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blL, WML, EEEERORE, MERILE
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age 3 (FMEERFEITHA), Staged (L (BF
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CHEERERCZEDSV, FHEL
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FEORMHER L UCHEE, AEEHRE, MEBELEE
R, FE - K, FHFERESALNS,

B EZHI(FE 1, K6)

WEFTRE (R 6)

B, MEPOIFBER(TANT BT/
M URT72T—EAST), 7952V TI/bTUR
7 x5 —E(ALT), TIVHYKRAT 7 & —E(ALP),
=T NVE IV G Y ARTF T —E-GTP)), RiE
7su7yry MIgM), AMASH2WEHI bar FY
7 M2 Pk &Y 2, WIRPEHEOHRED-D,
FoHE (ANA), ¥t > b O X THAROBRERITS .
Pk v bo X THEE, ANAOSERETH S, JEIT
oD, MIEHME, PEHEBEIZEL 2%, CH
e 4 v A (HCV), BEIFRY A VA HBV) 2 &ED
TANAT—H—EEHEETH L, AHHEOREL
LG, BEEYyFIcEL T, Vv rEFRE,
PLCCPERIRY b vy Y ERTF V)P, < v
sAxru7usy—¥3(MMP-3), #527 b—2A
WA %17 o Sjogren fEERIZE L T3, ¥ ds- DNA
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Kl J]ﬁlZEPﬁE.’CI‘gl&@EEﬁD DR (ALP, Y—GTP (DJ:%)

2l ?‘“~ ravRY 7’?“%(AMA)M-I&FEE(EE&£$?*{$E§
%7‘;(&* ELISA(?‘N RV RUZ, M2 FIC & B)

AP (ISR L R R B

(CNSDC) P’Q?FE BEESES)

ALP : ZIVAURR T 75 —E, Y~GTP Ly-dIEEIb B
SYANTFH ¥, ELISA : BB SRS REEE

X7 PBCARAN—SY JirrpDZinssE

O 2 HEERHCERL TESIEPBC-AH A —/\—S v 7
EIREY | C2HF L, AT D' SEEZ2 9 IR DIV T+
O—JVBBICIZA CTAT O ROBRSERETD

(1) Feess s OBRTEE(2010 2£0) (& DICED PBC &

SRS NLDER ;

EE%T'&H/&OD@@ SHRELE RSARIAIHG simipli-
fied criteria) (2008 £) (3% 8)IC & b probable/definite
AlH &N BiER

7212 L, 5B (liver histology) ICEUTIE, HiBSICELD

PBC JEEI2$E (3R 3) OIFR A 7 (HA) E AL, FFRAO7

0-1(HA 0-1)% 0 point, FFAR 7 2(HA2) % 1 point, fF

W7 3(HA3)% 2 point & LCEET 2

AT PSZUFPE/NSYRATS5—E
(THERMORT - IBERES(CEd 2IEm3e I, 2011)

~OVF F L ¥ —V) Bk, TSH Z/M4EE, A4
a7 ) (T EOMEEIT). BEHBEKRELT
BREREY 2~4ETE T BEYVE Y

(T-Bil) # 2.0 mg/dL L EOBEAIZMMF ¥y 3 VA,

D, KEIEZEIZ—EIZT),

e HFME MEOAHLALI LMD LD, ME
AFP(o-7 = b/ 7 4 V) DBGE L IR AR
EE6~12 7B T EIITH o FFEE~ET LR
T, L%B(éﬂ:“"ﬂ%ﬁiﬂ*ﬁﬁkTﬁﬁ%%ﬂh’@“ DIK
REZRERR T 5o
EEOEE PP LT, LT 3EEFS

ELREHTH S,

1] mpr R CIREREE TH 5 ALP, y-GTP O k&

PROLNET &,
2] AMA D 2WIHI by FU 7 M2EESBIET
HHTE
3] 4G CNSDC, WEFRE, JEAELE: SRR
FIRPROLNET L,
BUTICEE LTI, IR CNSDC #8%, BERT

EAEPBCEFBELAEVDD, AMA 23 b av

F‘ 7 M2 Jifkbs M <, $ikE < CNSDC opr Rix
B0V, PBCIEFE L2 WHEBREERTESICE

I%ffé na, FEROBITUEEEZER T, BIRE,

TEREED S FEQ, OO 2EEI R Z LB TE 5,

PBC-AIH #—/\—5 v JiEREE (3R 7) : PBC 045k

%R L LC PBC-AIH(B CRIEMF#£) 4+ — 3 —

Sy MEEENRD D, FEBRIIPBCO—RELEZ

SHTICE
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ANA or SMA :
ANA or SMA =1:80
or LKM =1:40
or SLA =1k
lgG >IEE R
>IEE RO 1
IR HA™ HA 0-1
HA 2
HA 3
R IVAES | BESNTVS
E=H =6 -
=7

*UFRRAOT(HA) (3383
ANA DRIEE, BESHAREDEE L
ANA R, SMA : FTIEBERE,

SLA : FIEIREFRGIE

= SEAEIRIE PBC(aPBC) : fFE=
o fE{RM: PBC(sPBO) © BTSSR
s1PBC : T-Bil {& 2.0 mg/dL 3
$2PBC : T-Bil {E 2.0 mg/dL LL.ED
FFEEICED < BMEER | 58, Sk
B, REK, FPEE e
T-Bil : L UILEY

B, B E L CiiREoRT S o f
y-GTP EE) TNz T, ALT %
BEATFOA FO#HEZTALT i
W84 © PBC BHikH (% 1) & ATH ¢
(35 8) G HFIE & DIF A DIEEIEE(
% [RIBFC i72 $EEHI: PBC-ATH 7
BEEBWIL, YLV FFFI O]
TAT7TUA FOEEFETTOLND,
EHi PBC : AMA 3B Td % 7%, AST,
r-GTP BIEHE TH b, £ PBC
B\EERIND,
BECREHEER | BRIk PBC
55 AMA 135, ANA 135 b
DIEP R LN VEEE, PEDAS
ENnb,
AMA [2% PBC : AMA x24T H 57
I‘i BMDIET S o HEFTENA SN, R
/BONDHEIPBC LB SN2, P
MT 1%, AMA T H 5, :
BEpRAREADEE (R 9)
PBC mE RN FREICE DO H
#E12 X 5T aPBC & sPBC 24T b
5 (2 3% T-Bil 2% 2 mg/dL ki D sl
dLLiJ:@?%‘EU VEVIfERET D s2
N5, :



1~4
3.5<
70%<
<1.7

23"
1239

4~10 10

2.8~3.5 <2.8
40~70% <40%
1.7~2.3 >23

BE hEE
Grade 1~2 Grade 3~4

BRI T BRI RN BRIk, HEMN
£ THH A0, EEEIZPBC HIZEE
ild-Pugh S48 (R 10) MEH SN B, BED
h IR, E T-Bil B EOICREE

o

F7E (% 3 EVEIR aPBC 2 & 8 B),
LR (B, FALOME R DT, £l
S 7 CPIIRE TR ST T 5), OFF
ERHE L, FRE~EED), EBEEED
EADEFTHIE, I 10%BEA S ND,
Dy A4 TT, Pk bu A THAEREES T
ST R LV, FIRECEEETOBRET
RETLER) Th 5 = &, PN (BT gp210 #t
BT FRART, HEETORKRET (F
THaHILWbhroTWb,
Rl 11) EE2WcHEREELYTRELTS
CHEEC, TREOIEHERFTEZ, PBC-AIH
N5y FIEER, BB o WEO Y 4L AR
ESEFIERFBET S %, RIS %
5C), TG4 BE:EES 4% KBNS LETH 5,
IE: HAR T Sjogren EER(12.5%), BERK
BIET ) v < F(3.6%), ®EZEEQ.6%),
WSTHEERE: L0 B CABHERDSHEIA DR
RS 7 (UC) DA 0.2% & D355
nz,

FelEh ) DGR
]| B> oRisATERE | AENEE
FFRIRESTS o © BB ol
1 JUARFH
SRR S o, [’
SETE(LIEABER 9G4 BERE
ER, BAFFEEROME
(2]| BALP, y-GTPINE | FBEMKRE, 8KE, BIRER
AT, RERSMETIEE
3]} AMA IBIED RS AMA [GIEE O RE IR
ALP: PIVAURR I 7 5—8, y-GTP: y-FILF3I b+
SYUARTFS—H, AMA: = bV RU7HilE

BRE MEEERERALP, y-GTP) S EEED

15 E#IML Twa, T3 Al ChERy

PBCIZ—HB ¥ AT R LR L -8 Eh SIRERBT

%o

1] #—#R&E L LT UDCA 600 mg (XD HE1
900 mg ¥ CTHEWRETH2)HEHEN DL, &H
i, HALRHER (FHZ &) DAL BE ZEIERE S
%<, %< O PBCIER, #FHITELTL TV WEER)
TIXEDDTHERTH S, UDCA IZEKEEIRH B
ThY, MEEELTEECTHKBHEE BE
WhdZ EIZX DMRFEETBRSE, SHICH
MROREEEL, 7R AERZEICLY
MRV HDLEELZOENT VA,

[2) UDCA %5 THIRAF+5 % EF, I mEnER
BROYWENENARTSREATRRYT 747
77— 400mg DA EET . WFEEARHTD
50, FHMBOEMBEMN NS VAR-F —
MDR3 (multidrug resistance 3) # &AL S, Y
VIEERREANE S HR S kT, FERo
WS I VR L CERERBOTWAT
B H B, 7L, o, HRICRERT
bbbl BEHRMBEICEELRZTRERZS
TV,

[3] & AST, ALT 2 &1E* Ffs 5541, AlH &
DF—N—F v TEPIER T BR) O EEEE ZE
L., BIBEEAT oA FOFRERSLS, e
(0.5mg/kg/B) 251k COBRR L Tv <,

UDCA 8B IR EEHHI%, sPBC 4], PBC-AIH

F ==y TREA: ke PBC EFIE, FFEE
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1. Child-Pugh S¥8D&EH=#N 8 M LOREEICE B E

I.a)~h)D55, 1 EEMUENEHSNDHD
a) IERE UV E MBS 5.0 mg/dL BLE

b) FFIEREE

C)PIRETHEIEIC K BHb BRI

d) EERMEIREK

e)FISIHIEIERIRA, FTEEIRSE, FTAAEIREY
fIFHEGH

QMR ZEHZ B ([F L DIV RER

nNEEO2EERE, BHEBEFSCES QOLOELVVET

2) 27 NIeES S UTRUTFHH#ETNS
OMayo URZZIF7H 7.8 LI E ;

CHAFFEIEEINRETET I 6 HBEOFTHEED 50%L 1

@MELD X758 15 1 E

= The Updated Natural History Model(Mayo U X& X 217)

R, MEEUILEY, PLTIVE JOMNIVEVREE, FE - EKOEE AREOERNSEIFE
- R=0.051(£F#5) +1.209 loge(#E'UILE Y (T-BiD) —3.304 loge(F LT =) +2.754 loge(T0 b

0.675 loge(edema)

- edema : 0=no edema without diuretics, 0.5=edema without diuretics therapy or edema resolve

therapy, 1=edema despite diuretic therapy

- UA LT 24 HARFE TOERRNERICEERIRE TS S (http://www.mayoclinic.org/gi-rst/mayomodel2

o AARFFBIEENR RS0 FE TN

Logistic EWRIC & DESNIZERK&D 6 HEBOFTERZHELT, ZOMED 50%L EOEFEBIEEGRE T

DFELCIERORDSFERTFABERD D

A =—4.333+1.2739 X loge (T-Bil {&) +4.4880 X loge (AST/ALP)

Z D AfE% Logistic ERIICHRAT S
6 NE%ZOFETHEE (%) =1/(1+e—A) X100
+HEREEE -
» MELD 237

- IEZUPFoUE, REULEVE JO0MOYVEVEEO INREBCES TEHESND, LEIAI7EN 25
ZEFBEOEGE T DWMENDD. Mayo Clinic DY M TEEABETH B (http://www.mayoclinic.org/,

model6.htmi)

- MELD 237 = (0.957 * In(Mi& 7 L 77 F = /) +0.378 * In (55 T-BiD) +1.120 % In(INR) +0.643) % 10
BRBEOEER, JU7FUDBEENIC 4.0 mg/dL EANEND)

FIE~DRBADEE L,
FFEStE . 2R 12 0 X ) 1 C#E, FFHEmE, HERMNiE
K EORMIFEEDORERLEFOE(QOL) DEL
CARTLRBEE, FBHEEZEZEL, FREEMEN
DBHBPELEE Ly, Mayo Y A7 227, MELD
(Model for End-Stage Liver Disease) A 37 7% &D
EREZHVWCRAITATE I L 3TRETH 5. 2010
4ERF T2 53560 PBC BEOFBIESThI, T
BB 5 FEAETFE 76%, 10 EEFERT2% & EH
BHTREL TV, L2 LEAD, BEBHEBED
PBCHERMFHMEBE L INTVE, BEFPEHFRIZED
INEE L VEEINRTWEY, HATIRAR 104
DEBEHRIT20~43% L INTEBY, BKRTOWH
10 DEREFICT L TEL o Twb, MBEOEES
BT LARETH 578, B CHRDRIGEEILRE
FENTWRV,
Zfth, SHEICHT BEHE
o FFEBIEER alLAFIIvhirwniditeasy iy
EVE R DL, BERIC L 2EEORIEIC
WP Ry I VER, FHFRSTLHLHRNTH S,
e BHHERIE BHEEHEZITV, YAM(young adult
mean(EERAFE)) 0 80%ki(T 2a7 -1.5
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BEIE SEOBEREE, BULHBEBRIEESNTLSENFZOEGZRS

UL AR kAR — M3 xR
ALV
e Sjogren fEIREE  BRERICH L TR AL
By, shERLELNZWEARY DY
B, EBEARY CPIRREOED
N5, CIEEERICH L F 4" A TIE
HESRIT S a v o, 18]
YHERVLND,
B 5# aPBC B0 54E4 R 97.7%
FERIT93.3% & FHRITBIFTH 5, UDC
P $E580 ALP 180 40% Bl =0, -
fE % Ti#E L7 PBC Bz, EHTHY
Eb bz, —JF, sPBCNEH#ITTH
1 79.5%, 10 FEAEFEERIL 65.5% LIET
REMFRLYELTE TRV LY, ER
FTEICH LT UDCA 12 k B FH 0% EL
Tz, aPBCEIICREIZE, 2L,
DB ENFKITHB, EYNEVOHE
Flvwbi, g T-Bil 4% 2.0 mg/dL
104, 3.0mg/dL Pl Tid 5 48, 6.0mg
b EH2EUTOHEGTHS LIEESN
FUTEE (3R 13) & LR, EEH
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JEHGRBIAEZ TE00, HEZED
2912y, FOMOEERIET > TETW

bbIC

AL W RETEVLNT WS 20,
{2 D%\, aPBC THNIXFELETIZZ
B L — RN E T bRz, BRSNS

E:)

zHIEL, BEHICPBCREERRERT A &A7KT
Hbo
B L e R BRI EE SR O -
BERBEICET A2 HENRIMESEETEREE
PBC)D&ETA ¥4 ERIESER L7- PBC 2
gEovu—Fv—(&3), B, BEFEHEED
DOV - =+ (R4 EDIT 5,
CE k2
E& R R ER TR BRI EEE RO -
IEERBICHET 2 35 J9 GEE - 5EAE) PBC
PRI SEEAR &R BSMIRHEAFEZ (PBC) O
BETA NI A v PR 23 E
FREEEZSCICHRSREOTHHIC L Y HESE
(V‘f:ff% i Lf:o
(#rils Bez - iR #KER]
WS Sk
1) BASEEHAREEBRIRMEEE [HBREONF - B8
BB T 5 WA JUE GEE - FEAEYS) PBC SRAEDF

FUSFEIER REMARITEIFEZLE (PBC) OBRA A
FJ4 . JFE53:633-686, 2012

X

ﬁa‘iﬁ%ﬁgﬁ (gﬁfﬁﬁﬂ)

?9& /R
IR
CabE

BEUISORE
T PBC (C3d Le
[Zlmpricsie
[3]aHEIRLT
{'4‘-] E/SZ}Eg

* BFIEANTI VYL FOBE L 7

?

BEBRROSEE
(1] priae
(2] 5k G, {%@@z =)
(3] mpimisee, Bomtk, BRE
[4)Bmm
[5]&E - BEsRE
[6]FHE(HCC, CCO)

RREIETHETEZE (PBOORET O—F v— b
PWAHURRT 75—, y-GTP: y-IILFZI RSN

TFH—t, HCC : FTififafE, CCC : fHEfiaE
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B T-Bil mg/dL, ALP /L, y-GTP 1U/L
AMAGBIE(_ 5UP), B, BHCELISAY)
BFE, B | Ab g/dL, AST 1U/L, ALT WJ/L, PT %, (INR)
PR CRY, B, ity bOXTHECRE, B, $op210 At Bl
B TC mg/dL, FTs Lg/dl, TSH _HU/mL
1 SS-A FUA(EN, BiE), #1SS-BiA(RME, B, RF(EE B, i TPO Hiik(
AFP___ ng/dL, PIVKA-I____mAU/mL, CEA ng/mL
fEIR SRR, BAR, RESeE SRBE 58 SERiRE WE- ISk s, A
%, ERIREEEEE TR
[EEEZT BRI, &), BAEREJEL, &)
JRIEECH &%, compatible, BEHN
Y5EREEIE
2]
PBC 52, BLY PBC-AH #A—/\—5 v EREE
BRERASEE aPBC, siPBC, s:PBC
YRRRER 143, IH, MES, VHA(Nakanuma, Scheuer)
BEE Child-Pugh(PBC)2#( ), Grade A, B, C
F Mayo URZ 237 (R)( ), MELD 2237 ( )
RE DERETE, 2)PIRETTER, DR
fEIR BER@E hEE 85, DEEREE, EE 8F)
EHERREE, FEE 88
BffHIE QL BEINEER, T, 8), BKE BE B). BE®, 1E B, REESNEGE,
EREGE BE 55, BHEREGE BE 8E), Sjogren EHRE, B4% BHUITF, £
FHE(HCC, CCC)
I550EE
b=t =Pt )
PBC UDCA(600 mg/H, 900 mg/H), "¥T s JlL—h400mg, PSL mg/H
FERICHULT
BHECHLT
FFistE HEMEBEL, [FRAGEER, BESPIEANOIVYIL AT IHHND
Y§Er=IE
T-Bil 1 8EUNE>, ALP: PILAUKRAT 75 —E, v-GTP: y-JILFZ I IS UARTFEH—13, AMA Hiz
i, ELISA . BEBSGESREAEE, Ab: PILTZY, AST: 7VANSEUBPS /) MNSIUR TS50, PT
EURE, INR : ERESEN, TC: B8aLXFO—)b, FTa: ERY O+, TSH : BRIERERIVEY, AFP

O ~, PIVKA-I : protein induced by vitamin K absence or antagonist-II, CEA : carcinoembryonic antl
vov

FFiEfaE, UDCA @ DILYFA4+2I— V8, PSLI JU R

2) PRIEER | FEIEREH A ITEE & BRI LIRS 4.
FFREZEARDTEHAT, HEAT 1 Ay —, 2001

3) Heathcote EJ : Management of primary biliary cirrhosis.
The American Association for the Study of Liver Dis-
eases practice guidelines. Hepatology 31:1005-1013,
2000

4) Lindor KD, Gershwin ME et al : American Association for
Study of Liver Diseases. Primary biliary cirrhosis. Hepa-
tology 50:291-308, 2009

5) European Association for the Study of the Liver : EASL
Clinical Practice Guidelines: Management of cholestatic
liver diseases. ] Hepatology 51:237-267, 2009

6) Ishibashi H, Komori A et al : Guidelines for Therapy of
Autoimmune Liver Disease. Semin Liver Dis 27:214-226,
2007
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7) Hennes EM, Zeniya M et al : Simplified:
diagnosis of autoimmune hepatitis. Intern
mune Hepatitis Group. Hepatology 48: 1

8) NakanumaY, Zen Y et al : Application of &
cal staging and grading system for prim
rhosis to liver biopsy specimens: Interol
ment. Pathology International 60:167-1

9) Nakamura M, Kondo H et al : Anti-gp210 2
mere antibodies are different risk factors fi
sion of primary biliary cirrhosis. Hepat
127, 2007

10) Parés A, Caballeria L et al : Excellent long:
in patients with primary biliary cirrhosis’
cal response to ursodeoxycholic Acid: Ga
130:715-720, 2006



A REE
XEKRFBOERKR 4R EOSRRE

X AR EOERRBRKRED

Patients at a high risk of hepatocellular carcinoma associated with metabolic syndrome
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BIRE 28 (FH) 12%f9 5%
* VI 4 VMG EN (on-line HDF) D i r#es5
— ST R SR I8 E 8T (HFCHDF) & OEGRRR O ik —

KB R OIRE EE

ZH =T

1 N

HHE 2R

T us

FHIZMKRE L THTEEOFGVERETH D,
FaEm EOmifEE UT, AR
(ALS) &y & U7z SRR IS L 2 B W ER
BORENDETHS. ZhET, 2
BHBEOALSHRE N TS, W~
sy X =5k, YHEERTIE, »DOT
100 4% 22 # (PE) 1< If % 8 8% 47 (CHDE) % #
B ZALSE T - T & 724, 19964
SILBEMT R & I X ¥ - ERE R
V% % i 3B Hf (HFCHDE), X 5 1220114E4 f
OB O B E LTRSS T
% on-line HDF %17 - TV 5. 4B, on-line
HDF D& 31 % 87 O HFCHDF & g st
L.

I

&

ﬁ MR ETTE

19964E4 A % 5 20134E5 7 & TIZ 4 i &%
IZABE L, ALS % #EfT U 7= FHEERI 2 K& &
L, ALSDJEfTEE & BRESFMFICEI DT D3
HIZoE L. DAETSHFCHDFR, 2) %
| FERFREREEN RS RRES

HFCHDF#, 3) on-line HDF#f.
FTRTCOFIZENT, ERNEHIRICEE
LIz AF 25T 2R AHT—F I %HEH
U, IM¥EE 3200 ~ 250 mL/min (287 L 7=,
ERWE LT, BERBIEENT: Y X)) —
AF3 S AL, # v AMEIZ35mEg/
LICFHER L 7z, 19964F-4 A 2 5 20044E3 A %
TOHAR, HFCHDF X, #&HWEE, BN
¥ & (Qo) = 300 mL/min, ¥&3& & (Qr) =300
mL/h &% L CHT L, Z OMBORER %
B HFCHDF#F I 0 JH U /2. 20044F-4 A %
5 i3 HFCHDF O #% % % Qo = 500 mL/min =
BN X W CHEIT L, 2 O BAR O REf % 12 5
HFCHDF# & 4% U 7-. online HDFZ, #i
7, Qe+ Qo =500 mL/min, Qr=160~
200 mL/min & 7 L, ICURIZERE L 72RO
KAEREE &GP 2 W TICUA T
BT L7z, Zhe3BoMT, b7 vE=
THE, MRV E, FFESEE> S DE
BB IZ DN U 7=,

|

‘% HE5R

Bi HAHFCHDF %t 12 26471, %% BHHFCHDF
12358, online HDFEE X 76 T & - 7~-.

— 153 —

_80_



