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LRI L DBIERFRRBIET —H—DOFEREREZW]E
| A

3. FH, LOHF Ok

1) SIT7>
EEZHEHHEFIIBRIFHI0M, BLUEZ OTHK
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HeREHEFRICET 2%

MRS HE

2003 EDAM RO LEBAETREIN-HCEE
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ZRTOMENEZSND, HESEFFEEIHEME
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DORFHEBREETY, SERESOFHEK TIITh
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WZ EEBHLSMIL, BCREEFRRBEICHEMET
MBoFRETICMA, Th7MEOFEANELEL T
WaHAgEE 2 8ME L -. SBWRGIE, S13Th?
KRS - BT D 1D THAIL-10EE A HI T
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HMOBEENBEINTEY, REAMICEELTWS
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HAREH HE IR, BCREEFRIEERFIZHT
HIFEORIT T, AF0O4 RS d L% 14ERD
BRIBMRENTES, FREETEREEE 04—
IN—5 vy TIEF TIIUDCAE DHHTAFO1 ROHE
BNE[ETH BT &, HCVEBMBITIZUNE Y St
AL DHCVERHILICHEWEC AERANKET S
SEFIMSH B EEHREL-.
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B ICEE O ERSITON S O 91 O 4 B
R R & IS RERR 2 RIT L, REFHIIEFETHS
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FEREBEHEHEEICE T 201%

EEARE K =B BOKFERE HEBNREZE 802

FEREEHEFEZE (PBC) 2FR21I3PBCOES¥H
7, WE - REOEH, HLVEEREDORAEZS X6
EMRBEET D, ERITEENS, BRI
BHR (PSC) LRAEMFEOESKEBIZMATNS,

ERIMEEIZZNS OBBEITONT, LITFIZR~RS
HERFZE DEEHIRI & BRI DR R E I h /.

1. PBC
ERAE  EEMRBHENS, 2007FEICERBL-F
BEEEBEOBITERENBE I N, FIFBRES4
Bl % Bt - KB GIZ6,6765ER 720, BEEY (BT
|OH - 123,02EH]) ITUDCABLMA61.6%, UDCA
& Bezafibrate SEHAS148% TH o= SEAFRITE
SEBRMEPBCI7.6%, IEMRYEPBC79.2%, 10FE£FRIT
B2929%, 648% THV, FEBMEPBCOTFEIZRFIE
PRICHBEL T, RPHENR SN/, HCCORIE
BHEBRENRHOEBRATHERICE L, PBCZHIELS
FORBERBBERIINATIS THo -, FBHI03H DS
£, 1FEDEERIITI%, 2% TH-ol-, &IIEMF
REMNS, PBCOEMREEZRETHHEHIZTONWT,
PBC-40, Fatigue Impact Scale, SF-3673 & DFHAfi R
EEHAV, ZBOOZHERILFMANEREIN, &
DHZEER ET SPBCEFINTFET S RIREHEN/REIH
7ze

GRIEG ED S Flgp21 05RO B EFFG T %
EHZ2ET5HARLRIIBITLLTL, FETFRICERA
THHENRHESIN. SRIIVIABWG TEORBRK
MEBEEZRIT S, KA HIFIIMDRIBE TS
Bl (rs31658, 1331672, 1s1149222) O haplotype /
diplotype & PBCEfE{t. & DHIBIMRAT 21T\, Hap 1/
Hap 1O BFERZHEZMESEEFFEENETET,
Hap 2/Hap 200 BBEIIFE 24D BEENFFEE~ETL
RITNHEERLZ, ZEHATRIETZ2HLEND S, K
BAEEREFIEHEOBFERICED 50ATP,
PEMT, FXROBREGHERERITL, WTho#KT
HIA O VB EPBCHOBICEREZIIZED RN E
WE Uz, EANBRFRG FIIPBCIZ B 5FXRIBL
FERIBKEROERICRONS N, EROBFEICK
SEBREBEOEIIR, RENERE L THARICEIE
LTWAEBEHORERINRB LB L THS M
BEWEEZHELZ.
2 - AR PESEBIED EEOREE Y ER
HICEMT 25 L WPBCORMB X UIEBHE M B2
7=, EBENFMICER LW, BHHAEH1E
BCTHEH/IC X ZFAME LV), HMAHE SV) Z23tH
L, Z2EBMBITTLV/SPLEMBFY UIVE MEh Tk
WKEETHE8EL, 0BT ROBHEST
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W X N Ty B Bezafibrate E UDCA D S I 1513 41k
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H5,

WA FEPER & IIPBCEE O KM TIXPDC-

- E2HBOHLA-ABESHEXRTF RORBIZLD,

IFN- v EA BEMRAHEMT 2B 285 L=, =5
I, RURDETFNHERZHNT, Y NROME
NEHBANOBRMEICIE. mMENKMBOMHCY 5 X
I4TFICRRI N MBHTURE 238389 > Thilllg %k
IZBAL, IFN-7 2L TIERNEMKRICY TS
A DEEAIRLZEICKD, HBNFSERNCTLE
RADEBHSNZ L. THFER HEIZPBCA
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R, S ORI EENR RS H2BLICHRE
LT3 A, SEIZPBCRE kO HEIREE&EFLED
PDC-E2RJETHIE 7 O — > 2 MEIRIB S Tz 0
RET, PDC-E20ERFIREAWTHEI S &I
&0, THRZ7 P —CHFRL, AOGRERATEESE
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EROREFNERANDGANEEIN S,
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MR BERERELEZNMLTY L A1 (IL-18,
IL-6, IL-23) #FEHL, HEFMEHICEMT 5Th1 74
DML, HHRICEETHHEEREL 2. KEHEH
$1#E12CpG DNAK R EHEE L THLERZX LAY
CEEIEL, XZLFYDORGG R AA ZHCpG
DNAOKBEAMITH D, 74l ER W RBELRE
TXZ1LFY > ECpG DNAD REN—HT B2
BAL 7=, PBCRBEORMMEBIRIZBITZX L FY
CmRNARBHBIZIEHEALDAERICHMMLTSED,
CpG DNAIZH T 2ERIGHICX V7 LAY U EET
HufEEARB I . BB HFIIPBCE A M
HRDOAMAKEHIE (PDC-E2, BCOADC-E2,
OGDC-E2) IZMN§ B1gGY T/ S X & HKTHEL,
RICERY TV 5 RARIgG2TH 5, KEOBET
13PDC-E2IZX T B1gG3 D KIGEMNE M- 2. HEA
PBCHE#H DA M i B ERM T % CpGRIFERF I H1gG2At
FIEAZIN, AMAQEAIZHARGERIGNEEL
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4 —, HMG-CoAZCE;#, MTP, ApoB 10072 &),
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CYP7A1l, BSEP, FXR/z &), U VIEE BT
SMDRIBIFORE 25T L, FdifaNoa
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5h5.
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& N B REE E BT L, APBAIIHIRARE B S
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BSEP mRNARERE, BLUY NI ARE, MK
A Dtraffickingld L LI WE b RE N, FEBRR
#1#F 13 Annexin A228IFN- 7 I X D EB X N 2518
DNAFT—I—ThHHuHEHZREL TS, 4H
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REIOT 7 INVOREY 5 X5 — B2, PBC
WBREEERARD, I a2 RUTORMENY PRI,
JasF7J—5A, HAN—F, IL-10, IL-18, &R
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ARDHONSEEEE L. RIFFREEIZPBCI
HILEFEEOCHREZEMEL T, E bin vivollB
AR & TS —IEHELROBR RS, FXRIE
HIICYPIAI D RIGEY TH 2 MHC4, LXRIEHIE
ABCGS5/8DEE T S Ifl Fplant sterol, F/=PXRiE
I CYPIAMA O R IEE W T H 2 i+ 4
-hydroxycholesterol #LC-MS/MSTERBT 2 HIZ LD
HETEZELHEL-.

2. PSC
FFAE IS EMEEL BERBEOBEICET
S & OHFEZEFEZEREICLD, PSCERED

HELEIZ1,211 N (BHESI3A, th698AN) TH 3

E®EL~, .
ZH  DAEOPSCIIFK S ERRGENRIZD, BED
PWEBEREHEL T/, HORZEMHER (AIP)

T SFNEERBHIIPSCEELIT 528, MiF
IgGADEE, A T0A RADEMREEZRNRA S
5., MADRKEEIC, EHNE SRR RICET
HREMR) B KMEEHEE) L0HEWGIEY
Cr— M NRAEICETE, MEOEZWIES 2ERT
5 &k, (BRI

fRIE ) ERAF TP EROMBE 2 E & FFIC
BAWE=WBiEEFW, PSCEEF @ 350 HZHHEROM
B4 T & 5 50kDE HIZ X9 5 p-ANCANR H

SN3FE/E L. BRGANHEINS. /MRS
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UBHEPARGE R L F— P2 B3 56007 <, WET
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B FEEATBOBLHEBEEROSREARDIES

BEEF BN ARGDS BEERBRRASE
ML EERBICEET 2AEME (EEMEE - A B
SO - BERBICET 2 HEWE (EEHAESE - KB =8)
BEHEEEREICDOVWTOHRET—F N —F

1. ¥RELEM

HE, BCRAMEERRICEOFT DEILAEE &% & RAEECEEE R (primary sclerosing cholangitis; PSC)
DOREMFERINTV S, BRE, FERMEECHEBEER (PSCO) 1T LAREFEI RS, HBHEIZESES
HENTRAEWV, —%, A704M4 REBREICRET2EEEEROZIIBCHREERRICEHT 4, KR
EERBOBVERADDD. FEHTRATOA FEEICHTARIEHEOB LD, ZRMEBILHEEERZR<
REAHDBILEERDO IR EEEERL .

2. FEAHOBLHEEXD D
AIFIIFEABOEBEERERENRET S, Thbb, %mﬁﬁE JHEE EHEEEROZEED
SWIRMOBEERIIFRS), SME HERFMOBEE EXMBEERERE BREBER RintEpEmns,
N LEFEIC L DHERE, AIDSEEOBEERLE, FEEROWAS N ZREECHEEE SIBRNAT 5,
BELEREROZHAIZDWTORELEZE TS0, ZEHOMETRATO1 REEDRIZZ LY IH#
B R HEEE R Ztype 1& L, X701 REEDROMGEINSWEBEER Ztype 2& L=, JRE
D & Z AltypeDEHIT BT Hgold standardid iz <, HHFELENIENT 2D OBEERBOBHERL-.

3. RERBOEMAEERD ST E BRI

KB Type 1 Type 2
% i F AWREEHIC 2&HOSHERT BEAEASELLETRIET S
| WHEUNEY | BEERT I EIDAEN (80% T20mg/dILLT) BEZRTIENDD (40% TS0mg/dIEA k)
Bl 10 | 2S0mgaBlEERTIrEAnL G%) | 250myal 0T EmBE 06%)
24 1gG4 £ < 12135mg/diKE (84%) £<13135mg/dIBLE (86%)
B R MEE H?V\]Hﬂ’é‘l:él{}w(gq_@_ _TER (EA) EEICZN (89%)
B & & | TROFESERENHE BEMZRERIIZVY, EROFEOS 58
& * NIRSEN H ® #HRPFE (EZ1~2mmO®E) B, EtypelIBEENTH S
BN E @ KPR
| FHOBEES | O HhER (FREEMEORD)
EAEELYL | @ BMEREH
T gsza o | ARomBERTCLER (3~2%) iﬁ;ﬁ“ﬂ;ﬁﬁfﬁ"—ﬁmgm‘%%m“
| B BB W | FREEICSN (89%) TH GER) BEICSL 63%) 000
__H/l\%l"iﬂﬂﬁ@?ﬁ% BENBZEHNDD (24%) gwTEh 0%
m| BECORE | 2n BENBIENE (9%), BHEK
BERMENE | @XsShmL KEBS DIEHITE P
T somtmen | 30 GICRBERER @0%) BHBH SN
w| B R OR | S G6%) B (s%) _
Zle 0 #| #sEnBREUAOSHIERS SN %ggﬁ ﬁ”z'ﬁgf;’fﬁ"iﬂfg fﬂmmﬁﬁ
% A7O04 REHE | BHRIZZLY #3795
&| T ® | AB. FBEABREERDZENHD (13%) | H&MRLT

() NIRBARBEIZ BT 2HERE (Type 1, n=63; Type 2, n=91) TOMBHER



4. REARBHOELMEABE Ktype 20DAFIEET

LEEZOEFNRICHBS U, type 2MEOLNSE(LHEBEEREFATIIZA O RIEELERT S, X501 R
IO F=V/O230-40mg/ B0 S EG 2B L, BREKROKEEZABNSHRT S, /=75, JHE .
EMEREEOENNONINWKLAT, EHICA 701 REEE2fToTRASKRWL, £/, 257014 RBEOK
B 5 BEENHRENTE I NRWVWES, HEEMEREZ SFHIIBWHHMETD.

A7 04 RIEEOHRHUEBLUTBRIZDOVWTORBEEIZIE, EUNE, HHEEREHE /a7y
RlgG, IgGax EDMKENFREMRR, BEBGHR, HECEBARELZEDOHEEKBBEEZSREILTS, 2T
O ROMEEEDHERHENIC DWW TIISHRORIEETH 5.



JEA SBRI A BB S @ateRBRREER
| AR EBIE RS S

BIE 21T BE T B %%

SHESEE ﬂzlﬂ 8- BREKEAFRESLOFANRRAYERAMREERE HWLHKAE £EEHRZE A

2HEHFE E L TIE20065E 12 FIE U 7= B 5E BF 28,
LOHFO2HFAE+*ERL, BEER, BRKE, BKF
REUFHICEL TRITL -, BUERRDOIRE, 2ZH,
BRICEE T S AN, BRORTHHENRE L TH
HxN=, 7T—F 07N —71TCREBAEERELD
T—F T N—T2CRRHAZTBEELIOINET
OFEEFHRENR IS, £x, BUEHE - LOHFO £
EFET, TERENG - [LEFER D D NITHER
TRICHIET ZBRFFA DBIFE/LH B L Fde novo B
R RFEINBEML THWB I EMNREALSMITEH .
HBVHE{EHLIZ L BRI & OBHEL TR K D=8
2D —F TN —TE& BRIRKUCRFXRT IV
A DBGEITI T BB OER(LICET KR
BE) MEFET (REMH - (L¥EEICK D FRIET 5B
BFRICNT DT RS1 R 2HERL

1. RIERF%, LOHFOXER (ZEH#E, 2#HE5%)

FEEEICH R EKET L ARRZAY, 200651
FHE L 7= BERF 2%, LOHFICEE T 2 2EREEZEML
e BAHIICRNERFRTIG (BHER37H, ERMAEE36

#), LOHF 1fR &S hic. BEFGEHITER

465%, HAMERSORE THAMRIIFEFEIC L REEREL,
SR AR OERENKE B o7z, FIEERKE,
AEETERREORBEBEET SER, BEWEEE
THEFOBNBZIBRTH o /e RERYA IV AR
2R D46% = EDHTHY, FONFRIIBE (37%) At
BETHol-. BETIRBERREE (19%) 2F+v U
TH 8%) LbEL< AN, BUHBIBETS &
A NAEIR6S% 2 HDTWED, FO0IEFEAEIIZB
BITAR s, ERIMS 1A SNz, —F, HEHRT
WAV AMER28% TER 1 DIENILFIBRTH -
7o BREARBAFNIEHEND2%, EaMEND2%, £
HD3N%BITHY L=, T/, EYHEIENEDS%,
HEEMDI11%, 2EDO8%ITHYL -, BCH%EH
Bl 2R D 8%, EEMAERDI9% T, LOHFD 14
EMAL2ETIS% 207, FSHEERBERICHBT
DRMBIIBHERS0%, WAEMERE13%, TLOHFLH]
bREMINaholz. FIEICHREIER OHMHERN
EFLE. REAEFHEDOEBETIIERERNEENT
BRRTH > -MRIIBREIF v ) 7HIRMmFIANE L
BOTTFERARTHHO, ZOBEF U7 66iH 4
PN B E - (L FEEIC X 2HBVEISHEILEEHR T,
RAERTOHBsHUR RSN BIEEL, HID Sde novo
BRI &4 & Bbh/=.

BRI FIIERIS~18EEICRG I N BIERF
ROBTANBHBEERAEBAZORT2ITY, TO
ERIRE 2B EHS ML, T2 ORFTIE, B

iz 6: 4 FHREERIIBETHo7. RATIX
A IVAM36% DD EBRIFKAR6% EHRBHEL, K
RAABIZILED6% THD, HBHEIZI2ED64%I
iTEhTWiz, EORYERA - LOHFO2EFAE &
X, BLOBREREENREZ->TED, #AENSR
EDBNVWERBLTWA LD EEZ SN, THHWHR
BHFIIBERFL S FBOKREL 2T 5BMAEY >N
JERSE IR BRIEMEE (B-LAHS) 2 EEMERH O
B E 2R, BYRZHONES ETHERD
BRI PHROSENFTEL L 2HE L

2. =TT N—T 1 IEEEEG
1) BERFROBHERE
bOAETRAFERAOZEICEBRL T/ o o2 EY
B (PT) A40%LATTH B Z ENBEIZINTY
27, ERNSINRREENOREZRN L. LML,
PTHIRIZIZIENTEZEOFy FFHAINTWVWS Z
EMBASMTIED, HERRME T %Ki & INROBE#EMIC
ERNTHEIN, SEEIIRFETSEIEER .
2) BER %, AHEFA2OBSOUE
FEMEIHAOFTBRER ZMRICEEFA2O2EH
PERERL. HRISMFHALTEAI300IU/1LL EiZ
FRU, FEDS2GBLAPNICHERE 2 RER WV LI
PTA50% LA £ 7213INRLSEA EIZ72 - - REHA 2
T, BBEF£3B X CLOHFIZHEI NI VER & L=,
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