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B - RREMECERER (PSC) XBELMBERDODFRETHS. BLEBERDOKEEZTRT
BETI, BICPSC LZNEBRERERANZHDUETDHS. PSC LEFIZET HEEDE
BELTIgG4 BIERLERERDPHD. AEEIZX, BRICACRBEEBRRICAHL, BRELR
IC IgG4 RO EMRD R EFAEERRR 28BS, £/ PSC T, ERKE, MmMiFFH
ICECREREDPERL, 128—T 11 AFKPNERZRDDIEDDHY) (BCREER
® (AIH)-PSC # —/N\N—3 v 7ERE), BREBEOBRNZHHPBETH S, FHIC, MR
PSC Tl¥ AIH #ROFED LIELIEA SN, AIH &£ PSC DERIVHBEE LD, EF, FgE
#OPSCBEMFEEIN, FRIARDEFAHNEZL, ThODER, #FHICHERHTIEPSC DE
EICIA, ATHHRLEOFREOKMDEHNPEE TN TS, PSC DRIBFE LR ERIZHTIC

B3 ZREDFEREE OISR L7z,

Key words : FUFVEMALYEIRE %, ACREIFR, 1gG4 BRI LIERAE 28, A

&L &I

JE AR LIRSS % (Primary Sclerosing Cholangi-
tis : PSC) 1%, B oWEETH Y, JH
HEFEZEANEERET 5D, BRERTHD, HOW
LR ICA DN BHEEICRRL v, HEFENIC
1, MHERTOIFERMN % KE & BAELPREBTDH
N, INSOREITETETHY, FHBED/N~
KAERHAE, ZNICHFAMRE (Cbetk, FRdkettic i
5. HEREDHKRIIAHTH 525, HORERT
DHEGPHER L VIR I Tw5,

PSC &R Z M CORADHAEMFTFEL LT,
PSC [ZHB§ 2 WALMENRAE &, 41 H CREERERIC
FEERIZAEPET 5 1gG4 BIE LERRE & & PSC & D
2B 5. S5 HTHREMEM % autoimmune hepati-
tis (AIH) O%#§E %49 PSC-AIH F —/N—F v T

* Topics of Primary Sclerosing Cholangitis : Differ-
ential Diagnosis with Respect to Pathologic Fea-
tures

1) @K% RFBEE SRR T2 RE B 1e o 3L 4
(T 920-1192 4R i AT 13-1)
2) TERKFERBERTEES

BBt L PSC & 5\ i3 ATH E 0N AH Y, /ANER,
EEETENPEETH B, &5 ITHKE, PSC D4
HIFBHTIX, PSC OBFREFEOBNZ L0 HEINT
BY, FRICHEEZFITIZ PSC DB 22480 B 57
DBIAER EhTw5bY,

AFTIE, PSC OWMEEMLEHIZRICELT, &
NOREDFEEL PLICHHRT 5. 7, THEROM
#B L OPSC DWHR, ALMRIE BT R % i HAZ B <R 5o

1. BREROMBEE

JHiER &, FFAMIEE EFREEICRE S 208 h
%9, JREEIZNEEE %/ LM ICHIO T 2, I
WIBE L, HHROBMEE Sy b7 — 27250t
PRAGACHIE 2 06T 0, FFR/NEIRE (NZER
A & RREEARAE A 57 %), FFARZEIIRGE (DB
HIBE, BLUZD 23 WGE) 28T, EAFE
NEE D, WMBERR, EAFE, ToRR» 6T
D, ®WIFE, ®IEE (LIRS, SEEE, THE
), TCHERERT, T oBEICES, HERI
—BoOEE (HE) bETEDLDITEY, WREERE,
FFPIRBIARAE, & HIZHFAMIBAEICIE, A OB 2t
MEVEDRHEREDSS A LN Do LA L, /ANERBE LM
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B, EAOWMEEOIRERI 2 v, 2B, FAK
RIHE CRHEEE, MBI BRI LT
D, EFEOEEZN L CTHERICERL TV,

. [REMECHERE % (PSC) DREFIFE

PSC DFWAMEE R TORRERZE & 2 AT
BRI CRET 5,

1. BLHEREE R

PSC I3 LMERE RO TH 5, HHFEWITIZL,
P B X OHFAMIEE R IR B0 2 1B M 2 & (L
BALNL, RIEZ, BEEEEKICALNSDS, HEN
JETE o < MIRT A MEMAH 0, IREWE LEoBE
bAHRLN, BERULANALNSL, FRNDIEE R
1%, JEESREDRMEAL, U v osBR, MR 2 bk
I REEMBEOREAASONRSE (K 1a). HER
BT TH Y, IREREOKRMEELE, HENED
BAME, WERAA SN, BREOHEDHIATE (X
1b)o HEBEETIIVDLYW L BHKOBEEET 5, IF
WIS DL RER S ET 5, 72, VbW 5 onion
skin appearance (EZMEMHEIL) LIFiEN 5, BIKkD
JIRE ] PRARAEL DB CH B () 1c) o RAEDTH B
HHVITER L, BHELATH L OBALPEIRERZ b A
bMb, HORIEWRFOMGPEZLNTWED, R
T A FEFICRG L2V,

2. ZOMOBEERE

Ot W EMENAY % (xanthogranulomatous chol-

angitis)

B IR 2S, IR R E O SR FEE L E RS
BIAdH 0, HEAFEEREREIFEhTVWE, 20
WMEZRETIED 2R EEOMEI D Y, FEOK
JRE~ZE L, HEOAFEERE %% 25 500058
ENTEY, FNICHIMEE, TN KRIEEICH
AL, HEkEE 23 5005H 5. i, PSC THHE
(LR KNz, WERIFEERE ZoFAIEH
ENTWBY, BB, #63EEEIRE %% R0
THEBITIE, BHEZEOTFHRIARL OMENRDHY, F
bbb OBREOREERE LT, AEFBHEEICHRE
L7: PSC C, FHARTHBE o 12ERT, #Hia
B 0B R ICFR0 bR T, BEFHEET
DD I I R T35 0 A S E PR 2 O 564 B4R
LTWwb EEbNED, SHEOFMAEBIRENLELR
bbb,

@R JF IR Pesz

R XY, VRS D B WCIZIFFIERIEE S, REME
DIREREHREDHFIEPA LN TV 5, Mk

X, BRBEOBIBLLZEEHELTHY, ZoEKIZ
il &2 DIEBI TR B HEED D 5o TEHEIVED KAEDTH
B L7ZRFEED PSC OWREMED H 5.
@SR PSC

JEAS 5 CIlEBEE % A e WS, B C© PSC 12—
HTHHITHY, BBBIELE & HICHENR PSCNE
HERTHBMBMENTWS, PSC D 5%7%, BEMSER
PSC & &N Tw5b,

@PBRERE D AP

PSC Tix, #4~10%DHE T, HERT AT
52, PR SRICHE L 2B O LR E R Eh%
WICHET A EEZ LNTVA, REEHREDDW
X, HBEOATRES TR RL, WHEBHZEDZ
DD Z W LT L Bbh b,

O E-HRE

PSC CIIBEWREICHRERE LT, BMEEH D > WD
ZALDSHEATHEC B L, SRR (S HE 1 B SR AR AE ~ BT
WEICEY, #ETIABROBHMEL, H2VIXED
IR AR OBR 2 ML+ 229, FFCEET
3H B RO ([ 5 —7 x4 ZAFRP/NE
%K) BLIELIEA SN, DEHITIRREEOEMEEE %
FREWDBED A B ND o BT, FAZICED,
FRBRAHAE, W—DHEEETH S,

. $FigkB & DR

PSC & 5 % B3 2 R T 2 5 B O R B 2 kR
%o HEIZ, SEHNARALOFT R & IRENNA & T ERRZ
DB HIRR D,

1. BEBEREHLFELIT S PSC &S

D 1gG4 B LMEIRE % (1gG4 related sclerosing

cholangitis)

i, EHENTWRHETH S, FREERITHIR
L, BHICZ v, EICHMEE (BNIBE) 25RES
n, FFMEIRE RN RIS IS S A D R & A 5
FEBIA D 5512, DR L IEE R L, PSC O
ERCHEDT 5, AIRMICIE, HEREZARKICIKA
tB~HEFICEL, BRI T, HENR
OBMEERES o Wb W B RAETEBIES (M T 5.
LIE UIEHAMIESE, BENIRE S SN, M
W2 REET S,

BMEENICIE, BEOY »33k, BEMEOREE
S BIEIRE AT, FRICEEOMMEILSASR, B
BREDPILVLUCHIEL, WEERAMET 5 (X 2a). FH
BERCTOWEDSAIE, I, FEEet: TR MERE
T, SIEMBIEE I CEUT 28 A 505 (K2b),
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HFBIROBEI L oTAONE, £ DREFT
&, WEPICE O 1964 B0 IE ML 0123
0y, FEEBIRESA SRS (1033, 3b)s LIELIEH
T & R 2 D> 1gG4 B AR AL 5 U A F
5%, 72, IERENOMERSEHEICHEE SN LH
M E ShTwb,

JFFIREE % b & 5 RAEDSIHIR S B & JERGIR &
%0, WhWw DO RIEBIES & SIS b BIH%
Vo BER, BFIREFICA S D RAEVEBIES, 4RC) v
NEREAMII 0% < 121X, 1gG4ABTEDZ BT M
Nz A V), 1gG4 B LIEIRE 22§ 5 L &
25N TVn3Y,

%8, i, KE D Mayo Clinic 2» 5 O#HE T, PSC
OMEOMET RE R L, LIE LIRSS &%
W, it o 1gG4 filAs 59 % PSCHE Bl 25 ST
Who BHIHEITT 2B 5 ISR~ O HE R F] A3
HY, FHRARTHLH, ATF0A4 FHEBICUST S
LEhTwaY, Zoli 1gG4 Bl % " ¥ PSC &
TgGA BI AL PERRAS k0 BB DS, 4 HO—D> OMGR
HEEDLNL, S5, WHhWLHLHEIRE %S % v

B 1 EEVERI LN
RKONE L

a : JHEREIC O RAE
Pk B o 12 A% B
n, BEL, RIEIX
P E R H LD,
HE #efa,

b EEREZIER L, B
BORE MR HMEAL 2 A
%, HE Y:ta,

¢ KARDMHERED
WML 2 A B
HE 4efa.

B PEIRE o T, 1gG4 Bt o E g o= A3
BCEHIBALONDEIENDHD, <512 1gG4 Bl
TALTENHAE 20T B BROLIC X 0 TG4 Btk o 1 i
OBEDFENHPIHEIN TS, 2512, 1gG4 BHE
Bl o B OB H 5 I TR A b R E R
THEHERTW S, itk IgG4 ICHZ2Eb§ X721
M23H 555, 5, 1gG4 B LIENRAE ROAREWN 72
WEILETHS ).

IgG4 B AR LR 2 CORF R ITIE, fis D
WEDHHNT WS, BT o2, MR To
WAL Z: &3 B IFERT, MO 1gG4 BPEMIl
DFFDIA S N6, 1gGA B R L PEAREE 25255k <
b by, BRYUERITY 1gG4 MM LIRS % % B
AR v F 72, 1G4 B B R A H 3o
AT b HEENTE Y, FEKRD AT IgG4 LY
HHAE R DB WP E AT BEDFD S,

@ RPEREA LR A 2%

fili 2 O ZREOMALTENEE KA 5N TE Y, PSC
L OENDHE L 7 o ERYMERALEEARE 55 (R,
B, P A UG ISR S AL EIRAE ) 2 ) T b
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2 IgG4

a @ JHAFREIERMEICEEL, #ELE Y 2 R5k BEMROSEOREE 2 S, L HEFE. HE jef,
b JHEBED— ISR E O SIEMREN A SN D, WbW S RHEMEBIE . HE g,

alb

3 IgG4 BERELYEINAT 98 O JHAT Hi 22

a t BIETH L 1gG4 Bt EMIR ORI E 2 %o 1gG4 O Rl

b HZEVERIR 6% 2 % 0 EVG Hefi,

Ay HAREA T T AiEGe, PRI B L 7o
EPERAS B SN T VB, Z o, i PkInAE
g%, WA AIE, NHASRSARE,  IF B A0 A 7 I 0k
2Pk IHAEPE%2  (Portal biliopathy) 725 PSC & D451
ICHETH S,

Lk, BUE, HFNAMHEERICER AP TIFFERMN 2
JAEPEAINE 8 & MM LS A & 726, PSC on]
HEPEDSE <, BRIRAT R 2 Z L, PSC L#glichs 2
L%, Lal, WHEREZSH Y, F7oiffkikiz
H2HV2EbH Y, ShooBMERERE PSC LD
REPGHOMEE 25, F72, PSCAH—DFEER
DN, HBNFNL OO BOES BN D
PICELTYH, SHROMEPULETDH S,

BN

BEPR MY R & s S b PSCHERIASIE 4, R85k
END o IS, AT S B VD wf,
A 2 PR T 2 LB D S, Sl L, 4
BIC X 2B WVHIZIENA e Ebh b, Lal,
AFCTHEA R LRTIE RV, T2, BERTIE, L
1 LSS o HAS IR T O MEIE PRI HR A H 5 W
IR TH S BIlIN A b3, IR T
HES, Sho oA A b 84, BERT
HHUREMEDS R K, RSB W IS8 D T REPE AT
Hbo

2. FREREHELT S PSC FJigkE

PSC Tid, #WHFEMICHOREETFZTARALND I
RYEDIRE (L ¥ & —7 = 4 AFRR/NER) HifEx

752 JHEBE Vol 31 (8) 2010

Presented by Medical*Online



OREICALNG, T/, #EITHEOEID > HHEOE
Lo HHE D PSCITHFEINTD 1, MBS - i
HWRE L OBPNPLEEL 55, BIRM, F7-0MiEFEH
WCHCREHZ D 6T HBT %,

OHCREMY% (autoimmune hepatitis)

ATH i, Frile 2 820 & L7z B CRIERT OB 55
AR ENDEBEETEOFLTH Y, MIBBREF] TIX
HREENEERT D, LL, AT7TEA4 FIERICER
L, WEROEEEI WL D 5 WIEHERT 5. WHEEN
i, BB AOBREEL, BEOY YK,
EMBOBREED Y, 457 —7 x4 AFf/NE
KHBALNDL, PSC & OERIZ, HEELIHLE R
%o FFERT, REWRE, FITH =4 Y RROBE A
FRAELPHEIT D oW, F-HEHESFRICA LR
7%, FREDOZALD B PSC & 5\ i& PSC-
ATH # —N—F v TREGERZ 5V, EZREITH 4
0D 5o

@ PSC-AIH # —/8— 5 v THEfERE

PSC CTREEIIMENDA V& —7 = £ AFRCH
FEHENTOREREIER 7 v N—HlOEKX, U v 732k
DER~DORF% &, AIH RORENALNSE Z &8
HMONTWS, 51, HyZa 7)) v R bk
RRI % HOHUETH 2 Bk BE ik o Bl
BHON D, WK, MIEFR, $72WBEZMIC, PSC
O R L ATH O oW )5 % 20 % fE6l1E, PSC-
ATH F—3N=5 v FIER LT TV 317, A
RN TIHTHALNDDS, FI/NESFITIE ATH D%
BOSHAEE S hTwb, Boberg 511, Interna-
tional Autoimmune Hepatitis Group @ AIH A 27 %
114 5® PSCHERITHEaT L, 2614716 £ 2L LT definite
D ATH L 2Bir &, 33% DHERIE 10 &~15 /5T prob-
able ® ATH £ Z 2 Hbh/zt LTwb, T b0 ATH
DTWEWR T 5 PSC DR L LT, JHEWREZDD
D3I 7% PSC DIHERZ & XHIHRY, 720302
EFITHAEIMBE SN EMERL, BRICEE
HRBREEZEH LTV HE LTV,

@ H CREMEM LR % (autoimmune sclerosing

cholangitis : ASC)

ASC %, IM{EFMIC ATH ICHFE00 2 B B % % pF
IELHRELTHY, MRICELALNDY, BEK
Iz, ATH & ASC o#RIHEEEZ & L% <, HE
EHVAMEDOENCERE %5, 7B, MNEDPSC £
DLOTHOLRERAZ LIZLIZALNS, BUE,
ASC ICBIT 28E1E, FICHMA»S0METH S, &
B, DHPETIZ/NE AIH B PSC 4%, ASC DE
RIIAHTH L, T2, MABIPSCICEICHVWLNS

PSC-ATH #* —/N—F v THEMERE L& ASC OERFIZE L
T, TamER? R I TRV,

B, /ANRIIPSCIZA SN2 B BIRREMER S
TwaY, HOREHSPELD, FHBHEGEOTH
BEFFVE SR TVWEY, HORERRIEETDH
D, AL, AFaq FiRRICKBL, &5
WCH M2 PSC ICHARFHPEVEINTWVS, &
#%, /WNEHIPSC OFs A B 52T 2 EN D S,

OEBM:PR 9 - (chronic cholestasis)

PSC Ot D—o1%, BHICFk 3 50T - T
HY, PSCAFET H/RH, BRABICIZZE DBk
RE3T 9D o ¥R ESA BN S, DT, HEEELE
PR D o2 kT 1, 20BEDENZ RS, W
FTHICLTH, 1601 Bl R BT & BRRIE & O
AR ZWIICEETH b,

a  EEMEIETEEZE (PBC)

PBC Ti, FFA/NIJHE IR ANRINIZA S 1,
F 72 LIR BB RS SR BN b, PSC Tld, BF
WAMBE ITRER A b, JHERERME L (2D
A L) BN TH S (M 1c). FHEWIL, PSC
T3 PBC THA LN, PBC THENZMEN I
oY (2

b FHIEIFREE

RRAMEE T, HH) o, IBEGE, FEE
AL RO LERDDH Y, PSC & DEMDS, FHBLZEH
R L 72 B ER & RRER T 5o IRE SR W %
WEL, EIZHEED S,

IV. FFSHEIRD PSC OB : MIBFMFHE
bl

i, EERITFRBHER O PSC OFEFEASHOAETEH &
NTws, FRIERTHY, BEFTREL, FLEE
FWALELZLHPE W EREINRTWS, B
1, BRIEETIERRTRTHRARRNT O
fThbhTwna?,

1. &EFRIEEOBR PSC ORIEFIIFE

bhvbiud, TR, PSCZH3EL, FEM
& e o TEBI ORI % RN I RN CRES 3 5 5%
LxfBlz. TORBERNT S,

ORELHETT : PSC 0 ERITBMEEF T PSC % B3
L, BB E o7 9ERZMET L72e B L7 PSC
DM, FIEO PSC X W R, #THTHY, W
2113 PSC I 2R IR E R E R LB TH SN, B
PRI MEF A% ZE L, PSC DHEIELBH S h
TWwWb, B, PEHITIEH 508, @D PSC DKM
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B 4 A O RIS %

a @ FRBAMRF ORI, MEOKMALIIIZ, BH#E LY ¥ R, BEMBEOREEZ A%, HE Jef,

b FEEDIEN %R A 5. HE Jefh,

JREFRZ I L, ) v 5Bk, REMBOBRENEET
Holzs

QOEREDIF R RO : 7% PSC ITHFEUW 2 A i &
LC, #Eo PSC DRFFLARIC A, FEERICHERED S
BEO ATHEPOREK (L v % —7 2 4 AFRRFE
HH) BHrbhiz (K4a). VbW b PSC-AIH + —
IN—=F  TIEBREH YL T BRERIDE ATz 4§
12, 1BITIRIEN R EEOBER AL, I
B IFAETHRE L (K4b)o Th S DFEY
HEDIFE XTI D RO F VEER] T H Lo 253
D, PSC TbHEHTHEMEDZALA < MY %M
AR SN TH Y, FRHE T L EHUOBRH T
ELTwa Elbhs, $7, AINOFBAIKEIZ TN,
JEAE T 2 R R B W A3 H 7z,

QEEAFEMEAEEROWIR | IR H% O % PSC
T, FBALE 7o 72EBITIX, PSC 288807 %tk
PR RISz, RIS AL ORI
A SN HRFEERZ: PSC IR, JREOWA R
HOFMAATONTEY, HOWFEEIRE RIFA
LR TVwordbihhvy, LrL, EEICHE»OMHE
TFHEDPSCIZASNT=DT, ThSFEFDIFREEITD
RN A 2GS D v, SBOMERET
H5bo

2. PSC BEBDLEATBIERDREILE : £1%%H

U= SE RIS B

R L7-ARER K D, AR % 4T 5 72 PSCHERIT
X, FFREOEOFEEIERL, F—1N—F v T
BERORAEL W, T, BWRTILEND L. A
B Z N HREBOBE, EINHEIZY—NVERDS
%o Fi, HORFEEREROREAD, B PSC O
SEICHETTAMBE XL TV LW REESD Y, W

HEWB X CHBRTOBMPLETH 5,

: I

PSC DB ORI LT, WELAER &R 2 M O 8l
R HIEF L7z FICH ORI ERICEHT
% 1gG4 Bl LIEIREE e & PSC L ofh], S 5I1CH
CRIZEMIF % ATH O#if& % £ 9 PSC-AIH & — /3 —
7 v TR & PSC & %\ id ATH & ORI AR D
WETH Do 72, PSC DAEMKIFRHERIIA LN DT
AR E OB WL R T 5 PSC DR RBIEHR IZ A
PEHTHLD, WIFRIZL TS, 161 B OFEM %%
Hr & BRIREE & Ok hs PSC OEHIZ W ICEE TH %
CEREIETHR,
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