, BRI & v ) SR 72
By z & 729, T b Lz RWkEHEr R o 55
L. REMIZIEFICHTH S, 1gG4 B# IAAA O
HZiE, AMEIBIEDS X 0 R, Sl o A b
WK LIR O A DR FRD, MY RSN L) BABO
USRS EAETEIC R S, 1G4 B tEM iR £ b A
LTCWRRERNRD D, RAEAHEEICD D HKED [gG4
B TAAA LRI TS .

—77, 1gG4 FEBIE IAAA TiE, WIEMEBIRTEALIE X
DEET, NEREORE S BRI AAA &2
V. RIEMBEREORE Ik L TRY—TH D, 1gG4
B TAAA CTlRIFPERBEEIIAER O 2 vwolcx L
T, IgG4 JEMHE TAAA T, ZHOIFHERIZEA RS
n, EREE LTEETH LY. SO EEEIREL 2
ML, HEEEIICETIL AT ) VSR e s
Aoh, BIeNEY T Vikg L o 22, 1gG4
JERIE IAAA % L D RIBT 5. 1gG4 DA T



A= CS

&, RO Vo3 JERAB O
f 1% 10-30% FEECHMIC R DT, FEILETHS.
IgG4 fE gt Clx, 1gG4 BIM TAAA T, V) V38Rl
MDA D IR DILHIIC 1gG4 P Bl s R
Lbad, WHMEZ W OB, 1gG4 BT D ¥ 72
FClE% { , HEFr A2 IgGA BIE IAAA ICEHT AT L,
BRIRIR, MLEMZ: &2 ZR L CTREMNICBET 52 H1E
HThH5.

TR & 1gG Btk

> 2
282

2 — 4) IgG4 BIME TAAA OIRIA - Kk

—RIZT LV F—RER HORER B, T Mk
subtype DNT Y ABEIRNTHL E Vb TW5
Helper T flifaid, MM RELIHYS3 % Thl, JukEs
ZEOWMEIEICE DL Th2 IZHhrhTBY, 2hs
FRREPE T MR L, HIHI0 IR 3 2 e T Mk
(Reguratory T cell; Treg) & & 5. % T Hilg subtype
YA ALK, RBREFET L. R CE
i 54 D 1gGA-RD Ti&, Th2 B, HlM#EYE T M K A
DA M AL NGV AREPHERINTEY, IL-10
FEA 2 I MR, TGE- LD S M bE R 2
FTHL L, 1gG4RD OIREL T 5 V. 4 MR O
IgG4-RD THiH & L THEHREIN TV LA M A4 N
5 Y AIZDOWT, 1gG4 B TAAA, JERIME 5 M KB
k¥, BOIIRBEALIE R BIIREE, B2 g e LTHETL
7oL =%, TgG4 M TAAA T VT S, ik L b,
FMK L N)VT, Th2, TregllBbBH A4 MAA4 &L
TIL-10, IL-13 DA LD RD H 7219 B2, 1gG4 B
HIAAA TUE, MG LV EOHIER L X)L T, IL-6
HEICED D o7z IL6 ITKIEE~—h —DFEf%E 234
A M4 THY, BIRBAGERBRE L SETH D,
FRICE R R EAM I 4 25 70 & D A SIEMRTE T O
HEINERS LN TS, 1gG4 BE TAAA IZBIT 5 IL6
FEATOHELL, IgG4 BAH TAAA DIE R E L CoME%
MWiET 5 EF 2, [oG4 BE IAAA IZBT A RIEFTR =
FRARHEIR & A ﬁ(?"%”

IgG4-RD IZ BT B2 HIBERFITO VT, sz Tl
Th17 O)EQL‘} T M %> Toll-like receptor (2 5 H
ROGIE 7 EHICE I - 2 REAE T o T b,

B2 X I T triggar I2WThH, KA RERHZ
Foh, BEEICRZLTREELOERINTVWS. 1gG4
B JAAA WZBWTIE, 2REZ I L 22 BRI D
R0, BHMICKIELERTARTIERE 5.
IAAA _EQ L CIIoiE I B E L 7= Pt {b LDL $ifk < $i
ceroid PLAAHEH SNTETHB YW, Pl Sz
Eﬁﬁ‘%ﬂﬂ%’\ki)‘%ﬂj@“éﬁll‘i%qj@ﬁf%ﬁ‘@?ﬁlﬁb:ﬁ@"é
PPk IR E 2T S 2§ triggar L LTHET

H5b. T2, vaso vasorum D MF LK ZF|EEITHD
7 9% 3% B %9, Chlamydia pneumonia, Cytomegalovirus
% EOEAEWI X 2 R O @R SE O B 5 b M
DL B 522,

2 — 5) IgG4 B9 IAAA DR

IgG4RD X, A7 84 FHEFICISRIET H729
IgG4 B TAAA ITB W T hH, JH & oA ER
EHOBIZATOA FIRESHER SN TWE W AT H
A PG EEESHEL < BMAOEHESHETH %
W JgG4 B JAAA TO AT T A FiEFEOERHEIGICD
WTRESHOEELRFEO—DOTH 5 .

IgG4 BIHE TAAA T, BHAEOREROBBED /=D,
— RIS BRI DS E R S D . KENIRE O 2V R
HEE, PERBEORETMIC IR L CEREREND R
WILEWNRES TR E 2 Voo d 5. A AR E ©
WA AR <, BETFMAHEEZ 2 L 5% W IAAA T,
MEWNEROENL Y EYTHLEEZONTE. L
LS, Frid IgGe B IAAA ~O I NGB
TlE, M T 1gG4 B A i L, BHIRBELEDLA -
BRSPS DB U BBV Hh 5 TH b L2
HL, BEBEIEHABEFEROFPER TS L, Fif
TR IR~ D ﬁ%%%Lt%hﬁ4QEMAA®$m
R ACHIE L - BRI 295K 0 BRI H e~ 16 i 113
KPZZHEELTEST, BPEMieATuA FiE52L0
IR EOIENERYP2HETH 5.

3. 1gG4 B IMETRE DB EBEEDILAD

3= 1) 1gG4 B H3R R ENIRFTZ

KEYIRHE (X AAA 2SKEB 5 % 5 8D, &8 K B Ik 38
(Thoracic aortic aneurysm; TAA) 3HEFE A% L,
SIEVEMER K EIRE (inflammatorry TAA; ITAA) O
HHIE TAAA ICHERT % L IEFICAH 2w, ITAA O5
FCTOMEHBE T LS E 5070 RIIETHLILIIFE L
TH Y, AT EAT~HERBIIRAZ WD, B IR
REIE ASHT B IR %>R B DR 1 D EBE L, RS NS ARAERE A 28
IRSAEIS H Y, TTAA L HERREMRHEEDEE S Wb T
7w,

Yk s ﬁf:ﬂ@%ﬁk@bﬂlﬁ%ﬁ%ﬁ?ﬂ@ AT S &, IgG4

B B R BRI 221, EYIBRBIOK) 5% DRAETH D,
%’*Bﬁ%ﬂﬂh&%ﬁz@’iﬁf*# W B ERR AR IC TS B

IgG4-RD (&, BYARJE PR IS RAEVE LT %2 79 ITAA O A
5§, ) YNERIRE B IR 98 R B IR 2 & D %%
RGP TH Y, IgG4 BB ARRBYIRNZE L FR L T
Wb, FATKREIRFEESITIE, MEEZ KL, KEIRA
\ZIREEDS B K L, SEC L7261 W ST 5%, 1gG4



IgG4 BYHIMAE 22

B i R OR B RS 228 IR ZE DL F S, BRIR B8l
BENL L, BHPLYVNBETH L. HIZ, Juk Wi
REIIRFE T IE, BIIRTEALYEBIIRIE T & - THIMEME R
V) YNNI D HILDHERI A K, E 72, BIERGR O
gt 50 T UM DH C 5 BE D SE R BE D JIEIE R, JEI PR &
DA =R L TL %0 TH, 1gG4 BE I HE KB IRIKZ &
MR B R DN EE 2 523 5. WA, WER KRB IR
TISMEREEBIIRAE, e, BEMRPEBIIR % 7 & o iM%
RIEBEREDS UM TH S T L B REIIBWT, [gG4
B E R BRI & WS B LD D 5.

3 -2) EHOMBEIZZET S 1gG4 B IMEHRZE DL
)

IgG4 B3 TAAA O &2 Y iz, hARIEHIRICB T
% 1gG4-RD & LT, LGMEENR BaBiik Bk
e EREIIROGE 1225 5 2 5k DA B DHEGI HiS & L
THERBSINTE 7220, hRIBHIRCTIRBIIRE b £ < BlgE S
NBAS, MAEEDILIED 2\ B RIE PO BRI K % 7~ 5
BREELEZET LI E DL V. 1gG4 BEIEHRZE X
KIMAE FE B D ARERIE N T 5% s, BhIRAE, HFICZEIR
IR & LT, RESABEIIR R FEIIRIC D AL 9 B3,
iz, MEIIRE & O & HFE b B S Tw b, 1gG4-RD
RO S MR RT E b TE Y, [gG4 B
MAFHRZE D MAEFIRANTEHE LR T VI ETRET
H5. WEFEEIZL D ERIEN, MoOlEsD IgG4-RD
T2 2704 FES R, BIRBEmEIC X DI L
72Blb I N TB O, FRIBIIRICHAE L 72 1gG4-RD
OIRB L OEHIL, BEOLEGTFHROEPSEETH
5. F72, IgGABEIMAERZETIE, BRBEO XD ICH
IR &2 7~ L, BIIRIEDOPAZERNIZ A v & &

ZOLNTER. LPALEYS, BEBHIRTOMPERsE
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IlgG4-related vascular disease

Satomi Kasashima

Abstract

IgG4-related disease (IgG4-RD) is a new disease entity characterized by serum IgG4
elevation, and pathological IgG4-positive plasma cell infiltration and fibrosis in the affected
organs. It occurs in almost all organs of the whole body and its pathogenesis is associated
with immune disorder.

Inflammatory abdominal aortic aneurysm (IAAA) is a special subtype of abdominal aortic
aneurysm characterized by arterial wall thickening and inflammatory cell infiltration. From
the viewpoint of multicentric fibrous proliferative diseases, we focused on the histological
similarity of idiopathic retroperitoneal fibrosis and IAAA, and about half of all cases of IAAA
were clarified as IgG4-RD. We have estimated the clinicopathological characteristics of 1gG4-
RD occurring in the cardiovascular organs, not only in large vessels but also in peripheral
blood vessels, such as medium-sized blood vessels, coronary artery, and femoral artery, etc. In
addition, we showed that IgG4-RD occurred in the cardiovascular organs seen morphologically
as inflammatory aneurysms or periarteritis, which were tumorous lesions surrounding the
aorta or artery. This article first discusses IgG4-related TAAA, because of it was the just
prototype of IgG4-RD in vascular organs, and then presents an outline of the disease concept,
diagnosis, clinicopathological features, pathology, and treatment, in the thoracic aorta, middle-
level arteries, cardiac lesions, etc.





