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TAEINTEY, BLHRSEEDTa 54 7L L
THURHRALPEIRSS %12 0 % C, E4E oG4 B LAsi{L
PERRAS % (1gGA-SC) ASE7=1ohib - 720 fEM KSR
B 5012 X 5 1gGA T 280 5 10 FimdsE X,
IgGA4 B3 #2 B 0> Rk ASHE DS B 122 1UHE B 0 F A b
% 5T, BUEKBMEOM B X OBHiEEHE)
HEATWD, 1gG4-SC 1Z2 51 1gG4 M B o JJHE
JREE L TZ A ENRTE, £ 13 1gG4 R #E D 1 5
HC R A0 L, IR M CRIET B3
BlZENCTH 2, ARTIE, [gG4-SC DRSS L O
BT O [ 8 1 A PO AT 2o

I. 1gG4-SC DOiRIE

JHSER I PURAT & AR O S, S B I
SUIRAE X LERIEAS, rpEpnAE, P ERARA (BEPIHAE)
WHEH EXBHI EhTwb, HEEZ &0 72 FHIHAE o
ORI, EAARE, RS RPN IR C) TR

Pathology of IgG4-related Sclerosing Cholangitis

Kenichi Harada et al

1) 4R K% K27 B IR 2 % 0T 78 B 18 6% 6t 0w 31
(T 920-8640 IR EMT 13-1)

WEMNb, —T, BB EEEANICELTED
WA 72 RERE VS AAAE L R WS, JIREF, BRI L bIT—
JE D AR~ AR OB L (WhWw S simple
epithelium) CTHE X L7z L7-8E CTH D F 7o,
JFMERBIARE b5 & ARG (& ICENIRE) @
JEPNZ B F A BRS04 LT b0 T OfRHERR
R IR & AR TR S LD/ ERE A S 2 D, [H]
HOBEE R L CTHRERE L @i 5.

[gG4-SC D2, FFMFBARBIHAE ~ IR = 0
TILCEAMD 2 VIERBEOMA LS L UskzE & LT
BB, & IHENIEET & B MBI 1E TgG4-SC D
BEOFEHAMTH Y, RERMAERO 5 & FD.L
TWbo %, HARMO/NEEIZE 1gG4-SC A O
RO e 213 RR O 7o\ IHAT D REAL I IHAE JE PH D A
MEALIC X 2908 T, WIRMICHHEREL ) AHTRTH S
(B 1)o BeAEERALTIEEREDOBENIE & 20 7 59 %
R, WESHERT L L HEOREREICL D #ER
EDOWMKRIERERT L L9105, B, FREZED
ROHALIZ O REOB VEBOZAAALONDL Z L)
%\

[gG4-SC D AN 7 MARIGIL, KAE & WML TD
b0 RAED TR L D IZBERENICH D, FS
PEREALPENRE 28 L1358 2 D RO O S AR A /BAT
PZEALIZH AV 729, BHEHE IR R - Tw
HZENLv (M2), F7z, HEMEBICTFIEEOKR
HEAL R SAE MR 70 & OB ED H D2 D 5o
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1 1ROzt % (9G4 BE) 2 &0F L7 TgG4 BREREL IR

RO

a @ BEAIHATICRERLIE 2 380 5 (RHD .
b HMRBEEE 2ok IAY (CRFD) & AT (800

RAENL ) ¥ 7 SERISE MR 2 T4k & 3 218V go i iz
W50, LIEUIRHRRERGZE R Y » 2 E O T
ikl sns (IX2), —H, iFhEkoREIZIEEAL
B 2\ A 1gG4-SC DFFBTH b, BRI
M2 3\ TRUE R L VEHAS 98 %0 IHAS 3 & o 81
D—W e B ENH D T, SIEMBLEETE & i
I X 0 IR 2 269 5 P 2EPEER IR 25 (obliterative
phlebitis) D HBLY IgG4-SC DI TH 575, HITIE
THALND L) RepELIMARIC X 5 ERIREZE & o8
S5 (M2), Moy —r LT, 18HC
PRI 58 Tl B RARAMEIL (swirling fibrosis) X°4E
T L A BEiAE{L (storiform fibrosis) 23¥ 8 Td % A%,
IgG4-SC T b #AE AL A% 5 FE 7 i 19 -C 1% W) Bk 22 A AE AL
RO Do BT LAKMMALITMMED EITH S £ X
BN IAN, REC % S RO 9 2 5 it
ML 3y — 2 TH D (1M2), BHLHETHDIZD
1 53, 1gGA B Tl B 7 s fiig i &
PE9 SAUF T H A%, ZAE I CRRIERHE OB L
7oL & I E ok Tch ), Ellukob
L % K LI BB Wit A% i 2 o

SRR L AN e e |2 T, TG4 MR E ML % £ 54
W8, HIZEMEERIR 28R e R BRI & TaG4 Btz
WA LD (K2), Z0X) 7% 1gGl BitEIE il
DT, BRMICIRI S 2857210 T <

AR O NG 35 X OHEE LS S AR DI A A &
oo

I. 1 RECREHEREEOREIHE

JHZE & NS IR A BEEE LT 0, JEAR IS
G N AT 2 S 54T % IAF B X OWEA~ D)
{bix Notch-Hesl ¥ 7+ V) ¥ ZI2 T % 2T TB
D, RIS ERTEBESEwEEZ S5 TY
58, F7z, HIBIERIC X % HETT 41% LAREUETIE
H A%, NEN B BN ILIR AR, £ 7213 HAS
RSN A3 DAL E N AR D B S 7 % k5
WREA A S, BT I T — - L ORI Z D5
baoNLY, SHITIEFRHOARL ST, HEKE
ERBEEICOVLT MR ST 2%,
[gG4-SC A3 HUARTIRE T HIERIZ TN T, 1gG4-SC D
% 13 TG4 B T o Pk e g (1 BYF ok e
%) BAEML, & ATHENIRETISHE %2 2O 29 67°
%, 1gGa-SC & 1 P AREEREO AL, &8
Tk 1gG4 e OB R4 & BN E P HIZHIEL R
TWEMRTZ2OTIER L, INELEROMLITOED
DARYT M TG LAEZFEELTWDS EEZ T AR LR
T FigE, 1gG4-SC & H Ikl 2518 1gG4 B
PEOMAETHAE L L CoFMMERS v, T4hbE, @©
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20 BH, WEIHE LEIE L {RzhTw

AT THAE & ML & 52

WFMEER SRR % o

a  HEERE (PR (ISEW 24 Jmf[ﬂﬂ@ml‘"i’
b (KH)
b HAT KL
Db,
¢ BRI AT H A7 oM 28I <
d : PEMERIRGE (HED o BiERRHE e ta,
e HE L IEMIEZ O BT L 2 REHE L.
{280 1gG4 Bith LRI %2 3260 5 o 1gG4 talE gt

GERED FIENINAEE /AT ORI & 0 (XU REN /R

JEPR CNEERD o#AERRICH D, & LAREMNERS
BEBR G AT L CICivVBEdE 2 20, IR/ IS o8k
Btttz cws, @) w:ﬂ‘zﬂzgﬁsw@y)xc)@
% i B OMEE eI &2 320, 28 1gG4 Byl

EMNIL S X ORMEAL &t D D INAE /AT o I IRE 7S

WAMET %, QMM O 8w R T L A RO #iAE
b, I ZENERIR 28 2 Al S PR~ 0D TgG4 B PElNE et
AR LIS

7z, WEDOMERDIEMMERE 2 & W BRIZ, 1gG4-SC b
B EMRIRE 2D, Wb O B IIEVESIEL O TE

Z Yo 1gG4-SC 2 B S 2 S8 VEMEES & T2 (2P
u|3 WAL, MO 7 EONTFRERRIAN THES 5 2 & A°
FOINEE & OB ASIE E 22 B TgG4 Bk
@kf[ﬂ%ﬂirﬂi 1gG4-SC D FR455 19 7 5 iR 0 989
i & S, 1gG4-SC LBk, ) > BRI MR

2 £ #EHEYERT 2 (lymphoplasmacytic type @ 259
PEIERS) TH Y, 1gGa B IR L £ 56320
S, AT 04 FIEHRISHENT L7 EZ, N
NSRS, RRASINZE, N E 720 PR IHAE oo R
ﬂﬁ%@ﬁmbiUmAAbﬁuih,m3®:k<

WA S hTw b7,
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Sclerosing pancreatitis

Sclerosing pancreatitis ~ with mass—-forming sclerosing SClerosing pancreatitis
and cholangitis

pancreatitis (pseudotumor)

Sclerosing pancreatitis
and cholangitis with mass—
forming sclerosing
pancreatitis (pseudotumor)

Sclerosing cholangitis

Sclerosing cholangitis
with hepatic pseudotumor

B3 TgG4 BLERILYEINAT %, SAEVEBIES, B CRERRROWEDO AN b

J 4 (LHEK7 X 0BIH)

DHICEITDERDESR

P2 2 £ 9 TgGA-SCHERICld, Frnd 7 B AR B
FHT A S S ICHBNES IR TE 5, L L,
Wi Ze % /K < IgG4-SCHERITI&, MR LN %

SRR & OFNAEHL L 5, MK IgG-4 :—J1I_ 2hm
Z. 1gG4 Btk T BN 722 & O IR WATE B & 72
LR, EFORELAFZERBLTVWS k:"lﬂrﬁ’]ﬂ H
BLEZDLNMEIWELES LT R v, B
1gG4 B B O WG 2B W B L OEGR T L D
BT IEHEDSHEE ST B o TgG4 5 B o WK 7
Wik L L Cid, O IgG f# 135 mg/dl Bl E, @
LgG4 Pk 255 Ji K BLEF © 10 MIfE DL LT, TgG By
PEARLD 40%PL E, BHITFohTwaY, /4, E5
4 (1G4 B4 S AL YRR O 3B Wik O R & i i
HORFEIC T AWFZERE ] (FIHE) B X O [#EEED
I - MR BB 2 i Aze ] (BENEE) %S
N — 72T 1gGA-SC DA K ST b, 1
RIS X 2R E LT, D 1gG4 Btk
R (10/5835 K LA E, 2D 1gG4/1gG Rt
fult 40% LL L), @FWH ) V8 EREM o &
MRMEAL 2 G0, AP ERE M %2 K <, GORZEMFRIR &
(obliterative phlebitis) @ % WM ZiEHARMEL (swirl-
ing fibrosis), @WAETr L A HHETL (storiform fibrosis)
D AT E LThIFenTwd, 2o

AT RIE WD [gG4-SC DM 2w R TH Y,

AR E BIECE 2RI A TIRIZE AL
FTRTOMBEIT WA MERTE 55, RRFLBIIRGT A
TR 5 N2 AR O R ATIIZD L) %
FRERT R A 55 L3 L v F72, FUSMEA
{LPENRAE R IR HE © b i 1gG4 B = TgG4 Btk
MRS H LGS ), R ET L, 72,
JoA7 3 A 1gGA-SC I PHAEFE R4 & 1 ) FEB b
WEEINTBY, BRWIHENZR ORI 2 ovh
Nz, 2512, M 1gGa KE D TgGA BE R B D FEF)
R AR NEAF T D 1gGA Bl 252 L v 1gG4 B
PWROEMZELIMEENTBY, 20X REMO
WO FIZOWTIIASHORETH %,

7% 3B, KE Mayo Clinic 2 S X - H O eEtt
K 95 @ S W £ #E Diagnostic Criteria for AIP (The
HISORt Criteria)” 7 & N2 1gG4-SC ~ 0 @5 ¢
1, TgGA R E A2 M2k & EEMA STV
3D B o FHEW 7 1gG4 B tETE AR I [gG4 B
PEHROBWIZ 0 BT I Cld e v, 1S, ERIRTER
B L ORHERBEORDMEL S 1gG4 BERE L & 2
LNBIEGOTIZ, MR R IgG4 Pl
FH AR TERVIEB S AL, FEERGRICH TS
TgG4 Bk Al N 2R L 0 % 1 & 0l & 5 2 2R R 120
MHEHR D EBbN b,

IR AR A & ML & LT iAo
Wi d o ALK (papillitis) 1, EVEMEE % &
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IE4 H”‘Eﬂéﬁﬁ:ﬁﬂb:

a @ BRI 2 B 1gG4 Bt 2 i 3 % .
b IHEEONE, WlE S A (HL) 2R L, JHERENIZIE IgG4 btElE & o
I RIENR % B Do 1gGa Tzt

oYad IR PV S I iy B AN R (DR TN
PR AE) & LCRR® 5 %%, 1gG4-SC B X O H itk
W 98T 1G4 B PET E AL 2 £ 9 FLEIR % & 720
IgG4 R B OZWO—W & 2%, F72, NS EEFF%"C
b IgGA-SC (B £ 7213 BEFE 3 2 PR W AS A B AL %
A, AR AR R ORI E B S Lz w,

IV. RERECOERIKRSE

H OIS TEE % 2 45 0F L 72 1gG4-SC &, 1MLl IgG4
TR D43 7 &0 P St s % JEife & L 728
PITHHIRT & B 5%, W4 % b 72 v IgG4-SC 1E
PEMAL PN 2R I & QBN EETH Y, &<

VRS A M s & OVRAF GRS 12 X 4 BEPEIE S o B
‘thlﬂkﬁ?b‘?{‘uﬁ&')“ciﬁf‘z% b, L2L, gidoZTEL

LgGA4 B BRI N 8 % £ 9 IH 3 J i 51 %> 1gG4-SC
AHEREDIATIRE L R 2B B H Y, IR
DA BET H I LIFHFELARMEEL bbb,
HRAHE LR ORI S T 1gG4 B VMG o 7218 A
Hiib, F721gG4-SC & BRI AL BT 0 1gG4 B
PRI 2 28 D253 % o 1gG4 B L5 8 O 35 W7
LD —D T % 10/hpf Lh o> 1gG4 g iz
WEIHIERIE BT D 37 % (2 S A, 50/hpf UL 251 2 9
L 6% S 5 (04), FRMEEROAL ST
lﬁl@élﬁﬂi SR IHAT RIS & TgG4a FPEMa 2 58 5 72
B (X4), EBRMENC X 5 1gG4 B B OBz
ECICHEBALETH D, $72, [gG4-SC T, IRGF
W DK 4 T dh A Biliary intraepithelial neoplasia
(BIlIN) 5% % 8 Z0ER], S HITIZINE % A0F L
TAEB D HE SN TH Y, BWHHIIZZ O X5 ZhEfHl
DWFEEL ZET 2 LENH L. LA - T, 1gG4
OB & LTI 1gG4 il R0 [ g 25 T o
TgGA Btk Mo RIE X L 5 2 L IdELETEDH

e

H BN D TG4 MRS

%75, TgGABMIR B ARSI E It L L £
IfEREZIEIHLATEYD, TRSOFHIEHETH
WL BHRE L CHDLERETHA, LA
T, WSO WHRENE £ 23 G0t 2 IC 2 L, 2
Wi F 7213 1gG4-SC DFBW & 179 7212 b, Filizb 7z
BIER AT R W — B0 & DB O MAKREA T
ﬁ)%}ll)o

V. TgG4 HBRICORIZL B

[gG4-SC R H CSIEMENE 28 % 580 72 1gG4 P iy i
T, WFERERINZ 2 1T ChUR oI BL, S 5l o A7
AVEL D, WHNE L TRAS ORI F 721
PUEICK T 57 LIV ¥ — Jiﬁ!?"’?ﬁp"ﬁfﬁ‘?h"ﬁ e &
NTWwab, LA L, HEHRISMA T IgG4 By 8 &
F 7 BN SN R (R%éfftﬁﬁﬂ:lfkﬂﬂgk I
MOARE, VI F—v A, i) y<FRE) TY
[gGA MAFLUE ZEH FEBI S B 0, TeG4 BPEIE 2t

.LHIJé/i%‘?bﬂ 3 IgG4 BB B R R BT WL T ld 2
Vo TgGA B Bl 0 70 Lak s 1 X O L o Ji Atk
RELTHFEELT, Y1 MM VIRENEETH
%o [gGAPEE DIEAINE O /0L E B X ORRREMEREIZ
PHES A S A4 > TH B IL-10 B 53 517, 1gG4
BB BT A S I A 1gG4 HRR OB ORI 2D W T
WEZAYITH B985, 1gG4 g B Cld IL-4, 1L-10
VEFENSL Th2WH A4 b A A VBEEB X O IL-10 sl
TAYE T ML (Treg M) o EEEI G I N TE
N, Treg Milws5 o TGF~,B%J‘1‘%1’~1¥1IS 595 &%
AHNTWEY, —J5, MRS A SIS 1gG4e ALk
BOE G IL-10 (2l Lf:fﬁlJfﬁll'Iftmiﬁ RTS8 0
AR T B 25T AEE BREE O TE M Z B -9 A H o
FEINED D ThHh Y, 1gG4 BB B DI HIT &3
HLEZLNRLTWSIY,
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HEbHWIC

H OBtk % & 72 1gG4 MR B o R REATE
Béhérﬁw 4B IERIC B B 1gG4 MM O
HEDOERE DA TE TS, IgG4-SC i Il
PEMAS %, IR & OBRIR B R 2 EE Th
D, WD #EY) BN - ﬁﬁ%iéh%%M Tdh
bo HUTE, EHWNB LUK B 2B LK
Eﬁﬁkfwéﬁ,%ft%%h%wﬁwiﬁ%f
e 4k, 1gG4-SC DIFEINO A7 & FIREEDFEL A%
FOMH SN, S HIHENE L, fERBH LD
AR MR L 72w,
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