SADERE/1gG4 BhERE

lgG4 BEhEREDBERE

SHEE /T

S SUMMARY . IgG4BIERERDBEDSR
HERT 3., BEORRBECHBRERTILE
BB DIz, IR0 IgG4 BISER L RBCRER
EhB3Z LB, REFRTE, MFIGP
IgG4, IgE BEMBKETH Y, EFHEME*EEC
EH3, EHEMCETIEAL, SETHARST
KEEZoRCBEET 2. FERABENCIIREA
BFHEUBRER T3, Y U8R 9G4 Bt R
BEAMBCEECSREL, Cho2MYBLIS K
FECHFEOZREESBEREIN S, HERENES
RiepHmL, ERBLOoBAIEWTHS. 4K
KRESEEEB2 TN I L DY, RO
B oEREEN T2 L BNEETHS, R
Fo4 FRIGER X &, FRIHENRIFTDH 205,
HEBCERT ML LD, BEREORUINESH
3,

(BEPEHRZE 55 776-782, 2011)

.« KEYWORDS '+ 1gG4, IgG4 BIEBIE,
RESHEEER, BCREEER

(FUSHIC

IgG4 BEERB ORBHEIZ, BCREMERL
(autoimmune pancreatitis ; AIP) DR HE % 24
RT3 BB THEELBRINZ LI STk
7zb, AIP TR, ERCELL RESL e
LB T s 8HI6NTBY, BEEORE
DV T, BRME HE M E % (tubulointersti-
tial nephritis ; TIN) & U T 2004 £ #] 8 TZER
DOARVCTHREE A, 3|58k, BKEK

8 - WEEZNFEIEMUL CEFAOREN R
h, 1gG4 BIERBIHS BREODFELLLHE
HahkdwhkoteY, 208, IgG4 BEREBD
B LTI2 Vv YRCEHE LT 1gG4 BIEES
88V A REEEE (IgG4-positive multior-
gan lymphoproliferative syndrome : IgG4+
MOLPS) DFRDERETH 3 L T HEFMHRE D
RINTERSS, X5, AIPREI 2V 9VIRE
EEHLY, BHEREOES bHRE S LHED
Tw379, XKETIR, IgG4BIEEBICMEL T
A 5N 5 BRE (1gG4 BERE) 0T oW T
BHT 3.

FRRDERE - EARIIHEE

IgG4 BEBEAOTBTIHLENEETH Y,
REETRREINZILBELABTH 24, —
BHBOREOREECEELZRCRRESh
2B H5. 1gG4 BEKERB TR, L iET
SBBRENHERT 2 ABEHTH D, 1gG4 B
HEERERUNSORBREORERE K, &
BREWE L RREBRE»ORRINZ I NS
L)2,3.10).

BEEENHET 2 [gG4 BEHEEB 23D
TOHEESORNTYH, AIP239.1%iIcs5h
feiEde, HEHAR(82.6%), BER(30.4%), V%
#1(43.5%), Afi(26%) 7z ¥ OB T RE TR
dh, 2035 154 TR, BEECETLTH
BRoOBENER IR TV, IgG4HEER
OFEBRP, BELUMNMEEE2RH ZWIER L #E

1) HAKFAFER - BEANE - Y
2) MERERFETRAR - a8

776 BELRERE vol.55 no.8 201148 A

0485-1420/11/%¥250/283X/JCOPY



ENTWE™IH, ZOLIBTyr—ATHRICH
BB ICREERET 2WREESD D, EEEVLRE
WERENLEEEbN S, bk, BELL2A
i 20 A (87%) %% 58 14, & W I o ¥ 5 £ fin 1%
65.2(40~83) K TH D, FEEDBHICHFFRET S
HEH & Sy,

EfRAR

CT A ¥+ >% MRI i« X 2 E{RE I T,
AIP BE D 35% I AL EMEA L K OBRE
DFEIE - ZFEHIC B ST 8, BEREED
EflbHZONE, HLOEFTEBEEER2FEET
ZBEBIHEENAOND D, —EHOERTIRE
REORESS, HHbswiiHEAHOBSMICE
THHEEDSER S NS, 1gG4 BIHEBE 2 FF M
BEE CT A% v ViR, OBFEEOSFME
ETARBOFEERELD, QUEAtOBELR @
HAENBEY, ORNBEFREEZEbRVWEREDN
E, 04o85FTonsy, BECLPRELZEEA
ATIEEERROREERDZ 2 HD, 20
BEGEERES & OERN EHEICTORETH

- ERRRERTR

1. BigsegE

E&FETEEEa NS X 912, 1gG4 BhEEE
TREEE~NDFEDLEMD RoMIED nH 3
ZEBRHETH S, FESVBRRIATY 255
DEHAEIZIZIZIEET, LELHRETCRIErR2R
BxE750E, BEEETOBEIIREDLRN
DICEFELTWwB EEzons, LHrLEES
X, RfcTRELBEBEEEL Tuwlichy
mbhasd, MiFZ V7 F= Ml 1.09 mg/dl,
JVT7F=v2Z VT T AH69ml/min & B
BEMSHECER - M T IERI 2 BB L TH D1,
BEBREX FOREDLESY & BHREEEDORE
EPBTLL—HL R WEFHEFEET 3.

2. Ri2&E

[gG4 B EEE OMMAT R IZIZ L A LD filn
TIN # 27 525, REBS R IR
DI EHNHFW, TOLDEHEERKCIZLL, R

1 1gG4 BEBENER CT A%+ Eg

76 5%, Bk, AIP CHER L7 (oG4 BIEIBAE OFEF.
TEOBFEAMNI, HRHSEHEDS 5 VI RERL, MR
HUROBHEFRATENERLTED, BESENEE I
Rz3.

(EEAEmberasl  Saifeso ZEEC L 0 EiE)

AETHRINZZLEHTH5. L, A
WIREBIHET 2 EHIE, HBENEEDOEAR
(21.0g/H) = IR (= # 7 i 2k 20 {&/HPF)
RT3 E0HBW,

3. MiEEIESERRE

IgG4 BERETIX, AIP Y EMIL - HRERE
BH6ND, KHMRE T, MK I3 RFEOEE
REM IR W, FEREREEIEmML Tws
%, BREREORECIEU T, MEREE
%, R, MF7v7F=EPERELR DR
EPBRENE I DD,
FEMFHORETRE ¢ 70 7 ) Y IMFEH
A5, IgA * [gM HIZEHEMBBEHAO
%L, IgG L IgE BEEZRTY, BHTH
M IgG4 fiE 1 1gG4 BlEEB 02 THADE
BETH39 27x0X M) —BICL3MmME
IgG4ER E B L T, 2010 4E5 A » & AIP
U CRBEDSEE S, HH¥EE FRRIZ 105 mg/
diTHsH, Fy A 7135 mg/dl ML EDS
FUTHIEEINTWEY, HEESWORNT
&, BT O 1gG4 {f 13 7 1,520 mg/d] (587~
4,630 mg/dl) Lt BfiEER L7, LaL, s
FNCIE [gG4 BERE CHEN2HBE2E L Twiz
Chdb s T, [MiFlgGl BEEETH - 2E
FlOHELH VY, EENRLETH S,
{EHBARINAE DS [gG4 BIEBERI DI 70%12 & &
, BREEHEDbE W [gG4 BERBICEE~T
BETHDI IEHFHEWTHEY, 7V A7 u”
) > % M #E H, ANCA (antineutrophil cyto-

ERFRHE vol.55 no.8 20114E8 A 777



E2 1gG4 B BE A S e

TS, B BRERESASN D, EEEREICEo T IgG4 BIHEEHE D,

a : ERE MR IR & b ¥ b L, RAEBEESE SN2 L RS ES
BROBEE ST 5 EHORER L, FTHOEEBEOMITIL, o2 b b L7z
BRBROND, MEHOREREZERL T 3, IEH SO R & L
Thd. ELORBRERIERLEEL TV, AT OMBIRIC ZEEMNE 51

> (PAM Hefb, 100 £5).

biMEICIZY) >R L Bbh 2 BEIRCHEMAN, FERIN2E L, s %MW
DEG & S IiME SR o, HEMFBERSET SERTS 3, FRAIE ik
ENL TB D HBIHEETH 3 (HE 6, 600 £5),

plasmic antibody), CRP id@4 M 2 7213 1F%
MEENTH 2, HENEDPY) Y=+ 4 FEHEFHL
LB TH 223, H1SS-A B X UFSS-B i
&, B Sm ¥itk, #iRNP Hitkx ¥ 0 5Ok
EHD 5NT, HOREEEBOSEIIRE &
s,

4. RIEAREESAVRE

IgG4 BEEE X ERoERCREBORE T
RREND ZEHH0D, BRI I3ERE I
W2 FREIAR L % S I8 THESEY 2 & L 2SEEE I
KU, BRI, 1gG4 BEmBo Fmay
WE2TH 2 Bl Lt B L TS o &
BERHITZ B2, RIRHISEME  H
LTw3, £BEROBHNICIE, Seesmmsio
A2 6 T EMEE L RERE TORENIED
e, BRI & 0 b SEA T ESERSE
ﬁﬂ%?&%tmﬁﬂﬁ%%o.;onlgm
PREEEDEL B LM IC b b 5 F, %
DREHEF AR BB CER L>o5 Y,
REESFOREOBEE R E» ) Th s,

1) RFEEMSATR

AIP TR Y > 38k B L U EH#ETE, =
MHIRZ 2 © DIFZED S 51319 28, T+ Tk
NI & DB ICREDS A SN D (9G4 [
BTR, WFhoREE Ty BERICE L - E85
275, BicowTbERET, AIP &6
LIEERELE L TRIICHRE 2 W EH i,
TINOREEL Tz, ZhickhlEZRxo®
FTOHBEIREZToEATIRVTRY
TIN 258D THB D, KAEHR ST & sy
LARHEILIC & B TIN 3 [gG4 BI BB E D s Ry
THMRETH B,

E{§AT R T A & NIRRT DR D 1B L~
NVTHIFEL, BORELRAL & IZIZER OSAL &
%3, PR BESARICEEEE L THE RS Z Ll
WLIEH2(E2a), 72, BREHAEIZELDL O
DZWHHESIER CEORR L LT, BEER
BRI 2 TRAMMEESH D, Zhe0ms
DD TIN EDBNTH B E STV B, 4
oW, HERTESI 3ERDEBOS 5 14
WCDHMREDBS SNIEFERELTED, £2

778 ERFRMRZE vol.55 no.8 20114E8 H



3 1G4 BEBEEOFRIEIEND AT —

B2 L FA—ER. HHELOEAT—VPRELTRONSE L bREDRMEE LS (32T PAM

&, 300 ).

a: Stage A, HEIZR) >RSP EEMESSHEEBEL TV 28, St bTrCRONLEBET

H5. FRAERHEEL CHRIEELTS S5 5,

b: Stage B. 2Bl HEDL L > B Roh s, BERATCRATLZE 2L,
c : Stage C. #B#biz = o wefTL, HMRESMED LEETH S, B#ELIT “bird's eye pattern®™”
¥ 7213 “arabesque pattern'™” LIEIEN 2, #HEH L DA EREREoTW 5, ETIWCIEE

BiL 7o RERESR 6N 3,

d: Stage D. GLES TS ZIEZEEL, BERs0ABRONS, ETEH45 1 Stage B

HOBENROGNS,

EED2ER T TCREMCES BT, ZO&
SHERTEY ) SIS — 2 T aEE
HbY, [gCAFEEBEX*R I B/ TESLN
R LD SEEEROEA RN T 5 2 48
2z Lw, BohlEEEERICT T, HE
PHEEYIET 5 2 i, TRUNEEMET
BETE2 LIBT3 I ENEETH L,
FRZEER O M E ~ OMfEEE Z B e U o8
BB EMTH D, FRCIFERERDS B DER I #hB
T8 FRHEEHEI—BBCHTH 3
(H2b). BEMEESERET 2EATIRY >l
fatkoEhE bR 54, AFEEEZ( LRSS
ngwy, BEEEEECLEBECADAA, FE

HIcIE AT 2, BEEHCER L6 0
EEHRE 2 0 BT £ 51T, AE IR i
bRERAGNE, ILOS5 3, MlzEEEEs
ERI R ORBESHFIR L L HICET T2 £ F
Z, BRHA» & JH I stage A~Dic 5 HE L 72
(E3), #¥4&bb, Stage A : EiFH#ilgHL EHET
b e wd, 1L AEEDR Y, Stage B
HHRIR T 3L & D b %\, Stage C: FRifEL
S, Stage D EEMEEBIZLEA LAY
HWHELDA, THE, TNSOEAT—YH, [H
—FEFIO B —HEEA T I BE L TRFICBES
NBHI L IgGL BEBECHENTS 3.
RMEE ZIERERTRIZIZEE TH Y, RAE

BREEHEEE vol.55 no.8 201148 A 779



X4 1gG4 MERENRERE L BT HREMR

a:filgG4 Hifkic k 2 e, MECEEL LBEAROS < B G BitTh 5.

oo

RixBprohZzud boTHLbEBEMTH 2
(H2a). —AREHORME R, BEOEEL
EifaRETEE LY, EREL LT 3
(R2). HmEAD/ - HBIIRTIE, AEEDOBNME
BREBRLOND I MDD, HEIREEBIREIZE
Waohirw, L LSS Crl e st
AR# W, SHERTRBEZEHCBY 52720
», BECHEI s Z Lizdhkwn,

TRSRICE & A iz kBRI TR PR s B
ADH, EREMOLRREC I —RICEET I
W, UL, LEVIEARERESHET 2L
MY, HEBEE L CEEESEYY SRS
<, IgA BERSie A ¥ ¥ w7 MBS R ER KRR
KA ryMEINTWS, DETLD, &%
MEEERE T b 8 [gG4 MAE 2 RERIEIEE I~ 0
IgG4 TEAE DI ST V7229 53, BESeMEMERE
DHFREELTKRAKRY S—¥ A2 ZA KT 2
IgG4 7 7 ADTENBRE S i & £ 13, &iE
WEHEBEOHFRLLKNS W &, b2 vl

RMAE O TFEESR FATEERAL, BEFEERIEmSREsNE,
HECEHOBEARS Y Lo ERSEEL TYv 34, EEIEB S~ TR,
R ORI, HBHEERESNE L TV ONERETE 3,

FMEEBEORERF2E S 5 2 TREERE
WV,

2) BFIERERATR (X 4)

[gG4 B EBEOBFHEME I X 2 BES T
b, HECZEFRRZEEMRESY o BROB s
Rohz, Zho®2lYET LS CHBHECER
FRHEDIHGE L TV 228, FREESFMIRE 2 £ ORIEHE
FEDOBIEIZZ L v E 3520, RS EERA
R 2 ENCEETFEEREYSRD NS,
ZDLEDE, EEREHEET 3RS B
HHERbNEY, PREREELTHY REE
EHREERLED LEZ N T 520,

PEPEBERESe A 3 o &F o AETEM R IRE B R e L
DARERIRFRZED & & N BIEGITIZ, SRERME R
RETRER R > ¥ A$HE E &2 OEBICE
M EML S ETFEEREYSBEEI L3,

3) REHEEEHRTR
—MIZ, £ 1gG BptEHlaIc &5 % 2 [gG4 BHER
HiRE D& & (1gG4/1gG) H3 50% Ll ETh 2 i,

780 EEPRFATE vol.55 no.8 201148 B



F-RBEXIEHFY-0 0EUERS RS
(E4a)vs, ZOFERERILIVEBLT 3,
ANCABEEB LR TH [gG4/IgG B 50% 2z 5
ZeHHY, KEFRHFILT LB IR
]4)20).

BERFIOEETIR B EgHthifEc X
BB T, 1gG, RES T ) VB, FEK
2 C3X Clq R ENREERERCR Y < VB
BoTHBETHY, MECRLEHEC IgC P&
FOBURGH A S, MEHtHAECL 2
[gG %77 5 ARBEBEORN T, 1gG4 XM
BBt Td 228, 1gGl,2,3 BEFIC &>
THRBBRR S, 77 4 YYIF 2RV
RHEBETE, [gG4 BRATEERCKB>TH
SN LBds, IgG R IgGs ORMAEHER
READHEER, SEREDGGIBEALLD
DHBRENKEETHILORFLHY, SHOX
5 ZRETHLETH 329,

BEHBEL IgA BEREE2HEL TV 3BE
WiE, BRERBCR- L IgGGUEBED A F YA
HEEADIGATLE R Y, ThZPLOBEER
BRREmREE2TRL, Jhicdk > TRHREERD
ZEWICEL Z L BB,

, AREFE

N

IgG4 BAER B I 2RNVCEIBTFEE RV E |
F(RA704 F)NOBRBRICHESR Wz,
[gGA4BIEBET O A7 04 FiZ X 2iKEN—K
HTHY, BECI ) BRECHEBSESSHE T
3., WERCHETAHMETE, VIMABELLTIO
~60mg/HD 7V F=YVur&E8TbhTH
D, A7 94 FIVARESBIRE WIER b &
S, AIP OBE13 30~40g/HO SV R =
Vo rogiiRssgERIah T w3, IgGl
BEFECOHRREINIBREROERII W FITHE
ALTEST, SERSHERIC L DRI & LR %
HRTRETILEED 5. AIP TR
ETbLebrol:BITEREOBREN D 2 08,
IgGABIEBETCRAPBO TV F =V u v Tl
BNTVRREFTOBERIASNTES T, I
EXADVBRTHRAT oA FORSRSIERSIER
BMELEbhs,

AF04 FBSERHTZ I L5, 1gGlBER
EDOTFHRIE—BECHENBFTH S, Lirlhk
MITiX, ATuA FEEERIELU R, BHEE
BETULTMEERCE-AIPES b 5
39, DX RBHERB T MBS TORER
TABERTNETH), HELERBBRESLEL
Bbhs,

IgG4 BEEREIX, ZOWMISBEBIBEI R THS
FREANEL, SEBRCOVTRVERESHLT
ZVRELEVL, Lel, KECOWTOBRITE
PIOBEFC > TR REFEETEZ>THY,
AWM LI NBECRFRAENERO SR
HEENTWRRTTH S, FEOFBIHEVITE
BHoricadh, BEZSREOEHIC L DHAERER
DU EREPBRB IO AV EDSEIIND T
2HARFT 5.

X ®

1) Kamisawa T, Funata N, Hayashi Y, et al: A
new clinicopathylogical entity of IgG4-related
autoimmune disease. J Gastroenterol 38 : 982-
984, 2003

2) Takeda S, Haratake J, Kasai T, et al:IgG4-
associated idiopathic tubulointerstitial nephritis
complicating autoimmune pancreatitis. Nephrol
Dial Transplant 19 : 474-476, 2004

3) Uchiyama-Tanaka Y, Mori Y, Kimura T, et al :
Acute tubulointerstitial nephritis associated with
autoimmune-related pancreatitis. Am ] Kidney
Dis 43 :e18-e25, 2004

4) Saeki T, Saito A, Hiura T, et al : Lymphoplas-
macytic infiltration of multiple organs with im-
munoreactivity for IgG4 : IgG4-related systemic
disease. Internal Med 45 : 163-167, 2006

5) Shimoyama K, Ogawa N, Sawaki T, et al: A
case of Mikulicz’s disease complicated with
interstitial nephritis successfully treated by high-
dose corticosteroid. Mod Rheumatol 16 : 176-
182, 2006

6) Aoki A, Sato K, Itabashi M, et al : A case of
Mikulicz’s disease complicated with severe inter-
stitial nephritis associated with IgG4. Clin Exp
Nephrol 13 : 367-372, 2009

7) Saeki T, Saito A, Yamazaki H, et al : Tubulo-
interstitial nephritis associated with IgG4-
related systemic disease. Clin Exp Nephrol 11:
168-173, 2007

8) Saeki T, Imai N, Ito T, et al: Membranous
nephropathy associated with IgG4-related sys-

BEEKBRE vol.55 no.8 20114E8 8 781



9)

10)

11)

12)

13)

14)

15)

16)

17

18)

19)

20)

21)

22)

23)

24)

782

temic disease and without autoimmune pan-
creatitis. Clin Nephrol 71 :173-178, 2009
Tsubata Y, Akiyama F, Oya T, et al:IgG4-
related chronic tubulointerstitial nephritis with-
out autoimmune pancreatitis and the time course
of renal function. Intern Med 49 : 1593-1598,
2010

FTHE, AT, BULa, i HEERFER
ROWKTRE, BASEERE AT L 1 1gG4 BEERM
FHEESRO 16, BFSE 52:73-79, 2010
Saeki T, Nishi S, Imai N, et al: Clinicopath-
ological characteristics of patients with IgG4-
related tubulointerstitial nephritis. Kidney Int
78 : 1016-1023, 2010

Takahashi N, Kawashima A, Fletcher JG, et al :
Renal involvement in patients with autoimmune
pancreatitis: CT and MR imaging findings.
Radiology 242 : 791-801, 2007

NEFFL  gGIBERBOBTRE. EOdWwH
236 1 193-197, 2011

Saeki T, Nishi S, Ito T, et al : Renal lesions in
IgG4-related systemic disease. Intern Med 46 :
1365-1371, 2007

Park DH, Kim HM, Chari ST : Recent advances
in autoimmune pancreatitis. Gut 58 . 1680-
1689, 2009

Kamisawa T, Okazaki K, Kawa S : Diagnostic
criteria for autoimmune pancreatitis in japan.
World J Gastroenterol 14 : 4992-4994, 2008
Shoji S, Nakano M, Usui Y :IgG4-related
inflammatory pseudotumor of the kidney. Int J
Urol 17 : 389-390, 2010

Masaki Y, Dong L, Kurose N, et al : Proposal for
a new clinical entity, IgG4-positive multiorgan
lymphoproliferative syndrome : analysis of 64
cases of IgG4-related disorders. Ann Rheum Dis
68 : 1310-1315, 2009

Kamisawa T, Okamoto A : Autoimmune pan-
creatitis : proposal of IgG4-related sclerosing
disease. J Gastroenterol 41 : 613-625, 2006
o, JIEFFEEA, WPHEE, fib: 1gG4 BETE
DRBEHWR. G4 HEEBADOFEV—IgG4
BIMERE /77 7— (K=, NFFEAR), A
HiBfE, pp85-92, 2010

SHERE  BHEBHEEFAOmM IR/, BBEOT
~T(BIBAKER), ANV E2—#, ppd3s-
435, 2009

Yamamoto M, Takahashi H, Hasebe K, et al:
The analysis of interleukin-6 in patients with
systemic IgG4-related plasmacytic syndrome-
expansion of SIPS to the territory of Castleman’s
disease. Rheumatology 48 : 860-862, 2009
Oliveira DB : Membranous nephropathy : an
IgG4-mediated disease. Lancet 351 : 670-671,
1998

Beck LH Jr, Bonegio RG, Lambeau G, et al:

M-type phospholipase A2 receptor as target
antigen in idiopathic membranous nephropathy.
N Engl ] Med 361 : 11-21, 2009

25) Bfi—, SHES, SH—E, fi: 1gG4BEERE
BOREFRR. BFSE 521290, 2010

26) €81, BT IgC4BEFELERE BRE.
REXEE 27 :50-56, 2009

27) Kamisawa T, Okamoto A, Wakabayashi T, et
al : Appropriate steroid therapy for autoimmune
pancreatitis based on long-term outcome. Scand
J Gastroenterol 43 : 609-613, 2008

28) Sandanayake NS, Chruch NI, Chapman MH, et
al : Presentation and management of post-
treatment relapse in autoimmune pancreatitis/
immunoglobulin G4-associated cholangitis. Clin
Gastroenterol Hepatol 7 : 1089-1096, 2009

29) e, FHAZ, WS, i 1gG4 BETE
DMK, 1gG4 BEEEBADTHE V—IgG4 HHEK R
2/ 75 7—(KE, NFLLE), HEHE,
pp 79-83, 2010

Summary

IgG4-related tubulointerstitial nephritis
Naofumi Imai®, Shinichi Nishi®

IgG4-related nephropathy (IgG4RN) predominantly
found in middle-aged men. Urinalysis abnormalities
and renal dysfunction are usually mild. Thus IgG4RN
is often found in the diagnostic process regarding IgG4-
related systemic diseases. The laboratory examina-
tions reveal a frequent rate of hypocomplementemia
and elevation of serum IgG, IgG4 and IgE. In imaging
studies, the bilateral kidney show diffuse swelling. In
CT scan low-density areas under contrast-medium en-
hancement are distributed patchily in the renal cortex.
Renal pathology demonstrates tubulointerstitial nephri-
tis with massive infiltration of IgG4-positive plasma
cells and lymphocytes into the interstitium. The mar-
ginal lines between lesions and normal portions are
clear. Characteristic severe fibrosis appears according
to the progression of the disease. The lesions are
rarely noted in the pericortical regions.

(Rinsho Kensa 55 : 776-782, 2011)
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