5 IgG4 BERSE 49

h  Z530 Point 1Y
 Point
O BMTORMEEEICL )VRRINABATD, £ 1964 HEESR L IPHS A
LEEHORENEET LI LD, SERBIRTRTS S,
O —BICATUA FHEEHL, EGCIEERRE L2 VWTFRATRERTHS. L
L, 2R - BENRSRERE L TERERY ETEMN S22 L2, &
HEORBBREILETHS.
O AP LA D IgG4 BEERBIIV T ZRBAEMEL, NEICEEBITEVEMETD
Zhr, BLOWBEOMENSEE L.
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IgG4-related respiratory disease

WHtEF 55

FHEHET §

Shoko Marsul', Yuko Wasepa® and Seijiro MinamoTo®

BILAFREEEY V5 -, SRRFEMBRETREBEARE, KRGS 7 LV ¥ — Bty 53

L —EB

O IgG4 MIE & EMWEND 1964 BT EMREOREE M E T 5 19G4 BEER A (IgG4-related disease)
1&, BEEIRY - ZRENICE B OBSRICZHEREE E L THRBEZELAON TV, IRRERKICHVWTHEET,
MREX, fabm, MR, FME, WEARY S /NELE, SESELBUICESBARTEEZ 2N LEVICH
SPICE-TEE. QG4 BAERRE 225 MHERBE L TE LA 254, BRET (B2 REMER) XRE - ER
BEE(I 7Y v YR BEEOSVEETS5. Ly LEGFHREL, WEARELSZICHE03ENBEN L
ShTHY, FRERAFICHVWTH, ShETHLSPICSNTELREE 1964 BHEMSE R (IgG4-related
respiratory disease) & WO H S5 BEMATRE TN EEFHICEZ TVWS., FET B DOIFRSSRET £ BB L /-
DA T, 9G4 BAERBEB LI EDSL S LRETH B P EBEHT 3.

Prev, | mEmmemEr. SoU VYR, cCoETRIEES

IgG4 BIERB OMZEIX 2009 2 BICKELE
fEL T3, 2000 LA, HPEOHELEESEFIX
B 5B 2 (autoimmune pancreatitis : AIP) @
MAEZRESEREIY, HEZ2V—-FL Tk,
L2 L—ATlE, AIP DRBICHTIZE S 2k
DIFEED, BERZIILDETEL L OTHPH

HINB L HICk D, Kamisawa 53R L 7=
“CEERE” & LTORBHMBRERRILE o T
E7:Y, 2009 FEi3bVEIC BV TEIFOWLEE
2, ZOREWEERY H 6 I hEEMS “TgG4 B
HEER” LU CHERR L ETH VY, FAEED
SHBROMEDOTEEZAME T %) X TEEREL
FLrEZILNT,

EEEER L LT IgG4 BREREOEIL 7
FIZRRW 23D Th 3, TTREIHEILL N
¥ CICHRE SN ERREZRIET 5.

= 591 —

| 9B, SOHE

1. HOREMERICHES IFRBRE

AIP 1ZfF 9 MR SR A 1%, Taniguchi & DREEM
Jifi ¢ (interstitial pneumonia : IP) D R & 23 & 4 T
5%, HEfE, ground glass attenuation & honey-
combing Z & ®, FERE ML TR 1G4 B
RO BREZ S Tz, 208, IP 72Tk
{, BE{LIMZ (organizing pneumonia : OP)?, [ifi
R MR I (inflammatory pseudotumor : IPT)?,
Y v R JEARRAIZEIE (lymphomatoid granulomatosis
LYG) ReDFEET®, #MEFm Y > /<HifEIRD, Fazk-<o Hape
RV EDSHRIIREI AIP IC&6E 2 2 L 23
L, TET,

2. Mikuliczfs (= 5 IR SRR E

Masaki & (ZTRBR & HEWR IR O SR JE AR % R
&9 %327 v vI§(Mikulicz’s disease : MD) 2
B OREZENIC [gG4 BIEREMEE® Y v -3k
DRI & FRHMEL 2RV, Sjogren FEMREED PRAHAR &
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WERL 2WEESH B 2 L %2R L, IgG4i-positive
multiorgan lymphoproliferative syndrome (IgG4™*
MOLPS) & L TH & L 7%, %? IgG4*™MOLPS T
1% 64 Bl 6 41(9.4%) 12 TP 2RO Tz, Fiz,
TUNAX—EERZ 21 #1(40.6%), [EXZHE
29 M(141%) Ic@BD %z, KB 11 F(17.2%) %
AIP Z&BELC\wiz, 7z, FESIIMD & AIP
RREDMEEZRD 1 FI2WE L7119,

3. S FRERD S A FRIFRE

Zen O |IBIEME L MERICRRHEIEDS D D, BIEE
ST [gG4 BiEfERE 2RO 7 1 fl2|mE L
72 k7=, ffio IPT 9 % ¥ & @, IPT @ plasma
cell type Tl& IgG4 BB EMIDOZEH 2285
H5ZEHRRLEY, Yamashita 5 13 MERE LR
JAE, BIAREE, faRE, MlEAOERAEVE I
B L iz e 3HIZHE L, LYG-gradel
RROFEPT RL2S [gG4 BEMRB OB TH 5 L
L7, 2o 34k 1pICidehi 8 n HRICET
JREERZFRD 723, 361 L b BWIRHIFRZE D 4
ThHY, MFEEZRD Lo,

4. lgG4-associated multifocal systemic

fibrosclerosis & U T DR ERFE

Hamed 5 13580 FIRAK, BHE R, RIMZRA 2 H,
i LYG BROFEHEEE 2RO 72 5EH 2 1gG4-
associated multifocal systemic fibrosclerosis & L T
& L7, £ 7 Tsushima 5%, IP 2307 141
PEEL 72D,

| |eGAmEIFRIES

B4 DAL 6 HE S NIPRERE X “IgG4
BEERE” & L CEfMEIN % H—DREDEEE
BRATWEHDEEIONS, ZTho % ERkER
BELTOREDPS &5 2T “IgG4 BEMER SR
B LU, BEGIDEDREEDHRZEN
95,

1. ERIRFTR

IgG4 BREREBRICB 1T 2 KSR E DSEE XA
BCH 253, Hirano 5 1% 30 fld AIP I2 8\ T 4
BI(133%) IR E 2 A L 72 LHE LY,
Masaki & b 9.4% &L TV 2Y E&ZE 51
ST L, CTOREEERBENT S LE
250170, T AL ED 10% B LI R EER O

200 | EZ0O&®BFH Vol 236 No. 3 2011.1.15

£ 1 IgGAEEMRBERRICH T IREMR

n=29 mean=+SD
& IgG IME | 85.7% | 3,600+1,950 mg/dl
& IgG4 MfE | 96.6% | 1,16211,080 mg/dl
& IgE IMfE | 88.9% 916634 IU/ml

WENDH B LHHEITE 3,

BRI IIERERICFREEOBEILEC, BX
Hix3~4:1Ths, WRSBERE LTGELET S
MO, MRE A2 2 L8H B, %<
BEEBEDO P THRBREEZERINLTY
%, BBRGICIIERACET, R DR L X—
PRETMWEIERZWF & L CEHICE > I5ER
Db 5. WEBMIZREIHREY, MKREXR
0, HEEREY, BHERECT 24
)51 FERASD), HERA Y v ERED 7 &,
ZlRIZhbTz> T3,

BB R ¢RI IgG, IgG4 0 LR Z2EFRICE
5, Tz, FEMAFERRESCHE IGE MEE,
MEMEMOET, REEEREZED S LMD
3. PigduEk, Vo <FEFELIELIEEEICE
205, FERENTHY, ZnbSoESHE L
SS-A, #LSS-B ¥tk k&0 Tk ThH 3 Z L%
Vv, [EXERE CRKE S MEEERICB VLT
) v SBRIESL 230 553, CD4/8 thic—EDfER
XA SN )10,15,19,20).

£ 113, BEFERIENT, BRI EEMER
BRI ESE “THRE, 1gG4 BRELERY v
23 BE B 1 BB (IgG4"MOLPS) D HE L. O 7= & D Hf
% P, REEZE  BRAH)ICBOTRNL &
IgG4 BRSBTS B 29 B AT R C % 22V,
IgG 1 ATP DZWIE¥EME (>1,800 mg/dl) & D &\
EE2RT I ENEL, & IgE IMIE & & B ICERRT
ICREREDFERE) Eo T L2 5,

2. E&FR

WEMMI LRIz b7 7%, ZOHEHEKFTRD
TGy, [EXEORE, NEFREOEER, B
WELRLEbOTEETH 5. Inoue 522, Fujinaga
5V DHIER CT OMEHERZE 2 ITRT. FRO
RAFBERIMECETER S, W IhicE &
IgG4 B EMIRSER CIRFENZEHTRICZ
U<, HEd o OFEKRZHIZRELEZZ on5,
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X 2 IgGAREMIRERARICA 5 h B BERCTRH B2

Inoue 5 (#=13) | Fujinaga & (n=46)
n % n %
Pulmonary abnormalities 13 - 25/46 54
Nodular lesion 6/13 46 18/46 39
Bronchial thickening 9/13 69 14/46 30
Consolidation - — 2/46 4
Interlobular thickening 8/13 62 7/46 15
GGO™ lesion 12/13 92 — —
Pleural lesion s e = i
Lymphadenopathy 6/13 46 54/69** 78

* 1 ground glass opacity,

1
A [EZEEDIERE (%RH),

EERIZEE T % BRI AR IR 2 23, EERPTRICES
HE L CTHKEPHI > TB A REEB D LIPRIREE
ZATICRT,

@ BHHERE - WMEINTVBELELTH-
EBLVWRETH S, LL, NREIZINEED
BRI REE 2 7- 0, ABHEIRICE - 7ER 2%
WD S EEH] S DRI L 7z LRI
%. Inoue 5, Fujinaga & /& E, 3~65mm @
TEEEHERE L Q0 5, ZOREETIZ AIP R T IRE
FEU B Lo KiEGE L 2D,

® ’:L XE (B MEIRT) DIEE & 2Bk
RE - R 3B (VB S IEIARER) o IEE 1 HEJE
%@Tﬁ%ﬂ%% (R 1-A) L REZEERFE DM
WREZ L LDILRDONIGEVRH S, ERR
B BRI 2 FE D EFI S\, BEEEAE
XABEDORIEEMBEOEWEEZ KRS 55D L
Zzond, iz, REHEIGRHWEEEZED

- 593 -

** 1 KFTRIZ n=609,

IgGABSERFIR AR B DE&R TR

B: T )47 ARRER (KH),

FREMMCIX OP Th o 7-REHID b 29,

® HEMRZE--MHEhRE IR EMEME
14 Fifi 2% (nonspecific interstitial pneumonia : NSIP)
NY =V ZRTHREVBAEINTWEY, RED
JED3) BRB L 7T h # 5 AREE (2 1-B) 2
55655, ZOWRETIT IgG4 BBHEMIED 72
7> IT adenocarcinoma 23IRTE S B HI3HE I T
B0B), ZMICEL CEIREERET 3.

@ YZINEEEK-MER Y v SEIERIE, W
WERRED P THo L HHEEDOEH DDV L
D EEZ 65, Fujinaga 5 1%, AIP @ 80 #il 60
BI(75%)1C Ga ¥ v FOERBBDH Y, MEHEE
CT % 69 #il 54 B (78%) i= I V) v /&
fERR (BHL) 2530 bz LB L7 (3R 2).

® BERE - MR 2 1% Shrestha & 1 &
nW@Am6m¢6%m@M%ﬁ%§mm@

BiEZ#EO, EAEED fibrinous pleuritis 23S
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L7z eMELTW3, Zen 6 IgG4 BREER
21 Bl 5 GlicEDORE 2B 7 LWMED LT
WBRIEDL, FNTREVWEEZOSNSG, LH
L, HEifR_EHS »2KCHBIREORE L 72
iz \1,7,13)' )

IS DIFRIHREIC B TEETARE R,
FEEI LV VIR E V) X ) ICHFADEE %
WRZEDS 1 EBNICIRAET 5 Z L ThH 5. IgG4 BhEEE
B CIRARICZIEERRE % A4 5 2N REL R
OO DTH B0, IgG4 BIHEMRERERIZB
THRABEDZ L Z 5,

3. RIEMERBRR

FREAEMRAT RIZ Y v o8BRkE X T EMA, &<
I 1gG4 BB BE L RELIcREo T o n
3. LaL, HRESEBHEEIZBIT 3 IgG4 filEDE
Iz oWTER—EDRBEIBSN TR WLDME
RTH5.

Zen 5%, IgG4/IgG FBIEMIAE >30% % IgG4 BH
HEiEB OZW M L L7, Shrestha & &
10 cells/HPF Bl L% E¥ L LT 6 floBit 21T
vy, IgG4 BB M B A% 11~30 cells>HPF (IgG4/
1gG10%) %3 1 B, 30 cells >HPF (32~85%) 2% 5 #
THot LREL 1,

7o B H OB HER IC B TIE 2010 48, HAsE
& KA E A F @ Honolulu Consensus Document
DFEFRI NP, 1gG4 FEIEMIAE > 10 cells/HPF %332
WroD BEUEL I 0Tz, 7z, 2008 EDOHAY = —
7V VREBEEEEAIC B VLTI, IeG4 BB Mikulicz
DLW ELE (R IC 81T 5 IgG4 B HEMNE/IgG
kAR >50%, ¥ © 2010 FEi2 1% 40% D o E e
BETREIN TV BR)BHEERIN TS,

4. SERIHT

SR DSAE LR & L ClE Castleman ¥, ik
) v 8E, Sjogren FEEEES SLE 7% £ DRBERFRE
fiER, Y vag F—v R, LYG, Wegener AZF
[EE, WiE, BIEPERESEBREREBHIToN
5,

oG4 BERBEOZK I “IRERIc BT 5 IgG4
MO ZER L RE & “IE 1gG4 BiE” 23
DETHS, LrL, BORERRED X ) ICRE
WIEBEOREL L 2R EERD, FEOIZEA
RSP EDELRERDZ L IR TOZMT

202 | EFO®WaH  Vol. 236 No. 3 2011. 1. 15

REZ TR, M2 ERL CERERZH 21T
JZEREETH LD, fHIESHEICE VT g4 5
PR % R L T b WERERZ C IR D A T
Hol-EVLIEFSHERL T3, REBDZH
DEEL X% ) h3bE 3,

| &0bIc

SHBIILIERLRTTE LTS L D IgG4 B
EPRRREZER/L, WRBERL LTOHER
& HREREY - ERAY - BRI R & BT %
L HERERDK L IBERICATRTH Y, AL
ZZoNnb,
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HE GREECEES

9G4 BEHERE "

(Vi

1 EUsIC

wEI 7Y G (IgG) 1X IgGl~IgG4 T 4
BEOYT 7 IADPHEEL, BOBOWMKEEHE
RHEIZEK, FHRIEROEELL: EREVSRR 5,
IgG4 BZ DL TERDI 2V (i IgG © 4%72
E) BHT, 4 TIELALEEENTI &b o
720 L22L 2001 £, HOREMERES (autoimmune
pancreatitis : AIP) B3 TILE IgG4 22k
FALTVAEZEPFRESNTUREPICHER &
n, ZORIME IgG4 P LA LENIERICEED
IgG4 IR B IBIRE % 30 5 W B 02 B FE B
BTHAONLZEFALDP LR DY, oG4 BE
BRELBHREINHIEBMEVLHAEALLRBE SN
729, BEZ OB HANICZIFANLOATE
TBY, FERCEFEHEINTWALSETH 5,

AIP ii® y 70 7Y Y IERTETUE, Vo=
b FRFZEBRALNR T, REEMITITE
WCERLRY AR, BEMRERE, BELEED
(lymphoplasmacytic sclerosing pancreatitis -
LPSP), A7 04 FIREPENT 5 &) K
5, ORI S H 0B CREZEEE 5D
NBERE L THAPORBESNIRERSTD

%9, RTL Y AIP 1213 & ¥ &3 RBIVREDE
P35 2 LA SN T 72A%, Hamano 512X %
% IgG4 MIEDMEIC X Y VIgGL & DEEDTEH
SN, BOKL O FEIERIC S S ED 1gG4 B
BHREEMREEEAALNRLZESHLPE 2o
720 SHMITX Y AIP iZ IgG4 D5 A5 0D
EHREBEDEHRETIEIZ VA& I ESHHRIE &
N, BIED IgG4 BERBOBRIEI N B
HAR®D AIP I3/REEICIT E A EDSLPSP Th
D, T AIP 7 IgGd BERBOT T b5 4 7T
HHY, BRKTIZLPSP LIZELAEELRAT
DIFREREE TR E L, 1gG4 B EMARIZIZ
LA ERDRVIFREIEERES (idiopathic duct-
centric chronic pancreatitis : IDCP) & 5 \» i AIP
with granulocyte epithelial lesion (AIP with GEL)
AP ICEFTNTVELDEERILETH D, K
El Mayo Clinic D483 2 AP OB Wi T3
AIP % typel (LPSP) & type2 (IDCP or GEL-
positive pancreatitis) (243, typel % IgG4 B9&E
BRREOWMMETH S LRBLTVEY,

f11 1gG4 BEEEE D=

IgG4 BERBOEEHFRE & L CidEx (AIP),
IR, RREDIEINTEASE, BFREBEE, U
voNEIS, FEMEMZ%, SEERBEE, LR

* 1gG4-related disease

ke worels D 1gG4, autoimmune pancreatitis, tubulointerstitial nephritis

**REFR+TFREAR  Saek Takako
' (F940-2085 EMTK 2-297-1)

2011. 1
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A SRAENTARERD 5.,

B, BERREE, KEEERKERE, BE
PR, BIMBRRR ESFH LN TW5, IgG4 BE
EREROBMEBBIITE2 VDS, BT LHER
B LT, FEEREEICEY, TUIVEF—ER
WA, LTV, EERBHFOERSPIEEIC
P ERPEBREFE TER I TV, 2 END
FoNnb. HERSEBICRAEZ LDEL, F—
EFICBWTHEED L REREICA LB B
BB TH 5D, REELTIZATTA FAERD
THhHIVERRTHET20bH 5, LPLAT
o4 FRECTHRLLTL, IdsEertE
HCHRORBEICRENHBRTAZ LD H B, W
ZEFT R TR IgG, IgG4 &E (1gG4>135mg/
dL, IE#H<105mg/dL) % BEIZFD, (ETHhEKM
MIFEERESL, & IgE ME, MEHHEE TH
BIL-2 V75 —ER2 LIELIZRD 5, i
gk, Vo< M FEFHEEZS WHPFEIERZ
WEEEYET CRP IZEMEFIAE W, HEEMHIZIX
Y vEk, TEMIEOEREE & LA
T, BELTWAREMBOZ 4% 1gG4 BT
H5bo IHEITHEBIETHEE & OFEFIT BRI
a2 BB L, AR TIREE I EMER
BN EDRE NV, FOIEHHEEERE, 1T
BREREME, VU NERZ2ED LIZLIEED LN
59,

64

MR

7

178 19G4 BEEREDBRE
BIRE & L CIE BB IRMERE 1P 5 KBHESRE
&, REWE BEE, BERE) LBEERE
PHET b, BEEREOFERIBERBLTH
D, BRRBIEERICHR O 1gG4 BIEREEE
OEHMERARTH LY, FEEBHICITFRL, B
WHRIER, AIP % EOBIRETR I PN, 20
AR DL VITEEBEF I CBATEERAELE
BEREE CRRENZHIZ v, WERR D AR
DL FRRTdH 575, EMMAMEEDSEE A AIP
RIZYyVRTR 30%THADITx L, BEE
BRTIE 10% L BHETH 5o BEHTRIEREY
T, ZL DEFTY T ARERLEY CT THE
B, EREENEB G EORERZRD S (D 1)/
HEZHIZHELORE L ABREHEDO Y VIS,
IgG4 I EMIEE, Mtz 34 (2
2)o WFERERIZE D LITLITRRD b5 0%, IS
LR VEAENEFRREZIEIZLEALEDONE
WO, BERBEASEETIEH B IRIRERES
BEIDDHY, FOhPTREETES—FS
Z7uaAd FRERICK ) ERRE, BINERE bE
TAHEFADPL VR PIEREBALSICRITT S
ERDHEET 5%

T LEI Vol 70 No. 1
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171 19G4 BB EREDRE, fRiE

1. BECREEEDL?

RRD X HIZ AP 38 y 707 VIE, Jikk
Pk Z BHEEICRD, HIRFENICEED ) V3,
HEMRREZHEVZ T O FIZBIFICRIET 5
Tl b U HCREREIEE SN2, L L
BT SS-A, SS-B Hifkis LOBEBERRMAIZIFIEA
ERDH LN, HREE T CIC IgG4 BIERRICHE
B HOPRRER S Twiw (2009 £ 4 ¥
Y7 AL YT Y EEHICHT 5PuEH AP OH
CHETH 2 WM 2 RIEB T 2 5 CASH 72 250
S—1 v 30 AIP iX IDCP # (AIP type 2) %%
W7 1G4 BERE & IZE % AR O T REMEAS
Hblo F7= AP IZHE) HEHAREK, FEERZED
Hiifgizs O H O BERAED A Tl 7%  1gG4 BEE
DFETHHIEFHLNERY, “HORER"
LW EEIMELNRTVEH DD AP IZBWT
BEFTICHCRETH S L W) HEEIXFELNT
WV,

2. REESHE

IgG4 BB T LiE U IET s R I fE <o X i
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ISHFE SN IgE O EFRIFBERESL 255 &k
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IgG4 BIERB ORI CTRO ONB P, — 28
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WRTHALNEIENDH Y, ThIZFTRHT
T & 2\ IgG4 BIERBOZRTIERIR, B, M
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b5, IELLZHEhNEAT oL FIBETREF
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radiological abnormality

key words IgG4, tubulointerstitial nephritis, autoimmune pancreatitis, steroid,

B M

HIgCAME & BHIRBIC BT 2 Y v AR,
IgGABEREMBEOE 2B E L REL L W R
HHME 2R L T5 [gC4BER B I H O AE
4 B £ (autoimmune pancreatitis; B T AIP)
Wsicime e LAA» S HE I N Fl- b2k
RETH2, BREREL L UL LROREEE
ZT-FEEBRBEETH ) HAG] O M RFES
HREIEI PR VAL o TER, L LIS
REREIRE A 2 & O FEHEGI oS SIEML,
— A [gGABETWRE 2 D2y, Tl AR
LCETW3, KfETidIgG4 BER B DA RR
I DRERE R 6 N IgG4 BHERME M E LB R D
HRER % M LT 5.

A. 9G4 BERBIREDEHH

AIP i3 Z DIRRR I B Z T OB 508E b,
PERDBERLEIZERZZH L WEERB & E LT
19954 Yoshida & 12 & - TEE» S HEI N
7=V, BRIOHE 21961 4E{AD Sarles 5 1 X o
ThENE? P, ZOBOFEMAETIERIZHER
RDICED N, 1) EEECEAEEERL &
b ICHEE MG EENY, 2) Bysu 7Y Vil

EPHOHTERA S NPT, 3) A7aA Fh
BRTHBY Lo kBEBRE N, 0k
9 RERRFTR L & b RN 2 D D3 Z DFRERFT R,
T, ELVLERLE T EAEDY VoREK, FEM
JiE 32 8 % 52 % Kawaguchi 5 i X b LPSP (lym-
phoplasmacytic sclerosing pancreatitis) & %
SFoni?. BETL Y AIPCREENMEEZ LIZ
LIZEFT 2 EBHoNT Wz, 20014
Hamano & %S AIP CIiE G4 # BB 2 R T = &
RHED LTKRIgGL L B EMEE & N, &
MNigsscHEEERRICY v 8k & IgGA GO
B D& xR & iELsRBO o N5 2 L2
5h e D™, Kamisawa & 1& [gG4 3l & H>D
ETHEET22FREDEERZREL, AIPIXZ
DEERETIR RV EBEL LS, —HiEky
r— VRO —HER L EI G NTERLI Y
Uy iR (RfRE, ST BTRERZE
T 5—) 2MEIgGL EF, BB~ IgG4
Bl EMERE @O 2 R CHERY = — 7V
VIEREE L X B2 B Z & A Yamamoto 5 IZ ko
THLIEN'?, AIP & ARIgG4REEEERD
—WHETH B EBTIRENLY, 20%H
Ky x—7 L VEBEHES % S I [gGA BER
BLEZ N AMEFIZERE L, Masaki 553 “IgG4

— 600 —



III. Clinical nephrology — C, £EHEE & BlEE -3, [gG4EEEE 149

positive multi-organ lymphoproliferative
syndrome (IgG4+MOLPS)” & UL CHRE L 712,
IgG4-+MOLPS 13 16 1gG4 -5, #i#~ 0 1gG4
GEVEMEREZFELE T228KEET, 5%
TAIP, 77 vV, BIERGHELE, RIEERS
B LW ENTWIIERIDE L &, ZOR
BBz D\ T Kamisawa 5 1 “IgG4-related sclero-
sing disease® ”, Yamamoto & i systemic IgG4-
related plasmacytic syndrome (SIPS)'), 2 L
C Masaki 5 13 IgG4+MOLPS & FEFS L 7228, \»
THNOERANICEIRALCEEHERZTH B -0
20105F2H, E4AGEEERERBERRMASE
RIZ & 2 [gGABEK B2 WTEL D 1= D OHFFEHE
(R ; RIRERRFEREAH) & IgG4EERE
RRRREARH O 7= » O (R ; BEERK
ZEIEM—) D2z X b, TgG4EEER B
(IgG4-related disease) ; L& ZEH—T 22 &
BEBIN IgG4ke AV FE—F42 v 7,
20104E2H 11 H, R&R)™,

B. 9G4 EERE DM

% IgG4 & 1fE, MEfkic 81T 2 [gG4 BB E M
FRR RN & TN T3\ 2 23 IgG4A B R B
EEOPMEREIT VST L Ty, £HHE
THFF 5 T 12 D 1 Castleman 5 ° Wegener B
FHEL CIRRINICEC B 20HERRIC b B eG4
SECHEBGTIgCAEEEMia 2 R0 2 H25H
52 LY, MiEIgGANIEH © b M2 IgG4 RS
HEREEMNOERABEET B LD R DB
Ely, BEICINTE gGAME & B IgGA B D
RS TRZETER Y, [gC4EEEED S
U k¥4 7 Th B AIP OZBIEMED HERE, M
WRE (MG, 1gG4, BOHAE), HEBEH
#BE (PSP, IgG4 R E MR, MRikL),
ATuA4 FRIGE, BREDOERER EOHAE
b¥HickhHEHZEX, 7XYH (Mayo Clinic),

BETELXRRZ29. X5 IcRBEDAIPIZE
BRI IZLPSP ¢ & 2 A3k T2 LPSP & 135l
DIDCP (idiopathic duct-centric chronic
pancreatitis), AIP with granulocyte epithelial
lesion (AIP with GEL) & \»9 & FFRRNDEF
hREEZ RS L, [gG4B MR EMmIEIIE
AEBDIRCEELT b APIEEINTYS
7TeDIRELDSE L T3, HATIKIDCPERIZ X
bOTHRNI DB Y ZDOHERIOVTDEE
MR 28, BFkE Mayo Clinicd» & 205 X
7 AIP D 32 W 2 ¥ ¢ 13 AIP % type 1 (LPSP)
& type 2 (IDCP or GEL-positive pancreatitis)
WV, MEICIRRFEENICEEND D,
type 113 IgG4BEBERBOEIETH 5 LEH L
Tw3® 20k RBEERKICE TS g6
BEEREDEZIBELCETED, Hi—L~2
Wi Wb DD, Y U8R, WEMEOER
B L ARG, SR IgGABEME, v
9 Bt Rt 1gG4 BIEER B 0 BIEI Y 2 R ERRT AL & \»
I 2R VRV Y RRBTE ) EERE D
b TRMOEELEME ShTws ™, o
EPIET HRER L L ORENMEBRETH B 2
&, VY NEROTR, FBREEZ ENLIEL
BALNZ T EDBHIToNTWEHY v jE,
FRRREE, BHELOBREIZSIESE, REMICX
hEBHSND P,

C. IgGARERRBICE T2 ERE

. BREMRE
IgG4B§:£{“ RBITHE ) BIRR I I3 R I AR HERE

WA KBIESCE R, REL CBEEDSNORE
LEEEREDVEET 3P, BE RERE
ixCT, MRICEERE, [BEMREL LTEDS
N, MRS IZAIP L RS LY VS8R, T
EAfaEE, SR EEEEL, Vv oiEl, 7
ROk, FAZEEERRA L EDRD 3, 1Dk
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WASEMIEE S B 12 b b b & TEEORE
PRI TREN, it AP IgG4 EE
R4S L B L T3 2,

2. BEERE

[eGAREREERE L L CIZAIPICHES IE
HBRZY BREAOHEETTNO AL SR
XN, ZOBEKDP S bE D IgGa BERE
BROBEIFZEM L7205, ZDIEEAEIZAIPIC
EHTEHOTH Y FIBEFOBNTH -
7:.: 28—31).

B4 Ay = — 7V VERERBEEESNIgG4E
EEEEL 2 E USRI i [pGABEE B
WHlDI B, 1) BEEIY V55 HEHEED
BB, BEL, SR IgGAB T EMIEE
M2 5, 2) MEIgGAEE (I1gG4>135mg/
dl, N<105), OFH % i 32361 (—EBEE%
F£2Y) 2 gGABEBEREREL L, 20K
FEGEERH LY, Z20REREO LA
BHEBRETHY, ZOEKRIIBREDEEID
b 5 FTH—TAIPOZHE EbDTEMLTY
22 LB L7, CHUBAIP i EERB LA
BT 5D Cla 7 < gGABTEEE & \» 9 BN
BRI X D EERE (AIP) DRIEMEE&RE SR
XNTVRBIERETRLTWVS,

D. IgG4E§‘EI’s‘iIEIE DR

1. BEER REEUE

B6.7: 1, BWREHERES2HKT,
EEBEICEFRET 2. RRALREDEEBREIZIEL
AERSNT, % IIERIRER, V v HiER,
AIP 7z £ DBERE TR I, ZTOREFRH S
WidEEEEETICEATHEREECERERE T
FERIN TR, BIREREZESMAICA SN,
—EIIBIEES L 2B SN Cniz, BINREIIBR
BIETT35Db% L, FRBINREDERF
WCEEDSRIEL T 3BARED LN
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2. REFR

REFRIZIMNER, BEAREDBEDODONE ],
HEWEEOEAR, MRIFED ST II%
BREBEZ > T, BEBIEIEED S BAL
BIECTEIELECTHosk. RMMTIZLITLIZH
AERIES % 50, HIMBKEA 134 6 1L B3ii/h
WIRAEDEEER 1 fliciBD 7. MEEWITIEE
I1gG, HI1gG4 MEIFKI T, BERRTOIEIgG
132721 ~ 8841 (F#54836) mg/dl, IniEIgG4
587 ~ 4630 (¥ 1520) mg/dl L B L Tz,
IgE I3 BIEREHI D#I70% CEE T H - 7 HSIgA,
IgMiZIEEE CMEHRZEETH > . Fuzdiff,
U@v%%Fﬁ%%%%m%wﬁﬁﬁﬁ@@@a

D HNT, FSS-AFifE, HLSS-BHUEIIY
1-7V/E%ﬁ®ym%£%ﬁtfﬁﬂ%é®
FTRCEETH o 7. CRPIZEMEHI 3%
MPO-ANCA, PR3-ANCA, 7V Z a7V ik
BEETHo7, BEREMECEENEL, B
T0%IZFRY &tz {EfffIC 2\ T AIPTEEH
THI3B% Y, T2V vy VIRT30% Y ERES N
THE D [gGABERE B O ¢ b R ICBRE CTHED
[=2R
EfRFR

CTT164] (70%) BEEEEZRD, 7%
7SRO AERER, 108lic R E—2BER
CE¥CT CHERE, # &8, XoRE2TTE
BERE) 2807, JORE—LZEEEIIEE
DEEEBR TRRS N WITR TREN TS 5,
BHEGRER L B8 BER% <, 23414 1041
iZI3E Cr 1.2mg/dIRIT&H - 7 WBEHREE D
7o OB EBHIT S NHEEBROFTRZRAO .
AIPHIZ 817 2B D CT, MRIFTR OB T I
35%ICEREREDIMEND P, [gCABER
BIzBW TS ETRBEIN TV B M ECEHEE
KBRS R AT WS LBbiIs,

4, RIBERAR
HFETROTNOEF D V 3Bk, HEMER
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i, BHEOEE L -HEEERIREDERT
Hote, FWRESTIIHEBMET, REL L IBRER
CHE R ER RO Y 5. BEPEMEIZ G4
B2 (, LIXUITIFRIREES Y v 8l
D%, FEICOWTIXILILD & ASEERICRET LT
BOY B HEE R E (birds eye
pattern) 279 Z &, REIZBEERTCEHE
AR BT L, BLHEAEEERICH 22
bOoTIRMERIIEIN 2RI LR EEREN
TW3,

RIRIBIZEE 2\ D DDIE Do T D EEBE,
XY VXY LETEERER, ENEEEES R R
P FER ST LT, STRAVIC & BEHEZ {252
DA, BERETEERIREERY, BEEEmEER
REBRBEL® R EORENDH 5. KBREE
%L 1gG4 L DEREIZAHTH 528, RREERE
B TIIAMRMBICIgCAEMLICTEEL TB
D4 Th24 4 b A4 Y OFREEBRTH 2
i EIgGARDERR B & T AT R %0 psRes &
nNTEY, BEEMICOWTIHT S H»DEESH
b Lz,

HATRE CTIIIRAEEREICH S b g s
v 7Yy, BEOWELRD 2IEFINH 5—FHT
BFREBMEZRDBREASE o, LBESE
Bk 3R L TR WISETBEME I REE
JERE, R —< 2B Ui dense deposits DL
EDREINT B,

5. REEFER

%L DIEFITATRA FIRENTbIL (VU F
=v10~60mg/H), REBAETHERIN:
14 % B & 201 HE, EREE, BI/RELD
WEL Tk, ZEEHREEBRTETHEET
2810 H Y, BRMEICHZVWERTIZD S, BE
MEHZED 5N IFIUER T a4 FIREIZAA 1
Erh s, —HCERBRADELETSZI LMD
BB EEFTORAT A FIREDRIEIZDWT
avevIRARELSNTWERY, X7-I1gG4RE

BRERIZATA FEE, FlicffuEREALN
RTVIEPBHSNT VS, AFuA FIBEDE
&, #WHE, WEOLS, HRFRICOWTISE
BEDINETH 5.

. SRORE

AR 72 IgG4 B ERE B R I BINRE O F
E, WEZRE, BEHFTR, mEleGAE #H
T DIgC4 RBREDFERZ E XD 2 DMH X
HHES Lie>T&, L LIgGAMER &
NBIZHEWERRIIC IgG4 BIER B H 5 b 2 A
AR IgGA B EMEERE R NSO BERER2RD
5005, IgG4BEEEIXE 212 { WHEIgG4
BECIgCABEREMBEREZ RO 2414k &%
ERERSHREEINBE LY ILRD, ZNn56R2E
EZBPIFEME LT3, IgCG4EEEBE
ROBWEMER IO DIZIZZI S IEHHD
[gCAREEREZEET 5 L L b ICBEFOBR
ZRIZDWTH IgGABEEER B & \» 9 Bl b 5 ERK
JREEICRES L 2B T HERDH B,

¥ - IgGABER B OBE, JWEICO W T
CREPTLLAF—L o l-BENEEIN T
5 DDKARHATH S, Lo LERiEIgG4EEE
B ORERFTCcTh2 ¥ X OV THHE 0 5
BINEINRRBIVEICIR CBEE L Tw5 T EHRE
WEHZN TV BP0 Z 0k 9 REEEE O
ZI2H, BEICKECEMT2bDOTHD, &
bl BREEH/F L.
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i U & (2

FE, BRERFEICMOPOECHRERSZDHE
BRI ENDEROGFESHLPIZRY, B
CREERRE LTEHINTWAY), HER
BRI ARF P O FRICRE L2 LWERR
AT, MERERNICEBE SR TWAEDS,
DFECHEBILEZELIHEAINTE LT,
BERFIIRHETSH 5.

bhbhid, HORENEEKES DL 5
BOBRELY, REBRPIgGAVEE L5
A (IgGABEFLERE) Th A TR = 5
L7299, HORERERSCZOBIVEEE,
= DIgGABIERELERE D 2 LN OREHRE
THALUREENH L. AfRTIE, BOREERE
Fh HT, IgGAREEREILIER BIZ OV TR
T5.

|gGARSERE LIt iR D4R IE

HOREERR T, BHEEICMPIgGLED
ERZBH 5. REMABFENICEHCREMEREL
DFEEIZIE, ZELWT ) v /5Ek e IgGafBED
BRI ORE & B BHELERD, BRNOR
IRICITESERE ICPAEMSIRE L RO D, ZOFR
B SEMEZLE, BREFREGE B+
BECHKIEETI TRATRDOLNS. HORE
WRERICIX, SR EIRE (BB, ERR

R, RIRIEA, REEERES L) 220 57,
IO OREMEEE ITERE ZIZEETHS.
S5 I HDREERARE 0222 HiEE (8,
KBS, FEIE, R, B L) ICEBOIeGARTE
BB OB AT b i-900, BT B
KEBEETE, BRI TR, IhbDENR
BHATOA FIRRICEDELIEET 5.
€ IT, bbhI&HFEEaRICT ) 33K
L IgGAB OB 0T 2818 % 2 21gG4
BSER LI & v 3 LW RROMA % 3208
L7:9~9, IgGARSERM LR BIIEFHRAT, B
Merl & AR Je v 2 | B B (B CARAE i),
R, FRZE, WO, BB LBV TEIR
BEZET 5. BOREEEREIAERDRR
ETHY, ZOREIRERERERDEERDOR
EThb, BRI Y EEARES. BEHO
%ﬁmﬁ%t,x%U4Fﬁ%%?§.E@@
TR e U Y EIERIC LY, SELTIERE
EDVEOINDL T EDVEWD, BFEIFATEA N
EEPER LRI L LY, EELRENDH TN
MR FHE BT B LESD B (H1, 5T 1).

B o REMEER
1. B B E R
BTRERERE, BiROBIECIFRT 2 (8

BR5THIZ BB 1E4661, ZE116], BWIR-FIEE
63i%). PAZEMEETRET 52 L0%<, BE

* JgG4-related sclerosing disease.
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|gG4RSZERE{LIEFR R

O REMERER

E{LERRE % - X

1 IgGARSER{LIEREN Y = —<

R IgG4RER{LIERE

- EHFEEAFICCD47% \\ LCDSIFME T ) 3Bk L IgGAB R EMa B2 R B2 2158 50

KETH5

CELORIELE AEEBIRREELIBHEICBVT, UTOL) 2REBOBKEELET 5

FElE B ORIE R
JBE  BELMIRE %
fEZE : FE{LI4EREZE A
BETRAR | TR LR B
RPEIE | PRREIERAEE
REVR | KEIPRE ?

FF, B RIEAIES ?
) UREIEREBEICED
- BROBMICHET S
- M IgGAERIE DS, ZHICERTH %
- A7 04 FIEEIFERT S

- BUEFTREZ SN ILPEVOT, KEDHFELSHIIB ZLFFETH S
- IgGAD R E 2 O I FIERFCHRBIIAHATH 5

<2 BOoREMEAEEREZEIELE2006Y

1 BEGREC CTREM 2 ERERMGR L BEERZRD 5
2. MEHRETH Y707 YIfE, HIgGME, SIgGHLE, BEHAFDOWTFhir 2R 5
3. MEMMFERATR L L CHIC) »ER, WEMEE EL ¥ 5ZR2MRE L Rk tzR05

ERD12E&0 2 HEU ERECTESZ, BCRERELEBIT .
2L, BERE - EEBL COBBRBERNT A ILFLETHS.

BEHETAZ LN H L. BESLERELE O
FIEREETHBIODHEDS, L ITEETH 5.
IR T, BRFOBESCHETERINSGZ
LbHb. BRBITRBERBEOAHEL56%!12,
FESL IR BE DR T 2 90% DIER TR 72, ¥
RFEDIZL AL 2 BIERKTCTH S, BIHEL:
ET513L0F LS DUERETEALGR
W, BT ARATUA FIBRICED, 1Tz
VY OSWEIRELC R, HEEOBITREARS

TR HET 5.
2. &% WF

HOREEBERODR AL, 20064F ICTET
ENh7z(F2)V., REOBWICB VT, BEESR
JEERE: EOEBHEORELBET H I L&
DOTEETHS. PHTICEL T, %R
D ORRREEI 2 IRERARER 7 70 — T (BRI
Wz, BE - -BE 7Sy v v 7Miag, B
Fa% L) # AT T R&THA. USPEUSTTHD
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2 BHOREMEAONRENEESETG
FEU 2 O % AR E S 5.

BAERDVLERZE VDA, DRIEETIE, B
EIME L EERDOEGRITRSALETHY, Z
L MiEFERER R 2w UREBEEEFENIT R
DHAEHLEIZL VEWT 5.
MRSEREA TR E & 52 (ERP) 12 & 5 BTl
Bk, DEICEHNTHS. EFLEESRIE,
EEBEIIFECTH), FHEEFIIEET»LRE
RIS THIR S 225, RETIFEREENE
FBIDNEL, POBEORESR TP BEEM
B2 245, BAGITIX, TERELSEICDLS
UCEANEZEST S (H2). »5ERIER
L7-ZALDERI Tid, BF L723EMED LD
FEEICIELWILEYZEDT, EREELOHK
BNZIRILD.
ZLOERTVEAROEEREET S
(sausage-like appearance) %%, FR/FMEREIE KB
TR L ORNIVRERZZ E0H 5. F4K
USTiY, Era—zFEke L, ARICETI—
ARy PHEAET B (F 3). CTTIE, BEREXL
WCERBRERREL BIZRKROEZRIBE LN

4 BCREMEEDEEOERE

VR TR B43% E2F

3 HEREEEROUSE
BIa—ARy bR OFAEDET - DFEEK.

BT LNEL, BRLOERNICERATHA. £
7z, EFC X D BEDE I Zlow density D IERRK
U (capsule-like rim) ASE2H G5 Z & 5D
5. BEOEBEELEICIBATLIILIEALNS
EERSCEROEHEITHTH L. BEARIC) ¥
NEERZZD 6L H 5.

BT, MFy a7 ) E(2.0g/dl
PIE), MmalgGHE(1,800mg/dILL L) o EH R4
M) < FRF% &0 B OHiAD BT
RzfBos. MOEBCREEREBICEEN R
I bay MY T HAERLHISS-A/SS-BHLED B
ZIIE., KETHE, IgGRV T 7T ATHA
IgG4n M ED EF (135mg/dIL ) A3 EEE (80~
90%) IZEED bNB. MAIgGan LRI, R
PHOEEEXTRIZEAEALN VW E X
D, REWC%2 )EFENT, MERL ORI
E#HTH5.

REMARFENIZIE, ELWY YRBRETEEM

a.ZELWw) yRERETEMOEEE BNERBE 2 B0 & LML, b BIZEMEEIR % (Elastica Van Gieson#f),
¢ LHDIgGAREREMILDBEE %220 5 (IgG4RELRE).
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5 BOREMEEREEICH S hAARETIREX
(HUILYFT5T71-)

FaDiZiE & B/ NERME & ol & LMD
BEOTHY, VINEROERDALNR, R
FEIERT 5 (R 4-a). WEEHICHIRE L&
AL 2RI R (3R, T D7D S P 3
5. BANOERICIIPHESERAL D5
(K 4-b). BET A REMEMEE, FICTY Y
ISER L IgGARR T EMfE T 5 (X 4-¢).
3. & &
REEWGATOA FHEHNT 555, HEBAB
WCHEERPHEEEYEE L2 TE R 62\,
BAEMEEFPERTRFITIX, X704 N
ERGRTICHENPERFOI Y P u— V&
T34, X704 FOPGPHESEIX T L F=
T 0.6mg/kg/H2OREL, 1~2BFIT LI
MyEE bR, MHlgG - IgG4AE, BEEATR,
FERZ2 ERSFICLT, 5mgToRELTWL.
AT EA FEHREES B R R 1 AE DSBS B4
PHRESINTBY, EECERL W, &
I F=va r25~5mg/HEMBEL T
BBINED, 1~3 EMRGHICEER AR5,
A7 04 FIEEOREFSEVEITIX, BEDT
BEMESHEICBE, BEENZWZTILEDY
H5HY,
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Z DD IgGARTEE{ LR

HORBEEERICAHELCROLONEZ LD
LS, BOREMER LD TICEMICRE
T561bH5.

1. B{EMBEER
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< (BBRBITIZT2%), EBALTIET (W) fEE
WRAENE ., REMOIEE I RERET B
BEL, ZOREZHkZED R VEEDTAM F T
ﬁgzkﬁéé.ﬁﬁi%mﬁgﬁm,uyw
Bk IgGARRE DT EHIRE D 23 & 1 5 MM
eIz & Y BBE L 7= 1L 4ERB%E % sclerosing cho-
langitisDFTRTH Y, MEUHIREZFED 5.
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5. FEEECHNEEICHREZRD L L, K
ZEMERE/L M fE 48 & (primary sclerosing cholan-
gitis (PSC) I DEEEXFTRZET 5. Lo
L, BCREMEERIZEHE L zsclerosing cho-
langitistd, JREEAMRE, IFEEE, KEMBRE
BOEHHEE, A704 FORGHER EXER
T5L, PSCLIIRLBIRETHH. AFICB
\T APSCORAEERITI LB T, MKEEL o
TEWREEDOPSCHELZ VRO LNED, Th
5D% BT REERKLICEM L ELMERE
BROWEEMED S 5100,

2. B{tiEiEER %

HOREERRCRERELZHFT 5T,
LT UISAEZERERNE b 5069 % (BB TI1325%).
HRGFIITIX, U VB IgGARB T MR D
BRREEHHEC L I EBEDLEBEDIEE
T, MAEEEIRELE0L, BEEER LK
Shap,

3. WAbIERERAR S

B L AR RS & O RBEEMIZ DRI S
BRSNTELY, BCREEELATH LIFL
TR IE A (B BRI T121%) #3880, £
MEIDOFETHREKRTH Y (K 5), MWEORRE
KBBHITIE2%) 2/ 2 eddnsb. HEF
IiiE, TV > /38R k IgCAB B E M DT 1
B LM bR BT 2 B R (K 6),
BALHERRAT, AEEFRALRD L. HE
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