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IXU®IZ (2011 £EAR)

JEOREMEREAH-PEFAEZ (Primary biliary cirrhosis: PBC) (3B RASRIZMI STV VB MEETT
PEDRRT 9 S HVEFR R TH 5. 1851 4EIT Addison & Gull DIZX-» THIO CTitdi&h, 1950 4F
Ahrens B 2)I1I2 X 5> T “Primary biliary cirrhosis” &y S3L7-. JRERMER A IEMEIE LIRS
M % (chronic non—suppurative destructive cholangitis:CNSDC) & RIZENED AR Z K5 &
L, NE4E ERZAIRROZE M « BEAEIC X - C/NEERIIRAE 23IREE - IR 5 2 &1 X 0 18P TR IR ©
SRR 5. B ) SISOV ITFSEE MR O &ML A2 4 T, FEBPIZIIRFRE A D PR 2%
295, BERANIZIR 9 oW D RERK, BXOHOCHEO —>THEHI ba v U 7HiA

(Anti-mitochondrial antibody: AMA) DEMELZ R E L, FHELUZOLMEIZZV. BRRER S 4
< HBIIRWEE N PBC DJEFI H %<, Z O X 5 ZEMITEEMER TRE L PH D L. AE
i x DYEEA L LB ICH CHRO—>Th 5 NMA BERRADOERICHEML L, F7-, 18MEFRR
K, vx— 27 LV IEGREE O B CREERECBERZ G0 LT W &0 n, WRBIEAUCIEA 25
EEHIETF R Z 2 DTS, L, BIEOEE L 725 & OIMD, MEEEF BT XM TH DD
2y, BUEZRBH G ST,

RIEIKE LT, WEREREEMEZ LT OTHEYORBIIALNRNVD, UL TAF v a— g

(ursodeoxycholic acid; UDCA) 73 1980 &0 B Lifd H A, BUfETIEH -SRI L 7o
TW5. PBCITHDIEERTHY, UDCA Zxt% & LIZBRRBRLMIT ET VA LU RE N T U F L
{EHEEGERBR T2 < 13T TV Wy, UDCA O PBC IR~ G BRAAHT & 2 TiX, PBC BREDOFH# L
KELEboT-. 2009 FI21%, FNEBE 272 PBC, & D VITIBMEIENT 9 - HMEFEEREOZEA A R
FA N, FRFIKERFIHFS AASLD, = —m v <HFlF2s EASL kv RS-,

BIRTA RTA4 T, BOREOEB OB E 2, BO/EO—RNEHE, H62E - IFRE, I
FHEE7S PBC BB OB H T > TEBBIZT REEHEZE L DO LD THD.
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FIRRHER : MERICBED > T2, RRRIREITA FTA 2D LBRT & COTITA Lgu.
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VEIERNE, W —, mERE KRR, BERYE1, B i, R —
ERO—F IS ITN—TF (INA—TE @Il —)
By, BIiE, BEIEFNE, RS
PBC SAEMAI SRS [BETA KT 4 DIER WG]
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2017 :BREICHT-> T

2016 4F (13RI MEREI AR & (Primary biliary cholangitis: PBC) JoAE & 72 7=, 1950 4EIZ 44
SN, B < R TEATHEZ (Primary biliary cirrHosis: PBC) & L CTHWSILT-IHRA DY,
HRILBEICEFT SN DThD.

ARIOBIEHA BT A VSETIEZZOFRAEF & & B, 2011 FRREITHE, AT ET v ABIEKOE
{ERHY RELNRLERY VU =hV7 2 ZAF 2 (CQ), B)HZITBEMNLECQ, #H5MAaEEEL,
2011 iR & BT AR TIThiz.  BAKRIIZIZ UDCA VEE DN FHE, 70 6 NN E S
BDOXINZONT, EHITHRBEZMICHOWT, [ QI L THERTET A ZBIL, BN
EUWE LTS, FTARMCTERIRINE S 728 LWIEEEANZ OV T CQ HiBAn L7z,

2011 FERRIERS, A RIA BT AHROTEFT o A L~ULE VL — ROWRIEN, GRADE
AT B> THERR SN D Z LS FUEREL 70 ), ABFRHBIZ K D AIHBZIRT A K74 > (2014)
[ AT ATEEENTWS, SREIOBRCQIZHOWVWT S I EBE LR, Bl AT L08Ry
5 0Q EHEREENTA RIA4 O THGFETDZ & Lo, SH%OWEITEE L TIE, GRADE
AT D~DEEWEZTEL TN,

UDCA TZIENAR+4372 PBC (2% LT, WEH FDA 73 obetecholic acid ZFAR L7-Z & 725, PBC
IR OLFRRICAD Z ENTFHEEND. BEORICKE RZBeNBkT 52 L b RIEx /- =T, PBC
BIEHA BT A U RWEDKEE LIS 5B CHIITEE-> TV 5.

2017 4 3 A

JEA GBS AR BRI JEF . TERIATEO T « IHE R AU BE 3 2 i ALmtse) Bt
(Bt : w)l—)

FIZEHR  1ERICBD S T3, RIRTA R T A D L BRI~ & COLITA L.

B EEEE MR BEORIF R EE B0 - IRERBICET 5HENR 3
(GEE - #8)I—)

FEMEBEHETEE SRS (ORERE - BTE)
JRHRE— WHIE0 ), IRECE, MR RRS, TRIER, SR,
AR, RalsEl, BEERE T, fRoChi T, RS R )
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AR, RIGIE, RIEEE], BEEVET, fEoohl T, REE—, REE, W




2023 BRI HT- > T

SRIDOBIRATA BT A LETE, 2017 JRDOZ V= AN T 2 AF a4, HREMES 7 V=LY
TAFa(Q &Ny 7T R 2AF a BRI LI BT, 2017 FERFETER, =T8T X
BIRIZKRE 2B L3S 0 FE LK CQDAG 2l ZRE L, 2017 iz BT 5 TiTbhl.
HARBIZI UDCA VIR IR G DR WG ORIIRIZ DOV T, 13 CQ Ik L CHilc =BT v A &8
ML, fEERNAZBE L TWD. E7245 BQ/CQ DR SCITR LT, 2011 4ERRFETTIR PBC B8R D
BACZ I, DEREHEIT>TND.

AEOBHIIZIBNT S, (ERV AT ADORRS 0Q LHEERR T A T4 o OPTHET S Z
Lllpo=m, WEIOHEIZE L TIL, CQOREL & GRADE AT A~DREELEZ TELTND,

2023 43 A

JEA T AR RBORITEE £ TEHATEONT - TREREICEE4 2 iRANsE) Bt
(Bt : HTES)

FIZRHR - MERICBED > 72T, RBIRTA T4 ZBD L BRI~ & COL A L.
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BQ T -1: JFUSMERRYPERRAE 2 (PBC) & 1X & AR ?
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II. PBC 2
CQU-1:PBC OEZWHZE T HHFARDETRIL? (2017 184H)
mnzpmmnm ﬁ@$Miz%w?

I. PBC DIEMiRHE

1. UDCA

CQII-1-1: UDCA DFHRITMEFR I TWNDH D2
CQIM-1-2: UDCA & 5-D VU A7 % ?

CQII-1-3: UDCA [TV 2D ED XK 9 72 BF TG Lzb K ?
CQII-1-4: UDCA X ED X I BRETWVWOETEEGLEL X W0)?
CQII-1-5 : UDCA O HRHIEIZ ED X H I Li=H Xnd? (2017 1B4H)
CQII-1-6: UDCA TEhENEOLNRWVIERIZE D Leb X2 (2023 E4)

2. Bezafibrate :BiNZ:#E
CQII-2-1: Bezafibrate I ED X I RBEICED I IITEE LS KW ? (2023 184H)

CQII-2-2: Bezafibrate x50V A 7% ?

3.ﬁ%&EX?D4P Z D DOIEY

CQII-3-1: BIRHEAT A REGIXED L D BE NS ERDN?
BQII-3-2 : mm& AAT A RESEDOV A 73?2

CQII-3-3 : DIEY) THREPHER SN TWVD HDITH 5?2

IV. AOHEDERDIER

1. REREEDIRRE

CQIV-1-1: Cholestyramine I% PBC BA3E D i JEHEFEIEIZ A RN 2
CQIV-1-2: Pt A& I 3K (|% PBC [RE D JEREFEIE AN 2
CQIV-1-3: Rifampicin % PBC fR¥E O R JEREFEIE (AN 2

CQIV-1-4: Narlfurafin 1% PBC Ba# O & EREEESEICA NN 2 (2017 1E84H)

2. BHRIEDRE

CQIV-2-1: HHLERIEIZ X3 2 IR OB AGREHIL 2

CQIV-2-2: Bisfhosphonate $#|iZ PBC & O FHERIEICH N ?

CQIV-2-3 : JEMEAY vitaminD3 BLAIR vitaminK2 851X PBC B OB HEEICH D> 2

3. ELIEMREEDOIER
CQIV-3-1: ¥5W& cevimeline & pilocarpine ¥afe¥al% PBC HE D N EREERE IZ A %N ) 2

V. PBC A& DR EBHLE

1. FaEslzEE

CQV-1-1: BEORBBERIIIMEREL L5 L

CQV-1-2: EEOERAZHET DI EHEEE LTHE L v ?
CQV-1-3: PRINLIAIHEDHIEDT-DITEET REZ L1 ?
CQV-1-4 : PBC B DFRBBIEE CHRICK AT 5 Z &1 ?
CQV-1-5: HHIRZ LI BE LI ED L HITHIL Lz 6 L
CQV-1-6: IR L7-HBEDEH CIEET R Z L1L?



2. HE~Da YT — g
CQV-2-1: AFIREEFIE ~DFEIEEY T O L ?
CQV-2-2: g E~Da YT — a VEEHITV-ORN o ?

VI. FFsfEsEis 2%

1. FFBMOMBEIGRE, FhEhH

CQVI-1-1: BRI 2R L Le b L ?

CQVI-1-2: JUFERHE & AR RIF R CRAMEREI AN 570 2 20n 2

CQVI-1-3: PBC IZ%9~ 2 JHAE & D A I LM O FER & bhil L TR 2
CQVI-1-4: JMFENFREAE & AR RAE Tl D GRIZ 22038 D 70> 2

2. Witk EE OB

CQVI-2-1: RO BITED L D KRN ?

CQVI-2-2: O S HIEXH 502

CQVI-2-3: PBC [BHE ~DOBAERITFITIERE T D Z & 13fih 2
CQVI-2-4: PBC BED PR EZUGET D720 D EIX?



BAZETA BT A OVEREE (2011 £4ERR)

PRITA T4 0%, TBEO—ENEE, 1Hbds - IThEE, FFIsEMESE, PBC BF DHIC
Bl TWAHEMZRLRE L TER L. = EF 2L 5 LEROMZRICOWTIE, PBC DIEE, &
OFE DR, BB, PRI & BAEE~D 3 YL MEEIZ SV CTIE, PubMed-MEDLINE T
Clinical Trial, RCT, Meta-Analysis, 01/1998~12/2009, “Primary biliary cirrhosis” & &%l
ZROEHAL T English XIOMBKEIT 72, ZOFER, UDCA 2B 2 BRI RN T, TEF
AL~UL b L ED L DITH BN -T2, KR HERD S OFFSIA AR 7=, 1RHEFED UDCA |2
SUWTIE, 1987 4ED Poupon & D Lancet OGS A MR, %< DT X MU ER, AZT7F
AT, FOMRER, MERAILFEOSED L TR, L, B E COMMEZT FARA
YRELETHROKELLTEOLT EO/BRENELN. FERRUERIIR L. EBRIZ,  UDCA
@ PBC{RIE~D I BHAART & % TIX, PBCEAFEDO THR LRI Ebolz, 2009 i, FhziE
72 PBC, & D UNTIBVELI 5 s MR EBEOBZIETA R T4 20, TNZICKERTIRSZ AASLD, I —
o SHFEFS EASL LV BE ST, KT A KT, 6D A RIA VBB LeRND,
LV EFT U AL~ULREV, LY Inpact Facotr Wi WXERZ S ZIZ LT, BDBEOER[FLEE L
7oA RTAMED BfTo 7. EREBIIEE(ET — LM CHBEICEREZZHBL, 202 RAE2E5T,
R RIIFRBEE 2BICEM LT, a AV MEEVEEEZNATa o 2257,

PETA RTA4 0%, WA, BFREOHESR L HCEHMICSET I LERDDH. 2, 3FEIC1
EIIMEEEZONAD, RELSBEERZINEDD X9 2L, HASGET T XxThb.

ITEF RV EHEED L — R
O G LI CORBICHHEDOTET U A L~UL L HEEED 7 L — NI TR0 H ol - 7.
(EEERY— A Minds(=A > X) http://minds. jeghe. or. jp/)
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2b U NE R EDR VIR ED Y ha— LA a3k — NS

3 = e arhua—nAmge (%56 S 5E)

4 RLE TR DO LLi 7 & ORI FRE, 6 R & R 22 OIESE
5 EGIERE, 7—AY ) =X

6 HEMFEEAOER (EMEREESBEZET)

BHEDT L— Fo8E

JU—FA : (THX72M<EIDLEND

J1L—FB : 1TH>&5806Nn3

J1L—FCl @ 1752 ¢EFELTHLIWVDR, OB RaBR s 720
JL—FRC2 : FBEHRILNRNDOT, B Sy

J1L—KD : fTbhbRnkr#dons
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W2017 FEBRBRDOVERIE
B CQ DT EF A LR D HRICOWTIE, PBC WA FT A > (2011 45) 84T, 2011. 4-

2016. 4 DI FE SN T-FEEDJF 7 L % PubMed-Medline & 8 Cochrane Library I CH¥F—U— K
MBE LT, STHBRBORERIL, ¥—U—FickamE (D) 2i7-o7%, 77ANTFZ FT—KA
7V —=27 (Q) Z1To7-. TOBAREZBHL T RAZ V—=U 7 %2170, QICHT 5% %,
HELZRE, T U AOBE ORI L o= 5 (@) ZER LT

TERZIIWC EEMAETRERZAHL, oo 225, BER1E, THEHAMEORF - IRERE
(B DAL BECITE T AR SRICEM L Ta Ay b EED, BEEZMATCarer 2%
157-.

W 2023 B DOIERE

B CQ DT EF A LB ROV T, 2012, 11-2022. 11 ORICHSE SN HED R E i
% PubMed-Medline & U® Cochrane Library ICTHF—U— FHZRE L7-. CHBROMERIZ. F—U
— Rk aH% (D) 2f7o7-%., 77A T 7 b T—kAZV—=27 (@) &, TOBNEZE
IGRLCRAZ U —= T % E L, CQIZXTHEx, #EE, =7 AOBIOMBALE /2o
TeE7imsr (@) ZER L7z

TERRZII WG /EEMATERZZH L, BWEICK VHERRIEEIT T2, OB ENRRE D SIS
Bl Thy, ZESA L SN—U3 N)DHH 20%6LL T (2 N) D CRED JF IR S v 7z (RN 7 e 2
%aiwﬁm,§ﬁ®&ﬁﬂ%%mﬁ%ﬂ%m@ S E T 52, b ULIEEBLARN &) &4
BEL Uiz, FEEOHIRZTRNE T 5720121E, ZESA A= 70% LLE (10 A) 23580 & 24
HH0E LT,

B ZIE, TEERIEDRT - IHIETR B ﬁﬁéﬁﬁﬁnjﬂuﬁﬁﬁéﬂé SEICEMLTa AV b
EED EBIEEMZTartvr b REEG. KETA K74 0%, EREOERE & HIZEMMICSK
FITAVNENRNDD.

TET VAR LHERED S L— R38R
T BT UADOMRS EHELEE O3 HEIX GRADE A7 AIZIEL, rMinds
(http://minds.jeghc.orjp)ZIE A A K7 A AERRO F51 X | (2014 FITIH - 7 Thdk L 7=,

TETFUAOBSE : TETF L AORKOME X 234 - %4

A (). B (), C (39). D GEFITH) D 4 BpETaEfth
HELTRE

1. (3, 2. (5300 2 B CRiH




1. 2Wr - RRRTE

1. 2h
RS MEAEH-ERRE R DM R UE (w27 )
TR DR « IREE BRI 2 AN BE
JEFENERE V- P RS S Ay b2
B =

JEFEPEAE RS 28 (primary biliary cholangitis, LLFPBC) (%, JKIK - JNAEIC H O
TR D AUE S0 1B MEEITIED BN 5 SHEITRB TH 5. PEFE Mg L, BIEHE
FERCCHIFET D 2 R E. SEIEHBIE, MR 2 2 LT s 2 8% <, MIRET
HESEAR S SR EE I BT 5. BRIR I, JEfEME: (symptomatic) PBC (sPBC) & S
(asymptomatic) PBC (aPBC)ICOYMASHL, SORGRRIERY, H00, FOHTIHIRE, K, FFPERE
7o EIFREEICE S BMREIERZ BT 5551E, sPBC LS. AL OERE K S HETT
aPBC & MEQY, HEEMR O EHFELL LRRBT 256803 5. sPBCO 9 H 2mg/dILL EOFmE Y L
EUMAEE 2T 5 S D ZEs,PBCEFEDY, Z VAT 2 sPBC & FES.

L g - AT HRART A
SEGEME, HEREMEA DT, MIGMHEREEFE (ALP, yGTP) @ LEH-Z58%, HiI h=a KU
7 HUA (antimitochondrial antibodies, LLTFAMA) ASFIQ0%DJERI Tt TH S, F7z, IgM
DOEFREZRBDDZ ERZ.

2. HARFAIPT A
FErERE ik, AFP/NRUREAE (VNEERIIRA 720 LIREEREAE) (12 MEFE LR E A B fE A5 4%
(chronic non—suppurative destructive cholangitis, LLTFCNSDC) #FE®D 5. JRHIDOMEITIC
FEVIBEE, b2 AT, MEHPETFEE~ 8RR L, FlEZtE> 2 &b 5.

3. AOHE

PBPERRT 5 S WHCEEY, BHERE, @SIEMENERICHE L, SIBMEN R 258105k
JEEAEEZEY Z DD, v — 7 VISEGR, BT v~T, BHERRRELR EOH R
EWRBEZAET 2030 5.

4.  SERIZH
H O M2, JRORPERLIERRAE 2%, 1B VESRMIERFINREH 5 o1, RN IRE 8 E 72

N

®

i

WONT NN T DIZFESE T HHDEPBC LT 5.
1) FERRFAIIZONSDC 238, MAEFTRNPBC & L TFHE LWL D,
2) AMA ASBEMET, FEERFAIICIZONSDC OFFRZ D72, PBC IZHJF L7320
(compatible) #fki%%Z =3 HD.
3) MR OB IT 720 , AMA EMET, L LRGSR ORGSR PBC EE 255
H oD
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OPBC DEWMITIIR 1ITRTIEENREL D (ZEF VAL N)L1)

# 1. PRBC2Wiog L 70% 3THE

O  MEFT R TE8YEDREYT 5 > AT A (ALP, 5 -GTP o L&)

@ LI bz RUTHUR (AMA) BEMERT R (IBEEECHIIRIE £ 701X ELISA BT L D)
@ JFHHR S CREMOPT R (BRI LRI R EEMENRAE 25 (CNSDC), PAIZERE, JRAZTH )

@2 Wrix TEREMEHHEEXOZKHERE (B 27 £F)] d b W] CRl>TIT S
(ZEF RV, #IBEA).
1. FFE SO 85E
1) FAREHIIZCONSDC 258, MRAPTRAPBC & LTHE LWV H O,
2) AMA 2SBEMETT, FEEETAYIZIZCNSDC DFT R ZFRD 72, PBC IZFJE L7
(compatible) #Hik&EZR~THD.
2. FHARE G DR WEgGE
3) AMA 23T, LB EFIRIG L OMRE 6 PBC £ &5 X 65 H D
Tabb, R1UIREND 3HEED S bO@0 2 HAB M3 > 54

MEMO : i3 b= RU 7Hifk (BSOS, ELISA ) |

I bar RU 7HE (AMA) BIBEEOEHEREE | PBCIERI D 90%LL EICkR i &4, iR
D, BRI —RICIE T v b O BHEE - B OBFE R 2 HiR & Lz RO RERS A
bid.

ELISA & : AMA OSISHURIZREALEHIMEE 2 E D, M1 56M9 D 9 SOHHE 25y
I, Zo95H M2 HFURD PBC IR REMEN RV, M2 HURIEI b FU 7REICFEL,
A L/ 71y MEIZT 70kDa, 50kDa, 47kDa, 40kDa D 4 >DEMANBEHSNTWS. ZDH
T 70kDa OEHIT M2 SHEO KT E ED, TOREBIIELVE CEBEKEBREZEES K
(PDC:pyruvate dehydrogenase complex) @ E2 component (PDC-E2) T&H D Z & NEH S MNIT
INTWAD. BT, 2-oxo acid dehydrogenase complex (ZJ@ 3 D434 7T X / gk 35
5% (BCOADC-E2), A% Y 72 /Vlefhi/ksZE#3% (0GDCE) & PBC (ZAFER)7Z2 M2 HLIEDXIGHT
JFThh, HTBETIE, k., vLHI har RYT7HoEEZFIRE L7z BLISAERH W hH
NTWEHII bar FU 7 M2 HRE LTHIES LTV e, BIfEIE, EiL 3 SO FEEXRILH
JR2aa LMoz EAZPURE Lz ELISAIBICE DHIER AV STV S,

(Gershwin ME, et al. Molecular biology of the 2-oxo—acid dehydrogenase complexes and
anti-mitochondrial antibodies. Prog Liver Dis 10:47-61, 1992.)

2. &5 - BRAEW

QBN 5 oM EERS X OB O 2 ate B RE 2o ToRB L W O BLAM LERIZ T
BEFONE (R2) (TR LL1).

Q@EGZEr (BE, CT) CTHENRELZRCBEL T ILBEETHS (ZET VAL
1, HEIZEE A).

3% 2. PBC DEERIZ

1) | B D o WHERFRE | FFNAEH 5 o3 2 MESEM MR AEH 5 - i, S Em L
AR 2%, 1gGA BEEEELMEALAE 2%, BTN RRAE 8 g
PHZEME B IA

2) | SERE ALY REB | H OENERTR, KRS

3) | M ALP, y-GTPIJE | ISR ZA, BN, FURIEERETCHEE, NRIAMENTRRSE
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CIRFBR 72 R

O W R REND & ) RMBIHARFTRIZE L TWARWAS, PBC OFR & & % Hh 5 RREBEE
T 5. HEG L IXREGFHIIERRIRELHDIDT, BBLTCELIBHTILERDS.

1) BE.H#i PBC (early PBC)

FEPR 2 MK AL O B BT B LLRT & AMA 13 PEE 2 L, TR ORISR L b iEE > T
WHZENBEINTEY, BHPBC EMENTWD. {RIFIISNELET. REEIEE21TS.

2) AMA f&E PBC

AMA IXREMETH 203, MIRAT L CTEBMEDIRA 9 &3 A B, /S T PBC IZHLAYA) 708 20315
HILHEETX PBC &2 S LD, PBC ORI 72 SIUTZIEFID 5 B 10%1% AMA 2 Th 5. AMA X
EtECH DY, BORUNE THIIIZI hay RU THIFICKISE LTS & &b, PBC #RLE] & [AER
WX 5.

3) PBC-AIH A —/—F v FiEMREE (FF 24! PBC)

PBC OFFR7IRIEL LC, HFROIFELZFFERD ALT NiEfEE 2T 5ARRENRD H. BIBREAT
oA ROHEEIZLEY ALT OBENHIEFTX 57-%, PBC OFRITILH 578, PBC OILFIE] & 12X L
TRWT20ERHS.

3. JEE - SOHEDHE

%< (T~8 &) OIEFNLH M OMEMREOFICZIT S, SEEOE EEVHIMEAET . JERE
PEPBC & FHEN DRI HEIR T 5 &, fix OIEGMNE T 5. PBC OJEME, 1) BRiH 5 ~ Wi i3 <JE
{5, 2) fFREsE « JFEAR L O N OICHEET 27, BL ) ERE H D WIXAGF Lo | 2k
PR BICES BRI T TEZLNRD (£3).

ABI 5 - WIS IR < SRR IAE I TH 5. 119 ARk 5 &, SEe, MEE R
FEWCPE D R, BHRRIEIC LD ERESCEITNHET 5. £z, /- BRSO FZ I
£ IEBES LT D, PBC T ORI & AR ER & el U, PIRESCEIER I ICE S &
HHBL LTV, o HOHREREEROSHEE LTE, =— 2 LU SEERE, 1@BMETRRZE, Y v
< FOEUNRE. SO Lo 3 @R BAREICH T, PBC BARIXELER Tl CEET 5
JEF S 2. TRIZAHTDHRBICELASNDENLH 5720, AHEOIHRIIEETH 5.

# 3. PBC OiEE, BBHE
PBC DiEfE A PHE

1) HERER ) B9 SR ES < A PHE
2) EHERIK < HHLERIE
3)  JEH D o WIS EES < EK - g MAE

- JEREE (RS o mE ) 2) JHREE - RIS AOHE

- THJH - PARETCHESE (B EFR R, 9LAE)
4)  JFREE - RIS EES < ER - TR

b - i (BE SRR - Bk

- JEER R « FFMERNIE

© BB 3) L EE, o B CEREBRO SO
5) RERY, &0FL7oho B CaERE v — 7 U UIEERE
WS SRR - BAEIY U~ T

- FLBREMERE, L EPERRRR (BAE), 7 E

12



4. REZ

1) PBC OJREEFTR.

OB OB Z KM 2 FFNIEEREN PBC OEANFREREZ TH Y, FFH/NEREREIRD
2, EITHICREISNDS. ZORKE, BEICEET 2HFNENT 2 o BEEESHE L, FMREE,
L, BRMEMERREEN 2 RAICTER S 5.

A B —T oA ARFRPFEA OFEFEIZE < DIEFITHHIL, PBC OEEFERIERGE KL T 5.
VB U AP - BT, ATRRHE (SN . 2 LT, MM D ol X OB &M o FFHIR
FEEIZL Y, MRS EAT L, AT PIRBCSOIT NENFREL, & L CTFAE~ SR 2
LEZOND.

OREEYRE : PBC OFHEAI 2 IBERE T, AN, B/ NERBE IS b 5B IR LB
M EEMEIE S 2% (chronic non—suppurative destructive cholangitis; CNSDC) & #EFTHEMDREEW LT
H5. FEERCROE FRAEFEESMIKRMIC LIZLIER O S, WEFEES S BEEEIIRNFEE
REAE 2% L FEIXH, PBC IC2Wr AV,

CNSDC T, FEEMEFEMICEEDY N8R, BEMRZMEA 2 Hh, B ERENIZY Rk
RANRHHIVD. CNSDC DFEFE O FRITAFREMEICER L, Wb DM Z O RR3AH 6 5.
F 7z, CNSDC & & TILE 22D, B CREEE DB IR RO RIEFT RIXZ LW RS L OfEix O
s LI LIEA LS. IAEHEIE, PIREN TR & fEE L Qv 2 iFEhRE: 2 S HEICBIZ 3 5
EHEEMNCHE LTV, HRHIOEITE L HIiZ & A EO/NERMBEIIIFNNHIERT 5.

OQOFEERE : PBC OFHITIL, HEEICREDOEERNRFREBABAONS. REITA V7
— 7 = A AFREHD FFRMEDIRE L BB T 5 I8 5 > RS HERT 5.

ARV D o WEZAV I AR AL O R i « RRAE TR ELT LR & L CA T, FEERAOALE 1
B, SR A VA CIGMEERL O, B, RO BHSIROER (cholate stasis), ¥ 7 U
— IR, MR MEDTEA L, I PERFRRHEE B K ORI PERFRE A ~ L IR 5. F 72, PRI LER zone
1 ORFRa D /INRAE (small cell dysplasia [ZFEfL) & LIZ LIEA B, PBC OZWHI&ELD. Zi
ERIFRIZ, PBC DL DIERIT, A ¥ —7 = A AFRSCM/NER T & o B 28+ 5
B MFEEIMERF SR DAL P U, TR O SRR LSO RS ~ D3 R (2 B3 5

2) FRRFRIRE S
OPBC OB FAITR I FRIZ 1X Nakanuma & O3 ENHER IR 5.

PBC TIIHFANOEMNLIZ L 0 INEFRME N R 0 Z LR b N TnD . Z0i=, et Tt v
TV 2T —ORBERFEIZOEE LW, HERMEH S TE 7 Scheuer 73¥H, Ludwig ZFHIC L 59
HBEIIIRBA DR DD, 2D, IWEORE =MLV 7 ) v 7T —%H/RIZT 5 X
INZLRENTEZTEHITEDE LW (2009 4F) (384,5,6) ZEHT52 L nEEND.

Z 4. PBC O#ARRFHA

1#j ; Stage 1 (S1) (no progression)

2#j ; Stage 2 (S2) (mild progression)
3#j ; Stage 3 (S3) (moderate progression)
43 ; Stage 4 (S4) (advanced progression)

FEEATH ; JIEMEA DS PINRIIC R R, P2, TREERE PRI BRE, BEEEITH ; TR,
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# 5. PBC ORMEHIRIISE Pk
# 5-1 PBCHRRFRHIFMO - H DMMRE L 22T

5, 2006, EHEMFEESE, 2010)

A. BRHEAL Score EEERTERS Score
FHARIER T OBRMEL 23 720, B D DI HE J e S A
{175 PR AR B 1 0 |[RERA R 0
FH R JE B O e, B D W IR - - R A
HEE IR B 5 IR AR A B R e
Fili 2 O/NERETE OELILZ £ 5 ZeE MR HE L 2 1/3-2/3 ORI CHEHEREZ A5 2
ARG & & EORMEALZ D IFEE 3 2/3 UL EOMRIR CIREH L E A D 3
# 5-2 ML Q) LREEEEKB) X a7 OEFHT L D IRHIZWT (Staging)
S A BRAHEAL. B IR TE K
& £ 2AaT OEE
Stage 1 (no progression) 0
Stage 2 (mild progression) 1-2
Stage 3 (moderate progression) 3-4
Stage 4 (advanced progression) 5-6
XANEA CRERD DERILC A A BRI S ORE Z MmN B
# 5-3 AN A YA OFHEE I 2 7RI W (Staging)
C. At A G BE R UL A Score
Bo ik BRI DI 72 L 0
1/3LL F O MR o B MiiE (D% 12 1
5 M FERL D IR 35 & P2 D
1/3-2/3 OMIRIk D & D e (FEx of2 9
FE) \ZBEMEERL DIk AE B B D
2/3LN o PRI 0 B FFME (50 1B 3
PEYERL DL FE & D
A BRHEAL . B BRAETE O,
Stage C. A G MERER IR
KA aT DOEF
Stage 1 (no progression) 0
Stage 2 (mild progression) 1-3
Stage 3 (moderate progression) 4-6
Stage 4 (advanced progression) 7-9
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# 6. PBC DEEILRIERS DIEB)E
#8-1 JETROFEEIE Cholangitis activities (CA)

NRAE RN TN 8 D WITHRE OIRE R[S A 2 b CAO (no activity)

B ClEd D DI B R A 1 D FTIc 2D CAl (mild activity)
HXRECIL & D SRR 728 MRS X & 2 B ETETLL BICAH D CA2 (moderate activity)
CNSDC Z/b7p< &b 1 IFTICH D CA3 (marked activity)

#£6-2 FFROIEBNE Hepatitis activities (HA)

AU B =T = A AFRDIR. INERITZR DD, B HAO (no activity)
A B =T = A ZRFRH 1/3 LU OPFYIRERO AR | HAL (mild activity)
(10 HLLT) A bND. BE~PEEO/NEREZHD
A B —T = A ARFRN 2/3 LL O FARRIEE 0 JE 0 HI HA2 (moderate activity)
(10 [lI#4) ([CHBND. BE~PEEO/NEREZHD
UL ORI DL < OFEIFMIBICA X —7 =4 A | HA3 (marked activity)
R E 5. HEE~EGEO/NER, &5 WITEEMEM,
MK DR BE % %

(Hiramatsu K, Aoyama H, Zen Y, et al. Proposal of a new staging and grading
system of the liver for primary biliary cirrhosis. Histopathology.2006;49:466—
78.)

(Nakanuma Y, Zen Y, Harada K, et al. Application of a new histological staging
and grading system for primary biliary cirrhosis to liver biopsy specimens:
Interobserver agreement. Pathol Int 2010 Mar;60(3) :167-74.)

IMEMO : PBC DOR#FTR. & AR RIS |

COPBC OIEBHEE - Wi IE

1) Scheuer 338 : PBC [ZHHSAI T - IREREZ BT 1 ~4 I ES T 5.

181 ; CNSDC, 2#]; JEEMAHRERA, 38 ; M, W, 4 ; .

2) Ludwig 3% : 1B OBESNEHOEICEY AR TnD.

18 ; MAREEDZIE (Portal hepatitis), 2 : 1 o % —7 = 1 ZJ}F4 (Periportal hepatitis),
3 W BRHEVERRBEIZ AR, ZEAG M SE Septal (Bridging) fibrosis), 4 #; FFEEZSH(Cirrhosis).
3) Nakanuma 5 D4%E : PBC TN OENIC X 0 RBEMBEE SRR D Z EnmbiT
Wb, 207, FHAERTIZY 7Y v 727 —DENFIC T E L o0, Ao, 1§
FE LRI O 5 2B Az PBC O LVVEH - IEEELSETH D.

Scheuer DA ZRIRSIE (Scheuer PJ |, 1967)

I# | Florid bile | BREEMEICIZY > /)8R, BEMIE, HEAEROBZEA AR LI, HE
duct lesion ERIFERL, RER LD, M2, JHERES R L7
0, REROWFE, IEOMESRNALND. £, AFHEE
D, BT R A 29 % (florid bile duct lesion).

M# | Ductular RIS L, /DNEEOMAEZZRD D .
proliferation

M# | Scarring, FAARIEG DS B DOREHEDHER TR H L5, piecemeal necrosis b
septal BOLND LIRS,
fibrosis

and bridging
IVH] | Cirrhosis 25 3

(Scheuer PJ: Primary biliary cirrhosis. Proc R Soc Med, 1967; 60; 1257-1260.
Scheuer PJ. Pathologic features and evolution of primary biliary cirrhosis and
primary sclerosing cholangitis. Mayo Clin Proc. 1998;73:179-83.)




Ludwig ORERRFRIHRSIE (Ludwig et al, 1978)

I #] | Portal FIARIIZ X Y > "BROM, 4FHER, GFBERERSE O RAE IR iR
hepatitis NBHBND. INERABE ERICIE, &M - kiEg, 72
WEIENERD S, florid duct lesion &\ 5 BrHy 72 i /L%
295, FEZEOZBITRVWD, HoTHLEWTHD.

ITH# | Periportal RAEMNIZEIE S ST L, RIEFT RISXPINREL O 5E £
hepatitis TRE. JEITHE, BEEROEAZRED D, BWFEELE L
STENRERFT RIS GICEBEEICADND L 2R 5.

I # Septal Stage 2 OFTRIIAFHRET 505, FIARIED & OBRHE D HE R A
(bridging) WRIZ72 5. WEEREZ M S IBE R RITTe L A3 525, JHE
fibrosis EESEe: Liir e

IV#] | Cirrhosis JE M B2 o Fr A FF 8 72 garland-shaped
regenerative nodules & ARHEMEIREE N A LN D, EED
ductopenia [XFAFE & 72 5. WEEEZ £ 5 MBS FT ISR L,
PRI IR E HE DT RZ 232 K5Itk D.

(Ludwig J, Dickson ER, McDonald GS. Staging of chronic nonsuppurative
destructive cholangitis (syndrome of primary biliary cirrhosis. Virchows Arch A
Pathol Anat Histol. 1978 22;379(2):103-12).
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5. JRHIZHr
1) ERERHISE

OPBC DEEERRHIIFREEICE S < BMEER OFEIZ X - TESERNE PBC (aPBC) & iE{E M PBC (sPBC)
W6, sPBCIXE BT, MBEL VU LE AED 2. 0mg/dl R D s1PBC & 2. 0mg/dl LA EDEFEE Y

AEVIES BT 3 s2PBC 2T bhd BT .

% 7. PBC DR
HESEBEE PBC (aPBC) : IFBEE 2D < AMRAEIR Z K <
JEMENE PBC (sPBC) :fFFEEICH-S< AMRBIERZH L,
sIPBC ALV /L E ME 2. Omg/dl KD b D
s2PBC Y U L E H 2. Omg/dl UL ED D
¥ FEEICES < AR - 3E, BRI, Rl S AR, MK, HFERER &

aPBC I3 FEMEATH] (1 #1), SsPBC 1ZMEFTHA (9 H s1PBC IZFFEyEHEFTH (1)), soPBC | iEyE HEf T (111
) LI LINTE D,
2) ARRERRE MR

AR [PBC OFAFkZWr %= 5.

6. EEEDZH
OPBC I BHITBRAICERA L, 2HEEIIR IRV TR THENME-NS. Z0-H, HEE

IISEMEME PBC IR L7-BA Mt S, MY LV EE (Bil) % PBC AIZ/EIE L7z Child-Pugh
SERRANLNS (FS).

# 8. PBC DEEESE
1) #ESE@EM: PBC (aPBC)
2) JiEfEME PBC (sPBC) (PBC | Child-Pugh 4y¥ i )
PBC A Child-Pugh %3
Score 1 2 3
Bil (mg/dl) 1~4 4~10 >10
Alb (g/dl) 3.5< 2.8~3.5 <2.8
PT (%) 70%< 40~70% <40%
INR <1.7 1.7~2.3 >2.3
K L 2953 Hh A
b L Gradel~2 Grade 3~4
Grade A: 5~6 5. Grade B: 7~9 % GradeC: 10~15 %

7. R - P2
OPBC DHERITR = < BAREFTHY,

FIARETCEESEATRY, HEFAERO SBTTHEND.

X 1. PBC ® BHAZA

#* 9. PBC OflEM b H izt _
1) rﬁ%@@ﬁﬁg B wa_ERe iEf
2) FREE FCHERE 512 v e =
3) HJA AR LA an | i e -
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PBC DHEJRITA N L o TR, KEL ST T3RIIHEEND (B9, K1), ZITEWH
WO BEFEWGI 2 7% T2 ICHETT 5208 GRIRESTRD, #HZ2 232 2 & 72 < RIEFIRE ) Lhi iy 7
HNCHBLT 2 0EE] (FIIRETCHEER) & BHNCHEEZ 2L, FFPARRICEDER GREFAER) RN
HND. HARSANI R FEOIEF A LI AN H 5.

MEMO : it > k1 A THifk, $igp210 Hifk& PBC D PBC DAEM T |

PBC TidHtI b= RU THUEDIZD, FRFICHE S o X 7HIER, SuEEsUE (FT gp210
i), Himultiple nuclear dot HUA (HT spl00 Hilk) FHFEDOHTUEHUAEN BT S.

Hiky br ATHUE K 20~30%D PBC REBNZBGIE & 72 5. BEtEflEde L AEG THRIZ LW
25, POEHBLLIATNC FARETCEE 2 29 2 IEFNS ERIZHHLT 5 Z L0/ RSN TN S,

B1 gp210 Hifk : KEEFL ORI D OE D TH D gp210 FEHIZKT B HHIATHS. PBC
DK 20~30%DIER TREMEAL L, HAEFFEMEAEY (FFEREIZIX 100%) . T gp210 HLi&IZ PBC
DR DO TR L LTHEHTH D Z ENEHOHRETREIN TS, HT gp210 HLiRs
PEIEEFNE . AFREAR I TRaMER] & b T interface hepatitis OFEENR L, FaEHH 5%
UDCA (T L D16 H% bt gp210 HUAMI ARkt R EDIEFIITHENI AR TH D Z BRI,
LrL, A TEHEWELEMA SN TE LT, FAEHN TOARERETH 5.

(Nakamura M, Shimizu-Yoshida Y, Takii Y, et al. Antibody titer to gp210-C terminal
peptide as a clinical parameter for monitoring primary biliary cirrhosis

J Hepatol 42:386-392, 200,

Nakamura M, Kondo H, Mori T, et al. Anti—gp210 and anti—centromere antibodies are
different risk factors for the progression of primary biliary cirrhosis
Hevatology 45:118-127. 2007.)

OMBERE Y LE

FHETFHETFE L TERLEERRAFTHS.

Mayo OF#% Tl (Updated i) Ti%, 4, MV iy, 7T I fE, Fobhar B
], V#HE - JEKOFE, FRFEOFE)R, HAFBHEICITES CTEMR S 172 Logistic BT /LTl
MiERE Y L E Al (T.Bil), GOT/GPT k28, F£7-, MELD Score TIXMiE 27 L7 F=fl, Brurre
UM, e bhur EURFRIAEERRN T LCHEAERICERY Ao TWA, Mol U CEEARRFIXmE
MEULEMETH D.

MIERIIEE U L EAEN 2. 0mg/dl (2725 &4 10 48, 3.0mg/dl (2725 &£ 495 4E, 6.0mg/dl LAk
WD ER2HEUTORMTHDL EIND. MIGHRE VL E D 6. 0mg/dl BLEIZ7e 5 & TN
Bans.

OMayo Clinic OF#FHIZ
PBC D FH FHNCHFAITHEH S TWB. Updated ARASFIRR D Natural History Model &Y &4
P E2TFHT 2 TIXEL TS,

IMEMO : The Updated Natural History Model for PBC |

Flp, MG Y ALEY, TATIUE, 7r bu Bk, FEOFE, FIRIEOHHEH
L5 THTHATHS.
R=0. 051 (age) + 1.209 loge(bilirubin)-3.304 loge(albumin) +2.754loge (prothrombintime
) +0.675 (edema)
edema: 0=no edema without diuretics, 0.b5=edema without diuretics therapy or edema
resolved with diuretic therapy, l=edema despite diuretic therapy
R—LbN—T T 24 5 A% E TCOEGFRNBHAFMETHD

(http://www. mayoclinic. org/gi-rst/mayomodel2. html).

(Grambsch PM, et al. Application of the Mayo primary biliary cirrhosis survival model
to Mayo liver transplant patients. Mayo Clin Proc 1989 64 (6) :699-704.
Murtaugh PA, et al. Primary biliary cirrhosis: prediction of short—term survival
based on repeated patient visits. Hepatology 1994 20(1 Pt 1):126-34.)



http://www.mayoclinic.org/gi-rst/mayomodel2.html

O HAFBHEEISH S CTER S iz ERX

Logistic FERIZEVEOLNIZRIY 6 » ABOFHTHRELIHE L T, ZOIED 50%LL EDERF %
BHOEIN & T 5.

A ARIZF 1T 2 BRSEAT R Al It 2 B 2% O PBC ORISR T, A AT SIS 7E S CIER S L
72 Logistic ET M Ko THERHENTZ 16 5 AR OILTHER] 25 500 LIl 72 - 7= & & BB O
JGEE & STV b,

MEMO: H ARFBHLEIGHIZES O T4 FHIR]
Logistic EUFIZ X VLN EYFR LY 6 » AR O CHEELZHE L T, ZDMEMN 50%LL LD
JEF 2 BEESE T 5. 6 5 HEOREHERORD HIXE T AHEZRD 5.
A =—4.333+1.2739 X loge (T. Bil f&) +4.4880Xloge (GOT/GPT)
Z D ALE% Logistic [FIFZUTRATS.
6 » AEDORTHER®%)= 1/ (I+e=1) X100

2B, HERMERE - BEIRE, BEORER/ S, HELL BAEAESEE SN TODEFMTZED
WhEaL.

ORIER, FEADLA-. R PEF 2B A B M oS, Int i S04, RE. M
I EETE ERREEMAR 19915 13-25.)

< MELD (model for endstage liver disease) X =7

FKHFAEICHAWVWLNS.

RHEIFF A2 O ERERE OFEAMIZ X Mode]l for End-Stage Liver Disease (MELD) Score AAWVHILA.
MELD Score [ZAFEIEMRED DAUTEM L 720, FFBMINGE OGS HHEIC S BEET 5 & S . FFBER
HEORAERNIBHEEICZRET DI ENEFE L.

IMEMO : MELD (model for endstage liver disease) 2 = 7]

MiE7 L7 F=14f, MEULEUE, v ke B rrE#Mo INREICE > THEENS.
MELD Score = (0.957 * 1n(Serum Cr) + 0.378 * 1n(Serum Bilirubin) + 1.120 * 1n(INR) +
0.643 ) * 10 BTADEEL, 7 LT F=UPNEHEBIC 4. 0mg/dl E AT IND.
k50 score S 25 LA LA, BRAEHBMOEILE T 5HENH 5.

Mayo Clinic DF—L_X—JICTHEAETH D

(http://www. mayoclinic. org/meld/mayomodel6. html).

( Kamath PS, et al. A model to predict survival in patients with end-stage liver

disease. Hepatology. 2001 Feb;33(2) :464-70.)
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I. 7% - BREEHE

1. EAG#

OHE, UDCA BHFE—BIREKTH B, ®ITUEFITIX, FBHESME—DRMFERLRD.
IRIBHIVERIEIIMEN. SN TV AR W, BLE, v Y T4 % a— L (ursodeoxycholic acid; UDCA)

O PBC HEJRINHIN RSB S 1B TH B2, 1T L 72 PBC TIIHRBOERZ 1D D Z b i3k

LW (R CUEN 2, WENETTIVUIIFBMEAME - OIRRE TR L 70D, A O MERE, a
9 o, FFEEZEIZBEE LA U D 0ERE, AOHEICK L TO T - IRERLETH S.

2. BERE
O£ (10~80%) DBFIIFFBEEITIIE > TV,

BEITRICZW TN TEDL LR, T UDCANERZELELIHELH D LD,
BUEZB SN Tn5% < (T0~80%) DEFIIFHEEIZITE > TV, MEMNE PBC OBF 1L, M
JEEPEIZ & EF DR PRITRER 2D 570, EEFME PBC CTid B & AETE 2R O HIBRIX 72
VN, EEME PBC TIMEME, S%IEZ Y 2 2A0HE, TFPMislch CnAREE, RFRENLEL
5.

3. Eypg

OUDCA DHERERDETIEROA TR, HBEONE, HBMHE - XL TOHROERDEIE
BoT XM _EERRBRRCTHERINTWS (ZEF VR 1LN)L1a, HIBEA).

OUDCA 1%, WHE—H 600mg BNFEIND. FERIEWVIFAIX 900mg (ZHETES (ZETF VR LR
)V 2a, HELREB).

OUDCA B E 2B E XN 5 b ALZHNBRRIESIEOLNT, ZHRUEEEICI WV AEMTHRIBH TR
W& TFHERINLIEFNIH LTI, bezafibrate S ZMREIT5 GHEREE: 1, TEF U XDMWI B)
(2023 B 1) .

1) YT 4 F L a— g (ursodeoxycholic acid; UDCA, 7L Ve®)

1 H 600mg DG IMEAE L S, DWENDRVEAIEL 900mg £ THEHETE 5.
2) XY 7 7T — 1k (bezafibrate; Y% h—/le)

B RERE IE R 72 UDCA 25l lcxt LC 1 H 400mg OG-S D, 72 LBUHE, "7 47 F7— 1
IEEIEMERE I L CTHWA Z ENTE B, PBCICITMEBEAIN TH D (BFFT 2 @B 5
L CEATA).

3) L R=yum

WH O PBCIZHT DRIBEEEAT A RO®KGIE, WEOKFEZITE ST, FRHCHBREOPELMt
WCBW I B HRIEZ RS 2RIEANEmICH TS 20T, e LARE SN TS, PBC-AIH A4
— =T TIEGERECIHFRATANEN TH L HEEL, BIBREEAT oA RRgEahs. =20, I
RIERNLEL LT D UDCA IV 2 2 Z ERNEEND.

4. FEREBICBT5IER

1. PBC (x4 B 15%
1) JEfEM PBC

TV T A v 32— VER(UDCA) DB ZIEIFEE D T v 7 Ak IREER (RCT) CTHER I TR, FH—
B STV D (ZET VAL 1a, #HEEA). HEEIL BCKTETA R4 U THIRE
kg H72 0 13~15mg/H DEHNHELE SN TV DY, BN ETILms, A 1 H 600mg %2 3 [BIZ5yEl
RO 5. ks, Fn, ERICEVEEHEBTS. HMET 2560 1 ARKE 5 &I 900mg &7
L. BE, 73 TERETLN, 51, B2 THHRITIELLLRVWEINTEY, 1 L LT 600mg
EHEGSNDZEREETHD. BOETITOI KRR T, HAAN PBC 312 UDCA 600mg/ H
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% 48~132 WM 5 UFHEREC =S R OBt N T - fE R, [ UL Eod#ERIT 81.8% (27/33
B) Thol-Z &b, KEIZH2 DL, 600mg PEEN2HEGEE SN TS, (ZET VAR
)V 2a, HESEEEB). UDCA (XIMRAEALSET — X 1210 Tl <, G oL EE 75 L, IFBEH/AELE
FCOHMEZIEE TS LV IEBELEONTWDR, WHNEL, FEAEEICRD LRI LN
RNEENTWD. FEBICIIFBREALELE 2D (T ALL 1, HIREB).

UDCA TRIENHE S WEASIX, OUDCA600mg D EH- THiLiE 900mg I E B A[ETH 5.
QFNTEIENAFT o725 E1E, IBERREEEEL TH D bezalibrate OO ZETT 5. HFH
I X0 iR A R (HEREESR) OBGEN RSN A B P#dE L oS #REI TN D,
EIfEF & LT, bezafibrate <C[RIFEI%N %A H 9 5 fenofibrate [ZRURUFIRARIE N A B, S 5HIZ
fenofibrate TIZAFREEDREME NSV, 1 HRG EITEHELEHITIX 400mg (] ~¥ h—1
SRe, —[a] 200mg, 1 H 2[F]) Td 5. Bezafibrate, fenofibrate & H 12, NEE B FIEICIXT L CTIIfE
Rt 723 8 5 53, PBCIZHF L CIE7Z2v. GALT XEME CTH D851, PBC-AIH A —/3—F » FIEMERED
ZWREONIVIRIBEREA T oA REBET 5.

2) MESE(EME: PBC

PBC ORZWI M3 E L7z Z < BREED ALP O LR OBF T3 L TREZ BT X & BNz >0\ Tid=
BT R TR, are s REELRTW RN, ZEROnED UDCA #E IR TRETHD
LT BEZTbHDH T, BEOAHLEREBLODRVWERLLEWEROZ L2525 L H 5
EOLYUZETHETIIRBE A TIVOTIERW N T35 FLHD. A K74 2 TiZ, ALP
D—TED L~ (IEH ERD 1.54%) 2B TWARBEFITTESICEGEZHGL, TN TFTO/BET
L34 A2 1 EITFHREZ IE LIERER D Z O LU LR TR EAT 9 Z LR S
TW% (ZEF ALV 6, #EIEREECL). E£7-, AST, ALT SRFHEZ =4 DREFIIATRED LD
AHEMED B W AT TH D Z EBRHERI SN D DT, BN DI DHEES T UDCA O 5Btk LT-
NEntEbhns.

3) R PBC

MIEAECTFZORE LR TRV TH Y, [RRIIVNELET. 1~2 FI2 1 EOKBBIZEE21T
9. PBC DIRKIDMAEI A, WMAMRIGRIEDNEEIND &, ZORYTCRIEZ THT5Z &N TE
D E DT BB IR,

4) AMA Faft: PBC
RS DI B2 KT C PBC D2 W 23 E L 7= & PBC #UAUGI] & [RIERIC kL% .

5 PBC-AIH A —/N—F v FIEFEREDIRE

OATH DJREES PEE{ED PBC-ATH F—/"—F o FEHRE (BWEESR) L2 sh, (% 10. PBC-
ATH F——F o TG - AT v A FREO-DOBWIEE Z2HE T, 2T eA FIBROE
IR 2EEh, BIRREAT A FOBREPHRIND (BT AL~ 2b, HIZE B).
OFRIERMBLZEN LIZSH UDCA BEMEI W B2 52 ENEEND (ZETF VR LUL 3, #EIEEE C1).

# 10. PBC-AIH A ——5 v FEEH — AT 0 A FEEO-D OZWiiEE
JE5 THEERMEDRT « IRER BRI 2 FRAEAMZE] BE (2011 4F)

PBC-AIH A — "= o TIEBERE L B X LNDIEFID H B, LLFO 2 HHB Z[RFFIZH 723
JEBNCXT L CiE, VY TARa— BNz CRIBKEAT oA RAT a4 RO
HafEd 5.

1) B98O EENE (CFRk 22 FERR) 12XV PBC & @2l &5 e

2) TAIHG @ simplified criteria(2008)1Z X ¥ probable/definite AIH & Z2Wr X115 4E
. 7=72 L. e (Liver histology)IZBIL CTiX, H¥E &2 X 5 PBC fI4%E (2009) D
o2 a7 (HA) Z v, T A=27 0-1(HA 0-1) % 0 point, F&RZ =7 2(HA2) % 1
point, FF&A =7 3(HA3) % 2 point & L CEET 5.

(FHE I X2 PBCIRHI NI EDHASZ RO Z L)
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IMEMO : ATH [ES2 I L% (5K (2008)]

Simplified diagnostic criteria for autoimmune hepatitis

Variable Cutoff Points
ANA or SMA 2 1:40 1
ANA or SMA =2 1:80 2
or LKM 2 1:40
or SLA positive
1gG > Upper normal limit 1
> 1.1 times Upper normal limit 2
Liver histology Compatible with AIH 1
(evidence of hepatitis is a Typical AIH 2
necessary condition)
Absence of viral hepatitis Yes 2
Total points Z6: probable AIH
2 7: definite AIH

5. &M
OfE 5 S HHEIFEE~LER LI2EA1E, DITCHRIBE CRIDERZMA D Z LB TE L
2510, WBEBHE—DORMELRD (ZETFTU ALV 1, #IZEB).

BE VL EMEORHN LN A S DAER], FFEZS A58 LA MM IE KR IERNIE 72 &3 A 5
FUDREWENE PBC, 218 B IR S 2 M 0 I3 RER, R R < 3 LU QOL O T 23788 2 FEf
WICIEBHENEZEEBIND. 72721, MDD WERLE, AR CTIThivd Z E RN\, Gt
THAREBFEEZ T OND EITRL 720,

JFR R SR O E 1L, Mayo (updated) E7 /L0 H RFBAEICAIZE S DOET LBV BHILT
5. UDCA DR AZ Y PBC DM PHENIERE LTW5 (il - THRZWOIESM).
OB % DEHE

ﬁﬁm%%%&ﬁb Wz G OHE, fEAS, %, BB EL, REEriEY. %ﬁ%@mm@
HREILT T 7 MEEAREOEERFRNOONESTHS. ﬁﬁﬁ@ﬁ%m tiax (Z331T D 5 AFEFRE
~8%kéﬂf%é.

6. JEMRE « SPHEDORE

@JEH 5 o, A0F9 5 BCABEMER, FEE - FFEEICEIEENSEL, ZhbOER - §0HE
DOFBE, MABLELRD (BT VALV, HEIREA).

1) RIEHEEE

AIENC e b R 7ERE TH Y, EYEAHET 2 LARTORNC L BT 2. MR EE oMz &
DRAE LTHERI SN TWDEN, ORI REARATOHS. B XD ERICHEST S Z 3%
<, HEENEITT DI/ TEBT 2205 5.

BIEOBRICITH e A7 IV He, B AU RBBHE (2L AF T I, a b 2F I R) AV LR
L. A A IR 5 OBNY, UL G ORIEIC 2~4 FERZET 5 Z EREE LU,

FIVT T T ¢ E PBC ZE TR MENTR BT LE D B EREEAE (2 kT U CRRBREE D & 581 L IRFEA
THDHHERE: 2, TETURADME C) (2017 384).
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2) BHRE

NEVHEE D3R FIZ L D IBEMEE & X 2 OWIBEE TN 2, FRAE DS A LA O PR % O el
%<, HHBRIEOARERNE WO, MRV ELE IND.

+orEDO AN T A (1000-1200mg/ H) FBE WM Vitamin D (0% / 2 HICEE) @TEHW:%EQ
HEEN A HELE X, Fo L TEANRENMENS. EAIE LTUE, BERXAT7 4+ A7 33— MK, §
PR vitaminD3 BUAIS vitaminK2 BFI2R WL 5.

3) FEEREWE

JRVF 9 oD 7= m 2 L AT v —/ /VIIEZE £ LTV, SIRETR E LT, HRIE P IR 5 (i A3
R5 5. PBC A D BRE B AE IR B 2RTE LI /2 S, bezafibrate (& PBC (ZxF3 2 2h 5 ¢ [FIkE
ICHIFF T .

4) EIREMRRE

V=T VRO S OHIZ N2 &G, SS-A HUR, SS-B HUADHIER, AL ADFED
Fxvr, OBAERGELMEIZN U CEELZ2HESD.

IRFEIRIC R LTI A TR Z T, IR/ AN WGA IR a bV e U EiE, Eigte A
VUMBRHEOFED G & THWS. OEEERICK LTI E T AN LHERAZRA T, RNy
=8y s i ‘/iﬁ@kiﬁ, iﬁﬁk’fz/\f I i LAY

7. BRBEBE
OELEE 2 EHMICHIE L, PRI 2REIEE, GHEDO T, MIRESLEESCHES DA HED
BHOBRHZLEITS (F1D) (BT VALV 3, HIREB).

# 11. PBC BREFORBBEEE (W I LmHICE U CHIEZEMRIT R 5)
1) PBC OIEENE - 1T DOFHAM
@ T4 (Alb, T.Bil, AST, ALT, ALP, v -GTP, PT)

3~6 » A
2) B OHE O FFAM
@ HURBREE (TSH) 1 #45
@ FHEERE 2~4 A
@ EEECE N B R A 1~2 Ff7
© MBS AR A & AFP JIE 12 % A4, HEZTIL3~6 » Hig

HESE e PBC 1L MEAE @AM PBC IZHE E DRV IZ THRIZE WA, 10 FEORKGE T 2% TAEEME~BATT
5. MEREEENEFEO 1.5 2825, HHWITALT ERRFETHIIL U 2515, £
I TRITIIZE, 3~4 » HIC—EORBBEIC CHERBENEEMD 1.5 F2B25 L5 Thhut
BALAET 5. IRENME, EITIEORMEIZIZINE REESE (ALP, y -GTP) L 3Lz, MmiGREe U L e fENEE
ThD.

SE@EME PBC CIE, REYF O oW fE O RS, FHRESOAIHEXRNERIC /D, v e—7
U SERERE, BEFIRIRCEE U v~ T, ToMo 3 EaEREE SO LT Vo T, IFEERERAE (3
HAMPH6 5 AmE) LEHIT, FRIRSLVEY (FE), BEENE C~44E) %175, &0fLk
fth o> B 5 MR A~ S ZNFNORBITG U TIT ). £ EENHE LA THRE T IR
JEANHE L CWAAREMENH 5 O T, IEHICIS U CESIH (1~2 4) 72 EENHERENLETH
5. ML OHETT, I ~DOHER ORI E 2B BT, MBS ERAE G~12 » AE) 2179.
JHRS A (X IR BB 2 R L 2T A T 5. FFERA DR Y A 270X, I, &iFEdm, Bk
BE L SN TWD, T LER I, iFEoRAE2SHICB X, B~ — 0 —OHIE L migHna (8
RS IR, CT) BNUETHD.
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8. BME~DWEIDOEZAIVT
@ E IR 72 M- CIEE N ML E R G A IR EMAEICHER T Z EREE LY (R12) (ZET VR

L)L 6, HELREEB).

# 12. BFAE~OHREIHERERIND L &
1) HYIOZWOWMETE, FrIEERF OB L OYRELEE, W2 W
2) IBEFEOWE
3)  UDCA ®%hH (ALP, v -GTP DIKT) NA+m7e & & (BHRWBE EF-1 F1%)
4)  JEMEME PBC 72 o T2 B BT O S T
5) B ULE MEN bmg/dl VL EE R LTS
(FFRHE % 5 8 U R R ICFIRR 92 . BRE B OMEFO =012, R Z2 ik L7
MANRMETH D)
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B PBC ZWr, IBERFEREDT=HDFIH

PBC 22Mr, 1BRGFHP-EDZDHD T r—— |
M& AT LT ALP, 5 -GTP @ 5-

4
Fos b= RU TR (A B

O MR EDOERS
@ mig2ir (USs, C1)

=[ENORT, PAZEMETRIHORRS
©@  OiFEm)

27 : PBC

BHE OIFRREILE

SEE (BEFE, HH, PINRE TLERE T L)
ENSEINZS

BPHE (= — 27 U U SEGERE, AR, RIS
v Vu~F, ZOMECHRERER)

R (ML, /o TR
N (R )

iE B
it
SiE
WRLE:
(RELAERIPT 261)
TA& /R

HTHE.HD>

ﬁﬁﬁ}

eI 7 #t O E
DPBC Izxf LT
QFERITH LT
@APHEICK LT
@RS
k EHEA~T L N O 2

Sty k=Y kar
R HE
JE (RREEIEE, BeUk, HH)
FOIRIRFSRE, B OPUR, RE
B
il s
P (HCC, C€CC)
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B PBC ZWr, ZDEFEHIEDTZHDF~Y —— b

EARET—¥
A | R B, L. A ik
T.Bil mg/dl, ALP TU/L, + -GTP TU/L
AVA (B ( % (IF)), ik, AL (ELTISA))
ESERE, |Alb g/dl, AST IU/L, ALT U/L, PT__ %, (INR)
WEL | BUEEBUR (&, BE), Hit s Fu X T HuUR (B, ), Hiep210 ik (fa
P, Bt
APHE | T. Chol mg/dl, free T4 wg/dl, TSH wU/ml
PUSS-AHUIA (Batk, B5PE), HisS-BHUA (Batk, Bith), RF (BBtk, Bith),
PLTPO Bl (Bt Bok),
AFP ng/dl, PIVKAT mAU/m1, CEA ng/ml
OB | RS REE, BRI, REEONE, EHERE
IE, EEEicEE, 3 - K, FRMIRaRE, O ANE
FIMRREWERE,  BAETRE, FUIRIRFEREIS TAER
EgEWr | BAZEMEE (L, V),  RFHEZE (L, »9)
JREEZS M,  compatible, &HEM
FFRLEIR
Z W
PBC | #%:, 5w PBC-ATH Overlap JEfE#E
EGPEYREH | aPBC,  sIPBC,  s2PBC
FERRIREE | T, 11 4, I IVHi (Nakanuma, Scheuer)
H JSEJE | Child-Pugh (PBC) Score ( ), Grade A, B, C
Ft% | Mayo U A7 X277 (R) (), MELD 227 ( )
JEAL | 1) FRIREITRL,  2) PINRIETLER,  3) FARe
E R | B (R, PEERE, |, ik (BREE, PR, &)
EHEER (B, TR, |
A OF | AEE IR B, Y |, BBk W, g &), ME 8%, % &)
AR EaE (M, WY, &), WEfrE (%, R, &5, BHRE (E,
WREE, W), Y =— 7 VUIEGERE, AR, BEY v~F, Tofh( )
i (HCC, CCC)
FFRLEIR
BT #t
PBC | UDCA (600mg/H, 900mg/H), ~ 4 747 b=b (200mg/H, 400mg/H), PSL_ mg/H
i N
XL
B PHER
XL
FF# M| YmsEeL,  CFERAgEMER, BEME~Oz YV ERED LD
KR
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B EREETEEER (PBC) BEDOI V=N T AF g v
I. EARREFIR

BQ I -1 : JAZMEAR MR & (PBC) 1T EAREKEERN?

O FE - JFORMERR PR R TIRMEEA T DR © S HEFEETH 5. JFP/NEER O/ MBAE 23 0%
FHREFIC L D AE S (IBER), 207D, EAHDIIFIBNIC 2 > 2 72D R oS Th
HE VB RIMERNIZY L TR OMBICEHANE Y LEUNIEE L, ZORE, JENRELD.
JHFIECIX, KRIEE O o L72IBHIC K0 IRESIZ IR 2338 S CRRMEICE L S 4L, TR 2 I ZE ~
EHEITT 5. HURAZRREG] T, RO & S E IR LT, BYE, MEKETRE, EGREES (M
JE) Z4 U T AEOREE TEITT 5.

ASR BT HFETIE Primary Biliary Cholangitis & W\, BECFEA & - TPBC EMEEND. JEMEN
PBC & #ESEMEME PBC 12/ S L, FEO DA, HIE, RiEEFEK, K, FFHENEe EFREICE
S< BMMBIER 2 AT DA ITERNE PBC L FED, ZH 6 OIERE K < HATTEIERNE PBC & FFE
ns.

BQI 2 : RAIZED L HITEZL BN TNDEN?

OMEB  AEBERIEDOFRIIE A TH 523, AOHEDO—D>Th D AVA BFEFEID D& RIZHEME
kL, F7z, BERRRE, > =—7 U BRSO B CAREMRESCBERZ &0 LT N &
5, JREETERICITE CAEFIIMTE N E 2 LTV 5 . P, IO PIIREE, 5o
JE PRI S P OB 5% R~ 5 K9 70 @ B O BER ORI N A B d, IRE FRHIREE I b Bt
BRMIRIR A A BV D . Rk s, IR THIRUBAL CTh 5. E o, /NERINEE ERGHA
FHEIZIZHLA 7 7 A2 1T HFURDOBFTERBLN AL, 77 A 1T FUROBEBERL TWD., I HIZ,
BERNTORBANL LD E L B2, AMA (BT PDC-E2 Hifk7z &) MRk 54> 7 A3/ NEERIRRAS bRz 4
JAREICHFET D70 E, BORERKISERFIS T HANRROLND Z & L0, HERERFIZITR
PRI, &0 o TR GRAREEM: T MR NEEREE ZHS T 2 ERBEESN TN S.

BQI-3: BEIZHARMAL DWVINS)?

SRR : 2018 FITEAETEE [TEHHEMEORT - MER BB T 25EMTEIE 2T - o e EE A
WZ& D& 2EO PBC EBEBUIHEER 37,000 4, A1 10 T AYT-D OFWEIT 33.8 Th-o7-. 2004
HEIAT- - REEEHABE TITARR11.6 TH Y, 4EMTBIE 3MFTEML, 1JIFRCKAR I L 72
STW5. Bl 2004 FITHK 1:7 Tho7272%, 2018 4EITITK 1:4.3 TH Y, FARTAIIC BERE N
HEAII L T\ D. SRR IS & 50 1%, B 60 iR CTH 5.

BQI-4: KDL 72 ABBYLTVDHN?

QR - BT 1:4.3 T, 20 mELARRICHRIE L, 50~60 Ik bZ < Abns. FELIKD &
PEIZZVIRATH .

BQI-5. : BT A0

QR @ 1T PBC OBE DOFMENE U PBC 172D Z ik, L L, F—8EN CGHF, fitkss)
IZPBC DEFEMNHLILD ENI N ONDOHRER NS D, £z, —IMENAERTH— DN PBC T
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HIUTH O E PBC THHWERNENEWIBIZENSH D Z LD, FRFCEIME, BNANE D Th
%X 912, PBC biBIEHIE Rad N—AZBRERF S L TRIETAHATH DL E SO Tn5.

BQI—6: ¥D XS RIERNLELCBH?

O - BUE PBC OZW AT TV A%< (T0~80%) DEFITHEBER T/, MWIEMENME PBC Th
L. BENDIERE LTE, %< D PBC BEICBWTCHERERCTHD. BEETTHEITEANER,
BOERICHEIEN T 2 X 01275 ®RGT, BBAE TS £V IER STV, Bk Tk PBC
Dl —REIRIER EEZ SN TEY, 20-T0%DIEFINFEITIEREZA L TNDL ERESATWD.
I 7 FEIR OFREE 1T A s - MERI, PBC OMEATEERCHIE DA M, MK A LA a7 & & 1XBEN 2 <,
To LADHEMKE A & OBEHENTRN T EARIEBIN TS,

JRRDETT LR 3 ot X IRV PERFREZS &0 D RRBIZ 72 D &, D JFRIK (IFR DT A VAT L2 — L)
\Z & DIFREZE & [FRRIC, TRBE - JEACOIFERIE N AE U D K 512D, FIARBRIL, BEE IR
DRI L HFEE LY AT <, ZOEIREOMAIC K LML T Tl THTIDRKT
HOHZENGMDZ LB D, Tz, BMOBENEZL o722 LbHY, IFRADOHFRBALILD
ZEbdHDH. —J, PBC TIIHASRIRN A LD Z EITET 0.

BQI -7 : PBC DEREKRET — & ORI ?

QR ABEOARREIIEE TITIE X D Z LD TE WM/ N FN/ N OREETH D, Lo
T, ALP + y GTP 7¢ ENHERIEREALOATHEREIR T N 7 — 2 2R3, B LIINE D hLk - 1%
BRI L, T70bb, BMYIEH O STE K LR ET — 2 BN Ths. I 512, HOPUR
DODOED, P b FUTHA (antimitochondrial antibodies; AMA) (& PBC (25192 ¥ AR
PEDMBD TRz, BRED 2 s T AMA 23B5PE T & 4LiE PBC ORWHIIZITHEE 9% . AMA DA,
ity ba X T7HUE (anticentromere antibodies; ACA) SCHIZIEFLILIAE (BT gp210 HUR) ZHDHits
FURDK) 50~60%DIEF] THEAL T 5. S BICARIETIE, @E7 a7 Y o 55 IgM BNEE L 72
DS TH DY, W DE - BRI T EE < ER. AT T O FFEERRRR y 7
v 7Y oS EAT S,

BQI-8: ¥D LD RIBEENDHBHH?

OfF « AFLBICKIT DHIAEIL, PBC 2D HDITKIT B8 E, PBC IZfE-> THE U BIERSCABHE,
F L OPBC OHEITIZ - THE U D ATk E (A Z8) 12 L - TA U DIEBEICR L TOIRBICKAITE 5.
PBC ZD & DIZHKT HiaHR & LTIX, FIERIBHNAIFIEIIMENL STV 25, UDCA (71 Ve) i3
HERZMZ, BV LT CE TOHMEILE T 52 E0NERD T & 2k 2 EHE Bk CiE
ENTEY, KL L THEHAS TS, EIBMEICK L THWSN TV D bezafirate b HIER
MRZOETIEAREO OGN TEY, RUITHREGEL OBEHRE SN TWND.

PBC DAEH 9 oW Lo THA U DR 20 A3t LTI, i AZ I V0, 1) BA 40
BEE(2LAF T I, abAF I R)BERAIND. REITIEH R EHENTRET 2B 0N H 5.
T2 LAMOIEY) ORI AH Z N D DT, IR ZSFOMLERHDH. 2T AT T 7 0 03,
PBC % & To 1@ T BB O BERFEIE IS ) L CIRIRE IS O & D IEFEAITH 5

B4 2D OWRINEEEC XA EHRRIEICK LT, B e 20D o, BES < O &
nTn5.

ABENEIT U TR IZ R - 785 5810E, ORI X A 2825 2 6% & EARIZIEFR T T
5. Al H R O fERPED B &EIE S DAL TR INREE TR AT 5. R
BIFREZIT > THRBZDNENA LN WGE, B RZRETT 5. D E CIIMEB MO
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TELERENTNDOT, FRITHTIERIEE VD 58T EERE T e S D . TR 23
WRWEEIE, BIETBREOBRPMLE L 2D,

BQI-9: YO XS KRR EBN?

S FE RV TR AR OREHPEAFREZS & U TR S TN =dD T, 2015 4 F CrIF3sMER- 4
JFREZE & BT TNz, Sl TIERZWr T 2 70 0 OFR A O BRI ZUT DWW T O FFRN IS £ > 7272912,
JERDN 72, HDHWVITHRWIFICZK SN ZENFEEAETHY, < DERFIIIFHEEIZITE ST
JEAEROIRHEITE - TV D, 2D 2016 40T MR T4 2N FIERE T PERRE K ICEE &
iz, L LR SRE ORIEITERICDI > TRIB L, —E0OBE CIIRE I ERER, HEN
HELL, SE&EicE, 8K, FHMEZR &, FEEICES ERPHEBLT 5. 20 L 9 iFkEE Iz
DSUERZEAR LTV DLAIERNE PBC EFEWY, Zi1 6 OJEMEZ K < S5 % BIEME: PBC & FES

Al CJFCRPERREREE R E WO /4 TH-oTh, 2TORENRF L L 2 ITHEITL TV b Tl
VY. AL ER D 72 WEEEME PBC DK T0%LL ED BN 10 4ELL BRI ETETRET 5. ol
ABEIENBEN TS, TOEITOREITESC) T, MEOREICEDL E TEFELZETH. UL VD PBC
EHEND L9272 T, ZORKOETIZLENZLEXTHLMIHEL TV 5.
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1. PBC ®ZWr

CQII-1 : PBC OEZHFIZRIT DHAERDOERIT? (GBAF 2017)

A:RSWIEEEZ BB T 5 & AMA 21 PBC 72 EIEERIBIOZWT L RN HITFARIILE TH D, £,
AR B FEIE SH TV 5 Nakanuma 2384 JHV 5 2 & TIHEIEE IS L OYRHIR2 I & T OHEE & wHE T
H5.

HIREE: 20 TETFURADBE C GBS 2017).

@ fFEBL: Nakanuma 2)FEIC & BRSSP HOEEM IE PBC DJRAEZ IEFEICHIE CTX . 63D Scheuer 43%,
Ludwig 3EICEEN T T#H &2 LS HETEH2HFHRDHETH L Z EBRMR I -ob 5, 7ok, 1L
FEMIZIE HE Yefa, BRHER oMz, HFE VA I TW RN LA Rl K D18 9 -
DORRJEZHET DMENDH D,

FRHL & 72 2 SCHik

1. Evaluation of histological staging systems for primary biliary cirrhosis: correlation
with clinical and biochemical factors and significance of pathological parameters in
prognostication.
Chan AW1, Chan RC, Wong GL, Wong VW, Choi PC, Chan HL, To KF.
Histopathology. 2014 Aug;65(2):174-86. doi: 10.1111/his. 12384. Epub 2014 Mar 14.

2. Evaluation of a new histologic staging and grading system for primary biliary
cirrhosis in comparison with classical systems.
Kakuda Y1, Harada K, Sawada—Kitamura S, Ikeda H, Sato Y, Sasaki M, Okafuji H, Mizukoshi
E, Terasaki S, Ohta H, Kasashima S, Kawashima A, Kaizaki Y, Kaneko S, Nakanuma Y.
Hum Pathol. 2013 Jun;44(6):1107-17. doi: 10.1016/j. humpath. 2012. 09.017. Epub 2013 Jan
11.

3. Application and validation of a new histologic staging and grading system for primary
biliary cirrhosis
Harada K, Hsu M, Ikeda H, Zeniya M, Nakanuma Y.
J Clin Gastroenterol. 2013 Feb;47(2):174-81. doi: 10. 1097/MCG. 0b013e31827234e4.

BQII-2 : PBC OZKFICEB R ITLE D> ?

| A : PBC A% BB I/ A8, BZEME S 5 X ONFRR L OB B OB D7 DIc LB Th 5. |

@R | PBC AR RA R EGAT R (B IMA, CT, MRT) 1372<, PBC ORMEEZWI 21T 5 72 HEifg
ZWHILEE L Lz, Lo, B D oW OJRIK & U CoPAZEMFIEE DERINEI| 24T 5 ITIXE R
BATH Y. PBC OBWRNIILTHEITT 2 LENRH 5.
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M. PBC DIEMTEMHE

1. UDCA

CQII-1-1 : UDCA DFHRIIFEB I N TNE N ?

A UDCA DBRIT T o # IEELEGRER (RCT) & &% < DRRRBR CHR ST\ 5.

QTETFURLNYL la, HEIREE A

O FEF  UDCA [IFHEREM AL DS & & 1T, B D RCT T, MMM & HEIT 2 3B IE X 2 1A
RO BN, B E TOHRCH LT E TOYMOIEENHRE SN TS, L, T LzdEfIT
DNRITIIF LA 0.

CQII-1-2 : UDCA & 5D VY R 71X ?

K AITERE UCHE, EICTCReR (P, B, (R, WX, WROL, Jm, FIs, W,
RHCRIR) RWEE (09%, LAE LA, BBARE) RETHY, TEALOFBRESA TR

QLT U ALN)L 2a, HELBEE A
SR - FIEWIEL 6, 495 Bt 336 il (5. 17%) 467 LEDEIEANHRE SN TWD. EREWERIZ TR
176 (2. 71%), # 9% 25 £F (0.38%), MEJE 24 11 (0.37%), H.L» 23 {1 (0.35%), 35 21 {
(0.32%), {HF% 20 1 (0. 31%), B AP 19 14 (0. 29%), fa<ei) 16 £ (0. 25%) , MEr:- 8 {4 (0. 12%),
BRCREE 81 (0.12%), AST (GOT) L5H-84F (0.12%), ALT (GPT) L& 8 (0.12%) ZTh -7
(C BB MATHE BT 31T 2 SRR O GBI 4% D 2 RE B INAKGRIRE.  RiTRCARAE B 1 I I XK GRS R 3736
REFHPERFREZS, C ARUBVERFR B ORIEEBNIAGREFOIEF 2 & Te) . 728, IR SCEICITERZRIER &
L CRVEMMA N GEHEH S TWD 0, HEIIRHATHS.
T2, HFSUTERE L TS RO H D NIITR G LN Z EREE LN STV 5D [EE
By (5 v b)) CHHERT R ORI O K E (2000mg/kg/ H) 512 L 0 st OBFRIN) 23
EnTnal.
OS5 HER
EHIE®R - R A —7 7 —~  http://www. e-pharma. jp/allHtml/2362/2362001F2149. htm
7V BERAT SCE

CQII-1-3 : UDCA [TV oMb ED L 5 R BHFICEELEL LWV

A JHIEREESE (ALP, v —GTP) NIEFED 1.5 fFIC ERNAH LN & =, AST, ALT NEGFEAEZT 5
L X F IR TIFRIMED L 2 RS LR DI AR T 5.

QLT U ALYV 6, HEIREE CL.

QRS W ERFHICE L IS T L ar o RIELNTWRN. Zlrasouniz S UDCA #HE.<
WCRETRETHDETDHEZTLHIN, RIELTCIKEED ALP O FREOBEICHLHREG LN XK
WAEHIN e 7 A3 R0., BEOAMHEEREB IOV RV ER L bRIERHOZ L 2B 25 &
HAOHFRED L VU ET A FE TIIRBEZATEIVOTIIAWNET5EZ2 HFEH 5. ALP —EDL
~L (EH ERO 1.54%) ZHA TWHBEFITTESICEGEZHMGL, TN TORBETIIBELT
ZDOULJUZFE LR TERGITH) 2 ER LW E-bius. L L, AST, ALT 2B EE %2 29 5 IER)
IIIFRIEDZALDRIREMEN H W HEITHETH D Z ERHERI SN D DT, BEEN A LI HEFAT UDCA
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http://www.e-pharma.jp/allHtml/2362/2362001F2149.htm

DG EFG LA WE Bbnd.

CQII-1-4 : DCAIZ ED L H BRETCWHOETERELEL XV ?

A EE, KA1 H 600mg % 3 M EIRROKET 5. BETHHE50D 1 B K&KE5 &1 900mg &3
4. JFAIE L TRARET S.

QLT U ALN)L 2a, HELBEE B.
OFRF - B, A 1 H 600mg & 3 [N EIRROEET 5. 7ok, Fm, MERICE D EEHEET 5.
HETHHA60 1 HRKREGEIX900mg &35, @, 03 THRGTL08, 51, 72 THLHHRITE
DHRNEINTEY, 1 HEE LT600mg UL EEG SN2 ENEETHDH. FHAETITOIIZE
REERC, HAA PBC #2312 UDCA600mg/ H % 48~132 R #e 5 LT RE E R OB Thbh iz
R, %) DLEodaERIL 81.8% (27/334)) Tho=Z b, KEIZHPD BT, 600mg 3
BRI FR G5B E STV, BKIZBWTIE, T4 RT7A4 % TH 13-16mg/kg DEENERD B
TEY, ZHIHEEL BARANTIIROoRD 2 W5 EIZ > T d.

BEHIFICOWTOZET A0, FIRICxHT 268K Tixenizo, FAlE L TikAERS
TREBDOLEEDbNLS.
O IRYL & 72 D ITHR

FOHRIIRES  fh : FFREREE 1998 5 37 (3) : 443-460

CQII-1-5 : UDCA DFIBRHEIZE D L H T LT=D L\W\r? GBAE 2017)

A : UDCA #¢5- 1 4 (fi) #2 D BRI ML fiE & BR IR 52 F O TR R (EARZEROTRIRRUE) Z2 bl L, BRIRHE
WEIOTREZ THT LI ENEEL.

SHIRE: 1, TEFURAMBE A GBS 2017).

O FFE : PBC OEWIAEAM T 23, UDCA 5% O RRAEF X OWRE & B35 Z L A S
T %, UDCA #5-DAALFRIIEERSIE. Globe score =° UK-PBC risk score (35 1 4-%%). Ehime
score (&5 0.5 4E%%) SHEHAWCHET D Z LN TE 5, BEAT@E THEEMEORT - IER BRI
HAPHENIFEHE] T3, Globe score A FVEIZBET 2 Zhisk MRAEHFFE N EI TR TH .

K% primary biliary cirrhosis[Mesh] AND (therapy OR treatment) AND prognosis NOT (case
reports OR case report OR Editorial OR Letter)

primary biliary cholangitis [Mesh] AND (therapy OR treatment) AND prognosis NOT (case reports
OR case report OR Editorial OR Letter) (2011.4-2016.4)

FRAL & 732 2 SCHER
1. Development and Validation of a Scoring System to Predict Outcomes of Patients with
Primary Biliary Cirrhosis Receiving Ursodeoxycholic Acid Therapy.
Lammers WJ, Hirschfield GM, Corpechot C, et al; Global PBC Study Group.
Gastroenterology. 2015 Dec;149(7) :1804-1812. e4. doi: 10.1053/j. gastro. 2015. 07. 061.
2. The UK-PBC risk scores: Derivation and validation of a scoring system for long—term
prediction of end-stage liver disease in primary biliary cholangitis
Carbone M, Sharp SJ, Flack S et al; UK-PBC Consortium.
Hepatology. 2016 Mar;63(3):930-50. doi: 10.1002/hep. 28017
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http://www.ncbi.nlm.nih.gov/pubmed/26261009
http://www.ncbi.nlm.nih.gov/pubmed/26261009
https://www.ncbi.nlm.nih.gov/pubmed/?term=Carbone%20M%5BAuthor%5D&cauthor=true&cauthor_uid=26223498
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sharp%20SJ%5BAuthor%5D&cauthor=true&cauthor_uid=26223498
https://www.ncbi.nlm.nih.gov/pubmed/?term=Flack%20S%5BAuthor%5D&cauthor=true&cauthor_uid=26223498
https://www.ncbi.nlm.nih.gov/pubmed/?term=UK-PBC%20Consortium%5BCorporate%20Author%5D

CQII-1-6 : UDCA TRIENBELNRWERITIE S L5 Wi ? GBHRE 2023)

Al : UDCA600mg D5 THLIE, 900mg [ZHEE L TH L.
A2: UDCA %5 X5 LA NMICEONT, HEHEEMEIC L0 AM TPEHRNBRG TR
L PRI AIEFNCK LT, bezafibrate fEHZMFT 5.

QHIBEE: 1, TETFUADME B GAE 2023).

OFER : OFRIC L 0 A bt (IHE SRR OBGER WIS D, R TH%UGE & ORE Y
WEINTWD. EARIIOFHBEODRZHE Ll E Gt o &IE2 I L, 1 L EOfFHIC X
D ARG DMF DAV WEBNE, BT “MEHER EEERRA” ~DOE T CHBlERARRBR~D N7
), Bl bmarcE b, [EfERZhF E LT fenofibrate (peroxisome proliferator activator
receptor a ;PPAR @ agonist), pemafibrate (PPARamodulator) 233 %723, DEf|TiX bezafibrate
5 pemafibrate DA HIRE I LTV D,

AFRT bezafirate |XEME MRS O HLRBRENL A 8> 2 728, @R MAE Z A 0F L 220y PBC 12 L T,
BRIRIFZE L L TR G352 &MU Th 5.

38 #; Bezafibrate OR Fenofibrate AND primary biliary cholangitis AND (outcome OR
observational cohort study) NOT (case reports OR case report OR editorial OR reviews OR
comment) Corrected by the removal of exploratory study (2012.11-2022.11)

AL & 732 2 STk

1. Efficacy and Safety of Bezafibrate Alone or in Combination with Ursodeoxycholic Acid in
Primary Biliary Cholangitis: Systematic Review and Meta—Analysis. Khakoo NS, Sultan S,
Reynolds JM, and Levy C. Dig Dis Sci. 2022 Sep 30. doi: 10.1007/s10620-022-077044.
Online ahead of print.

2. Safety of fibrates in cholestatic liver diseases. Carrion AF, Lindor KD, Levy C. Liver
Int. 2021 Jun;41(6):1335-1343. doi: 10.1111/1iv. 14871.

3. UK-wide Multicenter Evaluation of Second-line Therapies in Primary Biliary Cholangitis.
Abbas N, Culver EL, Thorburn D et al. Clin Gastroenterol Hepatol. 2022 Aug 9: S1542-
3565 (22)00738-8. doi: 0.1016/j. cgh. 2022. 07. 038. Online ahead of print

4. Obeticholic Acid and Fibrates in Primary Biliary Cholangitis: Comparative Effects in a
Multicentric Observational Study. Reig A, Alvarez—Navascués C, Vergara M et al. Am J
Gastroenterol. 2021 Nov 1;116(11):2250-2257. doi: 10.14309/ajg. 0000000000001343

5. Association of bezafibrate with transplant—free survival in patients with primary
biliary cholangitis. Tanaka A, Hirohara J, Nakano T et al. J Hepatol. 2021 Sep;75(3) :565—
571. doi: 10.1016/]. jhep. 2021. 04. 010.

A3: NI VAT I F—PHENEMEOEEIT, ATH & DA —"—F & FIEFOARENEA Z[E L, 2008 4F
DOEES ATH 7' /v—=7" (IATHG) O Simplified criteria DNmfFAOBREICITEIBERE AT 2 A REH
kb .

Q@ TETFTURLNYL 2a, HEIREE B.

QR : PBC-ATH A — =T v TREGEREOH TR 5N TWD L H L, N T AT I —BENEE
DIGEIX, ATH & DA —"—F » FEFIOFRIEEMZZE L, 2Wia1T75 Z ENEE Th 5. PBC-ATH 4
—R—T v TEFOZERE LN, HFRE L TCOFEEMEICHL X0, Y K=Yy &T 20~
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40mg 7> B I TS 5. UDCA & [RIFICAE8 T, UDCA VXM 5 = & 2 < ke L T 59 5.

2. Bezafibrate iBNE%E

CQII-2-1 : Bezafibrate (X EFD X 5 RBEHEIZED L HIZEWE L1z b X\\h 2?2 GERE 2023)

A: QII-1-6 (GBAf 2023) &

QHIBEE: 1, TETFUADMI B GAE 2023).
O fFL : QII-1-6 (GEfH 2023) 2B M.

BQII-2-2 : Bezafibrate &MV X 7% ?

A EEIIEETHY, BHREREORAIITEERG TS, MEUHRMAEORIEISEENLETH
5.

SRHL  FEE LW OIIEUGRIE TH 5. FNREIERTH S, L ITBIMOEWA, &Eikso
MNIEEBERVETHD. £, BIOAZF LU ZOalLxTa— U ETEE WS L XICRATD &
DTV, BROSL BIFEREIZBITHHWMOHEL, FEO LI - ITWivA, FROMS, #4T
RIS, FRIECIR Eﬁﬁé.@w,7%747%/~%F%(Lmiﬁ,éﬁ%ﬁ,ﬁ%%@@n,
BHELW (B—8—)), EWEEER. (&, SEORE - 3R, BOOWE, OERREY, K,
HoFim), I&H, XK, BRRIE, B, HROKTERSHREINTWD. £z, FERRFEIEH
ELTHEARHEELRD NS, ULT7 U, TAURZAEZF L, TUR T T4, R LD
HBEER®HEIN TS

3. BIBRERT vA K. Z0MoIEY)

CQII-3-1: BIBREATuA FEEIZIEDO XS BENEILERDHN?

A : PBC-ATH Overlap JEfERET UDCA R° bezafibrate THO R RN E LN VVEFI TEEINS.

OTE T UR L)L 20, HELREE B.
O fFEDL : PBC LT T DRITEEEAAT v A FIFFRERAEEOLFIGEONL bOO, REHTH L
HLERE DM « RS ER S, HMTIIENNARMRIIL LAME L STV, LiL, B,
&H%AMi~N~?/ffﬁﬁ«@&5iMTAﬂ@&% ICETHDH. PBC-AIH A —"—F >
7ﬁ@ﬁ@ 2L, EEZWIERER SO A a7 25E(23 2. UDCA R° bezafibrate TH43 72 hEn
BONRWIFE LV REGEZEET S, 20X RIEFITIE, FEMTEERPER, NFoAT 1)
ﬁtm CEEBHOND. BIBEEAT uA FORGEIF, SN 1 A& 0.5ng/Kg LT OB G
DHLEI TN D

BQII-3-2 : BIBEEAT Al FEEDY X713 ?

A ERYSE, TCPEEE, KRR, EHERE, RIBHERER RS ICHEETANERD S, B EHE
®ﬁTLtﬁ%@@ﬁ%%ﬁ@ﬁﬁﬁ@%ﬁ%%f%é.
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SR FIBREAT vA RORWERAOTZET VA L-ULE@E. i R, FIEE2E L5729,

FrIZ 2t

FEANEA TREA L T ITAT U ZAPERT LTS AREMERH Y, HEPLETHD.

CQII-3-3 : DI THRVPERINTVWD b DITH D02

Az T Ml 2 EERILEGBR CRIRAFER S 73372 0.

QTLETFTUALNYL 2a, 2b, C HEIRE : Cl.

L 3R

1)
2)
3)
4)
5)
6)
7)
8)
9)

Methotrexate fitl FREOIEY S PBCIZAN T 5 & OHEDNDVEHNC L > THREFT STV S.
Azathioprine

Budesonide

Chlorambucil

Colchicine

Ciclosporin

Methotrexate

Mycophenolate mofetil

Penicillamine

UDCA, prednisolone, azathioprine {#fH
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IV. &OHEDEYIAE
1. RIGHEEERE

CQIV-1-1 : Cholestyramine % PBC ¥ DR EREEEICH RN ?

h;%d%wmmmmmm%%@&ﬁﬁﬁﬁmﬁ@fkb,%—%m%&twbé. |

QTET U ALN)L 2a, HELREE A

QR - FERI MR B R A A AR HAIIE R Td D Cholestyramine 1% PBC (23T A REEEIEIZ XI5
B L 70 5. IBENOERIEEWEST D &Tﬁ%mwﬁi%%t%?kéhé EBM DR
KONGRS EASNTWA D, TET U AFMERIZZ LV, §IRFIZ OB SN OHGT 5.
VY EREEETIE, LY & Cholestyramine & DFEEIT X 2 %0 RIEH Z8E T 5 7= O EXRF oD [ F
ZiE <. RETIE, FUREA 4B CTH D Cholestimide HRRERAICHEH SN D, WiFKE HA
HTIE PBC AT KT 2 PRBRIE I L 7R V.

CQIV-1-2 : Hik 2 ¥ I ¥K|T PBC BE DR BBEEIEICA DN ?

QT UFTUR LYV, HEEREE CL.
SRR HLE A S AN, OB S0 B AHTIB ShABRICH 5, PBC ORIEEC
B9 % evidence IZFEFITZ LV, HREIOARIRIZH LTIL, ZOHEFERICL VRN HEIND.

CQIV-1-3 : Rifampicin I¥ PBC A& DK EIEEEIEICH LI 2

A : Rifampicin |Z PBC B3 O R EREFEIEICR L CTRHHIRPMFFTX 5

QETFT ALV 1a, #ERE B.

QFED : PRSI TH S rifampicin IZOWTIE, 57220 meta—analyses (28D @OV L/ THE)
HERMEIN TS, L LR OFEEZIICD & T 584 REWERHBEOREEERH Y, HHIZ
ITEENMLETH S, 150~300mg D 2 A 513 1Thbinb.

CQIV-1-4 : Nalfurafine IZ PBC ¥ 0 R JEREEIEICE A ? GBA 2017)

A FT T 7 0 iE, PBC &G THEMERFE B S RERIEE ISR L CIRIREIS D & 5 IEFERITH 5,
7272 LEGRIBER I Té&%@ﬁim#ﬁﬁﬂ PBC FBH 12X 2 BRI FIIAH TH 5,

OHEIRE: 2, VT U RADIRE C.

QiR : PBC BHE ORFERUCK T 2 S sk aim S BRI LY, BE 12 BEOBERET 7 b
2 (PBC40, VAS) BLEMNHE KT 5 (Yagi M et al. J Gastroenterol 2018; 53:1151-1158).
3%, primary biliary cirrhosis [Mesh] AND (Nalfurafine ) (2011.4-2016.12)

FRAL & 70 D SCHR
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1. Efficacy of nalfurafine hydrochloride in patients with chronic liver disease with
refractory pruritus: A randomized, double-blind trial.
Kumada H, Miyakawa H, Muramatsu T, Ando N, Oh T, Takamori K, Nakamoto H.
Hepatol Res. 2017; 47:972-982

2. BHBEDTHER

CQIV-2-1 : ‘B HBRIE K IR OB MEREIL 2

A HEENTEIZEBITD T score B-1.5 L FOGEIXEIT THOT=DITIRERMGINLEE Lu.

QIEF U AL 4, HESEREE CL.
QR . HHIFRIEOFHEIZ DWW TIE, BHRRIEDO T E BRI A RT7 A4 THETTITH 6). Mg
BT v 7 ARRIUENEEEREEO R CIIRERRETH S, BEENEIT 1FE0D 5HFEIT—ED
EHRENLE L.

BHIRED T EBEATA BT A 2BV TIHE, BLTFOa< EWYIREEEENRE SN TV D,
1. MasstEBEAEE Iy eV iGE
O JEHE, KERE, B, 3P FROTEENY AM EFERATEEME)  70% A5
@ Y AMT70%LL E 80% At D PARR% e KON 50 1k LA LD B¢, BIEOBRE, 712 —/L 28k,
KERESHE BT OFBERED 35D 55, Wi 1 >2HT 5854
2. MasstBEFEhn H 556 (BkeE b 50 Ll 1)
DY Y =HNg T AF g O Answer TlE, FFRO UL W B DGR EZHELE L 725 7) (T score
-2.5 MEIE YAMT0%, T score —1.5 2MXIE YAMS0%) . ik, BMIARAHE, MARZFZAOHET/R & OfEA %
FFo PBC BAEIZB W TCIIFRIC MG O BET XETH A .

CQIV-2-2 : Bisphosphonate Bi#liZ PBC & D' FHBRIEIZAHZID ?

A : Bisphosphonate 8% ® alendronate |% PBC BRE DB B ERBZIZEZI TH 5.

Q- ETF U AL b, HEIREE A

@ fEP : Bisfhosphonate HH| D alendronate \ZBH L CTlX, placebo X etidronate X ¥ &/ BB Dk
HFEblb LI ePmRanTns. L, Bzl Lz WO iRIIELATHZRY., i 1FH
BENEARE LD HEE L. Rl RREE LR S X A BERAEGI IR TH D.

CQIV-2-3 : MR vitaminD3 BIK|R vitaminK2 BIK|iX PBC BE OBEHBRIEICH LI 2

A:PBCEEFICE L TOZEF L R FZ LW, BHEIEICK L COIRNZ IS TX 5.

Ot F ALl 1b, HEIEEE C1.

QR TEMERY vitaminD3 BUHIRC vitaminK2 BLANZ DWW TIL PBC IZBET 5 7 — X IZFEFITZ LS,
AR TIEXZNETPBCIZ L THHAINTWAD, BHERIEZ D OIZITAIMENIEH SN TEY, &
HERED TR L2 T A R7 4 > Tl alendronate 23ESERE A 1% U C, MiSEANIHEIRE B & ST
W5,
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Kumada%20H%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Miyakawa%20H%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Muramatsu%20T%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ando%20N%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Oh%20T%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Takamori%20K%5BAuthor%5D&cauthor=true&cauthor_uid=27753159
https://www.ncbi.nlm.nih.gov/pubmed/?term=Nakamoto%20H%5BAuthor%5D&cauthor=true&cauthor_uid=27753159

3. EBMEEREOIRE

CQIV-3-1 : ¥R cevimeline & pilocarpine ¥EFR¥E L PBC BB D O FERZIRIEIZ B R ?

A PRC HF O NESEHMEIC DL TOT B 2 A LM, DFERRIE E i~ ORI TX 5.

QI EF LU AL 6, HELEETB.

O f#EDL : YR cevimeline & pilocarpine MafgHalx Sjogren JEMERED O ERMBE 1% U CLRIREE & &
o TEY, BT, WkaHERR EE VS RERICER LR T 5.
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V. PBC BE DX EE L
1. SREIERER

CQV-1-1: BEDORBBEIIXMTEZIEL Lo L0 ?

A:PBC BEOKBBLZICITOPBC HIEDOBE L @PBC OAEOBENMLETH D .
0. 158, BEBHOHETOREL TS L0, UFOHEBIZOWTOBEIIHEBICNETHD.

1) JiEf - PBC OHELT, ATFEE OMER, SOHEDHFIE

2) ArEEREM A

3) HURERE (LR V£ | TSH)

4) EHRRIE DORFAM - - R E

5 Al HERE ORE « EEELE NS A

6) AP REIFE A - JEERE S B A & AFP ORIE

Qb F U RN 3, HEIRFEB.

OFEF : PBC ORMI THEZMET2b0 L LT, HBAKRDOFRIEL, GOHED 2 SICEET HLEN
H5H. BIEOERBICE L TE Mayo Y AZ ZAaT7 R ERGRATHD. £, AUHEE L THICAEMT
BICHEBERET D L0 L L CMARETTEE & FFEAH 0, W IFEZL & 72> 25813 EEN
VETHDH.

7 AU J R S ORI T O@ ) Th b,

1) HTE&Refds 3~6 » Hig
2) HURBEALE > (TSH) 1 45

3) B ENE 2~4 HEf
4) MEYLEUR 2.0 mg/dL L EDEE, b E# I A, D, K 1 48

5) IFEZE S L< I Mayo DY 27 2378 4.1 LL EDOEAS FEE LA NREERE 1~3 4E5
6) FFEZEOFE, b L XBbN 2561, IS MR & AFP OHIE 6~12 » i
OSER/N :

1) Lindor, KD, Gershwin, ME, Poupon, R, et al. AASLD. Primary biliary cirrhosis. Hepatology
2009; 50:291.

CQV-1-2 : KBROERZEET AT EZHEEL Lo v

A:PBC ARDOEERZET 21213, EROIRE L AIHEICHET 2 LERH 505, FHRE B RORF
S ITRHED Mayo Y A7 2 a7 OREHICKELOREY LvEe Yy, @71 by B, @77
SUNEERE L LCEHEET, ZOMICH MELD 2 a7 ORHICKER Y LT F = b IS & it
THBRIITERTHD. £z, VALY TAHF T a—LRBIC L HREZIZOALP, OREILEy, O
ASTREHETH .

OTEF U ALYV 2b (—EB 2a), HELREE A

QFEDL : PBC DAFHRED THOHIRICE L TlE Mayo U 27 2aT7 R ENEHATH Y TORHICKLE
REEBREIIORE Y LY, @Fa hur BV, @7 A7 I ThD. FFRENER LIZHA
WZIE, B AEZBET 52 L2250, ORI 2 W+ 2 BRI X R BRERIZ MELD 2 =27 5
HFHTHD. ZOEHIZITOREY LEY, @78 har BVl (INR), @7 LT7F=, RNLE
L. —J, PBCOIEHEE LCUNLYTAXYa—@BBRHLNDL N, ZOIREICHT D G
ZiMET 20 L LT, OALP MEEL S, TOERBR TOOMIZOBRE Y LE Y, @AST DL
WZOWTHEETHD & ST,
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O BERX

1) Lindor, KD, Gershwin, ME, Poupon, R, et al. AASLD. Primary biliary cirrhosis. Hepatology
2009; 50:291.

2)Pares A, Caballeria L, Rodes J. Gastroenterology 2006;130: 715-720

3)Cpechot C, Abenavoli L, et al. Hepatology 2008;48:871-877

CQV-1-3 : PHINIEHEDCHEEBO-DICHEETREZ LIX?

A : PBC IZITHFR A ORI U CRIRETTHEN R HAWR L H Y EENLETH DS, FFICHTIER
DA TR WA BHE DR O 72 DITITRTR O FAR IR AR V£ (TSH), 'BEERE, fhe X A, D,
K OMlE, ESHEENRSERE, ETESRBE L AFP ORIE R ENTEHICRE SN D LE N H
5.

OHEREE A

O R : PBC OAFEEOMERE & MERICEIHEN EEICH 2L H D Z LN HMEINTEY,
PBC FRE CIXEIHEDHE L EE TH D, FFIZ, é NTRICEEE AT D /0E - B R & s
DWW TIT ERIAER S RHNCITHBL L Wiz ﬁ*ﬁﬂ’]foﬁX? UV —= 2 7 AE %2 EHHCAT 5 B
DdHD.

SR L 2 DFRC

1) Lindor, KD, Gershwin, ME, Poupon, R, et al. AASLD. Primary biliary cirrhosis. Hepatology
2009; 50:291.

2) EASL EASL Clinical Practice Guidelines: Management of cholestatic liver diseases. J
Hepatol 2009; 51: 237

CQV-1-4 : PBC BEORBBELE TRICREfHITHZ LT

A AOHEFFREEROFY & EWERICACDAREMENH D Z L 238ik L Tl 2 &, £, BFHD QO
I L A 5 2 DRIERESC, BRSBTS REMA 2 & TIXim Lic< v k%ﬁ%#é L.
72, PBC OFHBEEPIEFICEICDOZD Z ENZ W0, JREOERZEE LI W LIZHE
ié.é%m,%C@E%KbkééﬁﬁkLT%%T&%%®kLT,@%%@,®ﬁﬁ$ﬂr%,
OWINARR, @v¥ I U RZIE, OFRBHERIKTE, @&M, ZRENRHD.

OHELIEE A

SRR BR D X 912 PBC O FHIMER T & L TILPBC DAFRA, PBCICE 2L AIHENEETH
D8, FRLUAMCHBED QLICKE B E 52 5 BR OB/ T HLENDDH. FFZ, FBIEESS
T 57 R L I8 DR RER A CTIIRHIE T & 2. JHFT 2 2 L 3%\ Sicea SEMRE T ORMRIE & QOL %
R&E<HERY. £, BRABMEMICOIZZE XY, BRERNSE I WAIHEORE L EH
HINZATON D LE NS 5.

O BERX

1) Lindor, KD, Gershwin, ME, Poupon, R, et al. AASLD. Primary biliary cirrhosis. Hepatology
2009; 50:291.

2) EASL EASL Clinical Practice Guidelines: Management of cholestatic liver diseases. J
Hepatol 2009; 51: 237
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CQV-1-5 : %2 B BEIZIIE IR LD IV

A SEEEGENE PBC O HE CHERRAME B LB/ JERENE PRC ICB W TIE, RURRS, SURORIHRS
PR D BAL - OGNS T TR 8 5.

QTbEFTURLNLE, HEEEEE CL.

QR . — NI B TITATRDI AN LIZ S W E SITW A, IR0 Fu PBC OLAIE—%
NEEDBTUHIRDBKANLT 5D & b b, BIEMENE PBC OB CIEREZRET = B LT
ALX720N. EEME PBCIZBW TR, I OB B S OE L, A OERIED 3 2 & 3w
SINTEY, ¥EXTHFRIV.

CQV-1-6 : IR L -BEOEHE THEETREZLX?

A HEIR L T2 AIREMED & 5 i N E T2 ITRFITIEAR D I DI Tid UDCA, bezafibrate DWT LS
BHEPIET 5. 3T, I D o WS K L TRETHIUT UDCA [T HEE-RETH 5.

FEHRIC X 0 PBC DAY 5 oS U, fREEANEsR T 2 ATREER B 5. AT L7z, &2 WIEBEIC
JFREA L 72> T % PBC A TIL, MONFMABEFKROE=2 — 24 BE L, RS 2 MR
E - HEREOR 7 ) —= 0 7Ol FIH L ENRERAEOHITNLEEN .

OTETF U ALYV G, HESREE CL.

OfFEBL : PBC DEE THIRDHRUZ ED & 9 IZHET 2 TENTIZARWA, PBC BE TR W TEER
DAL LT2356, PBC BHIAMRTME LT W oG L, WELLL WO RENRH L. £/, =Xty
VOMEN D S WA EET 2 AIREMEN H VD, SEFE PBC BE CHEMRIC XV RN L U PERL LT b Rt

LEZEWIRmELH L. LEER-T, TETVALYUIEE > TRV, HEHRIC L Y PBC O
D OWPEET D FREMEN H D LR L TR 2PN ETHD.

—J7, HEERDIAENE L7 A CiE, oA B OIEIR L R OE =2 — 33T, & b EER
(AN 2 AR S WL I 1T &E - BRIEOAEIZOWTDOR Y —= TRENRLEEN
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O FEDL « ZFLETIX PBCIZIR & T HFREMERE & L i e U L E Al 10mg/dl 23— TH 5723,
Smg/dl B Z 5 LRI ERTLHDT, a7 — g VR bmg/dl Y EEZ HD. T
2L, F—a v RS BASL) DHFA T A Tld6 ng/dl ThDH. FFHERE, QOL D LV MK
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® MELD % =775 15 DL |

1) — A7 AR S 2R
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TP VERE IS, IFRHEMERE, JFEER e & 04 0F.
3)  EEOEHEREC R EREEE R < 3 LUV QOL DK .
4) HERAIHEDRNZ L. RENFMELLRD.

QTETFT U AL L6, HEIREEA.

SFEL : —fRAICIZ Child CFB XY, Child-Pugh 43¥E B O3 72 b b AR A 8 AL EITZ,
FIARE TOHEE L & ARl - BERIE H 72 & OG0, FFARSER (Gng/dl 2 Z 2 5 8H, HEM:H
HEARCRTEERIRRE, NTHERGE, ERAMEIEA) ORPREMEMEMEIERSK, FFROEWRE, NFIEGER: &0
EUFTANAOND & EDRBEOMEINE 72D, L, HFPHECIKRTOAL LT, SEOEFIER
PR ERREEN R F LW QOL DR F bl & AR ENTWAD. 72721, BEEDORYYE (MR YY) <2
BEVEER 2 EOEBEREIHED N2 &, REREDSFBRN S ATRETH D Z EREMHTH S.

2 )Mayo Clinic D F# FHIZ (The Updated Natural History Model for Primary Biliary Cirrhosis)
MNMayo U A7 27 7.8 Bz - REE

QT U ALNYL 2b, HELEEE B.

O R : PBC (2B L CIdk &~ 2 PR THIRKOHE ST . e HAFENR D O Mayo D T4 THIE
(The Updated Natural History Model for Primary Biliary Cirrhosis) T&» 5. 4, UL E

Y, TINVT v, Tabar Ui, BENOHEIND. ZO Mayo URAZ ZAa TN 7.8 iz

5 EIFBHEE OAEGFREMET LEEE G RTHD T, Mayo U A7 A7 8 7.8 272 HRETOBAEN
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AT BEMEE 72D, MELD A2 728 20 kB2 5 & 1 FFERFEEFRNKI 00 725, FI2MELD A2 7
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B POMENLEICH LD T, ARETHNIE, BHEE iz b BBl » H O
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