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G=AAA 72838 Cholestatic Liver Diseases)

2§ g

25797 (chole: bile, stasis: stop)= 2% HAl, 2, £ A7V A3 5 o) /A Gelo] <3 o 5
9ow QoA £ Hsks 1715 AA o) 4 REIA 1 Aol "k BEAAS 1olA BEIAN B
S 4L Boel £BHE GEY FRPNE AT AHA, AL A, GBA WS BF APE A0, A
o2 AT UA goh s o] BF W Q¥ ARWY FRANE HAAL GET IA FFRAL e o
4 24 9 A *g 1 391 264 LR ) AT A2 ol A 22 1%

HEe M EAM w5014 wAl F 3 (bile canaliculus) & Fdte] HEE THIEH o]ojA YHolAFE AH
ZHenterohepatic) =32 87l Aok B2 AW dle2 WAsts 75 o F5H(H) s o2 Adsto] A
Tk HERIY] F4E 5 F2% 982 vk A AU dWHoR & 600~800 mLe] HE= st
olF 80%v FEolL UHAl 20%c HEAHE5%), AAR(20%), FHE(4~5%), SHEHEZ(4%),
(0.3%), P1Ze] HigRl, 222 o= 7450 vk F5ihe A4 A= )ﬂﬁNaK‘ﬂ+ﬂL‘Awm
I Agste] EA8H micelles FAot] A4 FHLEHE T2 FHANAT FEAS oFF 3~1539 AL =&

ol =

3t oF 15~17 go] =2 mjAdEn, tfio] A7 £33 AXNA HEZE HS Fslolr= 817l oF 05 gitol
A ET g5 A7 282 A EAAM TEHQ T4 By 2 A A LA FEA S5 98t
ZA )
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S48 | dEAAA 23 (Cholestatic Liver Diseases)

1. &ESie e 2 J|s

SEARS 7H A FH e o= At @A cholic acid (CA), chenodeoxycholic acid (CDCA) 13 7ol A 9]
Aol o8 Zal2~HZ (ring) C-72) hydroxy group®] A7 ¥ 0] AAHE 0|3} %‘? *&[deoxychohc acid (DCA),
lithocholic acid (LCA), ursodeoxycholic acid (UDCA)]o.2 Y& & Aok =3 &5 side chain®l glycine®]t
taurine®] 2% 5ol wel T v 2 FYP 02 Yot Tl EEAHY hydroxylann-‘Jr conjugation®] ©]
FolA wop 84 o] AAL A E Aol s dehydroxylationZ} deconjugation®] Aot &4 42

BEAS ole] b /158 7T g, EAOE A BA2HB9 AA, 2NN D S, BFEEH
BES F9 447 P9l 37, BEA TA2HE $49 &4 Fuel] 28 )%, HolAglAe B¥

calcium®] &3 B F . 2NA AdF A FAgu 21 7% 5ol Atk
2. Y@E=2U|9} 2EE A2 2

748 o] Boks A 7|5H 0 8E A 7kx Wo g TRHETE £ sinusod &, P 9HE o] FE W,

S8k 7HA 23 (liver cell plate) 3 T WO ve 5 3 °] = sinusoid %] Al x 2ol WAl §E7} §lo]
A EHALS O WA st 4 23S GolaA st TS T ET W] o] 8 ThA E o} ke M EEE tight
junction®} desmosomel & o] 7 9} As] 27, gap junctionS E3te] ME 715 F 02 E3}sH, w3 n)A
S-S o) FA "ok &, vA 32 o] 8 A 27 o] FE FERE|H, of 2] vA] P2 bile ductule (cholangiole,
52 canals of Hering) ©]ghs # O & KolA Hr}, o] &2 8 19 Ao EAlstet], dfc HHER o] FAqA

gom T3 APE GE ANAEE THH Qe o B File] SUE BFS BH AIAEID 45 9
© gHoE Bl & W 2 oA = wiAdHE . Bile ductuled] ¥ 2 @AS A B HYMEE B
8 9FL LU V1% olde] 9F FH0 FEACE FAE e, 9w A4 Fol Aol YO FH5]

it
r
)

) A AF B ZHlel wet A7 AHESkl o wHlEE R
(bile-acid-dependent flow)3 o] &b= o7 Bugs B3 (hile-acid-independent flow)o] o}’
Bile-acid-dependent flowe B5AEe] FHlo Aujgste] S7tste BF S5, 7HAIE o F54ke] 439
wHlolE A E ] EAstes ofe] 7HA SRl Ee] FR3 98-S st ok TR EEY FHEAIES 1A U?}E}
sinusoidal % canalicular A= SWAE WBro] A m, 7]5o] wet Na o&4 9k 9F Na B 9EA] $HHE v
Atk H ol SRAIEY EA B ATo] ZmH YeAIL ojA] ool #Adte] 7ks] Avfstaat g1 )
H A, sinusoidal Al E =] £2)5k= NTCP (sodium taurocholate cotransporting polypeptide)= &2 <l Na 2|&
A SuAEA 2 25 T4 80% oS Bdaty Ak’ NTCPE 278614 9] 254 Subal o} frAte +2

2/ gE A2 YEL, 7 BEAA), estradiol ¢4 GEAA S mRNA 2 g g o] wdo] 7haEs

Bgel BHl A AN FEAY 5
F/
1=

3

A
Sinusoidal Al £2H2] Na H]9]&A ¥k 2+ OATP (organic anion transporting polypeptide) 7°] =4 OATP1
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Hepatocyte
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Figure 1. 9% wvlol Idste ZAEZU 25 9.
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El

N

2H& ¥ 5384 bromosulphophthalein (BSP)# 722 7] &°]& 2 7]e} ¢3R4} Ay o =

A9 T EYZ ) ke Fodste AR dE A At F Lol & cardiac glycoside digoxin®l]
o SukA 2 U7 OATP2E THellA] o] Bag: Aoz IR’

Sinusoidal Al Eee] T th2 Uk £+ organic anion 2 cationg M EWE o] EA7]= OAT (organic anion
transporter) ¥ OCT (organic cation transporter), 1812 Z §7] Sl 7HE #toz wjdsl= MRP3
(multidrug resistance associated protein 3) o] 2#A o}

o] 3 HH & Falo] T ZUE HFHE 245 522 canalicular M| ZHo A8l o8 79 2uAE E3
of nA g#o g Eu|Ht} o3t canalicular M ETS 53 BHl= ANHo R @5 #H|9] £ 24 oA (rate
limiting step) 241 ATP ¢]&4 Hxoj o3 g wakoz FH| 5T o] Z= ABC (ATP-binding cassette) &7
7ol &3tk 7h WA w7 A0 24= MDRI (multidrug resistance 1 P-glycoprotein) o] =], 7HE 3FHAl,
Ca-channel blocker, cyclosporine A 53 72+ A|4A o] 9] wj o] #ost= Edolt}y I8y H = g5 1l
dole I8 & 938 e ¥v Ao gEA I S} b °]Z]1‘(phosphohp1d)9] wj Ao Bojsls Aoz
4H 72 MDR3 (9A canalicular Al 5ol 2218 7} &5 vl e o 23 938 st 202 dHA T Utk

Canalicular A|Z 2o A5l = o2 U 25 MRP2 £ cMOAT(canalicular multispecific organic anion
transporter) 2 &7 Aol AUtk oA EFY TR 22 ZF IF 7] wold widd Hodsh=d],
bile-acid-independent flowE A st=d T2 dTS st Ut

Canalicular A|Z2¢] &= th2 ¥k 2 BSEP (bile salt export pump) 2 SPGP (sister of P-glycoprotein) 2
Az Aol d=d, o= 7 ZEU FEAS AH wAsE 715S 7HIAEE, bile-acid-dependent flowES A 3l=
o 3 93-S sk Stk FEk 2ol = phospholipid®] o] Fol #Hst= RS2 def 7 FICI (familial intrahepatic
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1

cholestasis-1) 0|2 R 7L A =Hl, o] WA €] o]/Fo] progressive familial intrahepatic cholestasis type 1]
Wole] #ojsts Aoz ue A
Canalicular Ml E9ol = 4718 ATP &4 Wk o]lo| = ATP v]j&A Wk 7} ZA)8t=d], Cl /HCO; +

o] 2 W34 (anion exchanger isoform 2: AE2)2} GSH(glutathione) transporter”} ©]oll s &3l o] 52 bile-acid-
independent flows FAst= J&E 3t ATk

i BHlAlE ol 2 AR EAshks 45 771 2 2 A A ook F A Eo] EAE

N
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S48 | dEAAA 23 (Cholestatic Liver Diseases)

-

Cl/HCO3; 24 ¥ chloride &% 7155 7F4 CFTR (cystic fibrosis transmembrane regulator) 5= 2.3k g
6}“1 ZHA| E o) A 9] exocytosis 2 FIM B AAG FF VTR dF 98-S b 59, canaliculiE SR
actm/] o 9Jste] ¢F 30 cm H,09 o] A= =H o] shEol cyctic ducte] $EET AW HEoE

AFETE g4 Aloldll 7oA wtEoxl wEAke of AW R wide] A, AGE dES At
15]= cholecystokinin®ll ¢Ja] Oddi Zekte] Gelil Bde] FHFCEN 2702 W7 At LA e
terminal leum®] enterocyteo]l Al 3HA| 2]EA (carrier mediated) 5771 o] Fo1A ] A M T TS GFHALY] A5

5% (passive) F57} 017X 7% gt

£ ol ¥ e rir
H‘I ElN rlr
z %

Lo

—

[ S0 WeEAe)

ool A AUNE 2w wH] FAol Ael7 RefEHE SEZAIE A7, Fel o] A AA 7he] 2 7
Z UE g Ak 7k Aol o FEA8A Al dEhe Wske 58 AddA 2EE AFsas i yede W
Z Wo| A Utk Bk A Al HEZE vA g 3, micovilli 24, FAA 7R T Aoy dupH e
2 B5o] AFEn’ T AAGHE TN 67 74A] Thc SubA B A 927} WatA HEd, A
ARoZ wA B Fio] 2 BEaE gl ASoe] 7HE9) sinusoid Z0)1} basolateral £20.2 o) E31A Hr}/
Bk ol 958 S4sket #olst= 9k o] A A transcription) 7F 74 %1 2L AW} alkaline phosphatase®] &
J = e 71 WA A o AlFE(bile ductule) o F4]
13 5o] YAH o 7HAmZo] Yepdo] & 284 Yk’

7Ry elel 93 95AAE oA 7l 2% Hsel s A9-9F T E o] Ate] 3t
S dde] o FEAAT VEHCE 749 g Fel ot Af-of e wstE Rt 7 i FEAA

r
A?L' =

P
N
=
™

[ gEAe 4y ]
A €3 24 GFdolt Wal R 3 2 GFYRO| AT 0 B} to] AFHAL, FO2 Ay
gojof & FFol Aty Wel YA o SFHEEE &9 245, A, ALA AAHsteatorrhea), H]
B F5el Fol rk RS F2 Fo) W) Y Wl Tule] HHo] 9§ AOE ofE F4HHE AWoE
o] WA E FrtEe] w7zl AN Al yehdth
A FUEE AYFS ANYOR dehbir 1 29 B0 daliE B 977k dof ot 383

WA 2 ozt oA G54 w2t A Uy wEA AIAAR
cholestyramine©] =745 #4371+ A 52 FHate] £959 A0 7H5AS AAbske Aol opioid agonist
o ©& opioid F&A AA=o] A%F FaAlZlo] WA A5 U9 BEE W
Bo| A wEolA opioid7t 4 HEAE AAHT Yk’

HEAATE e A Aol A w7t B3 vl HAE o] Slof Aoy A& HE e F4
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b R E, A AAE o)A I £ o)
b, FrhEE, 8o S gl ol s 4w
AU AR FH2E 0] F1Y oY B5EC] A A$ 4% (xanthoma)o] WAL F ATk FAFTE
ARty O §718 FA WO 7 ee] 32 wF U Euteh B 1S 59 R4 2AHT 859 2
A2 B0l Wol 1 HEH 7} A 249 5 vk FEHA A715EE 2EAF o] X o] Fugr 34
o}

[ G5AA A ek AssH o4 ]

FEAATE AT A iR dF YHFNAF g EY 2 FNET AT HEA GEGAE v =
gt FEAA A S7tEE 9EENS 95 9] Yl Aaglo] iR x3E waFuely, x99 U
e g4 YolAe g9 7ty BE v R AgeA "o R st v AeS v Eed
W FRle] AeEn 4 ot X9y W RN F8ABR ALY ARpA A A qE & AX, T
Aol A 3] AGFHA 7] wfo] 2w U= sjdd $ ok olgje 71702 Qlste] Al F5AgA 7} 9
tEte &80l A7 59 b ool Futex] ¥ A9 8F FUFIAE 2 25~30 mg/dLE ¥A
geth ¢, 4717 gk Ay 25 AR AeAE 23 Lol Aue A7 EASH 2 e &
o3 w7 FRAES T slel, ©ol8 “delta £87 52 “hiliprotein” o] 2. FA g}, o] gt £ o]
Z 90 F AAE v 8~90% 2 Tk, o= Ao E wjdd & gly R HSs w1 (15~20
A E 7HAA Hol BE A GFEAA Y I ET e £ Fe LTI T A&HE Ao HIE gk

HEAA A EF F5Ae] S 2774 e o] AR &
HEAbel ZHA el A %‘E wHEA] @3 Fos 1°T° HOEN ¥F st S7hsker l ];}C’# alkaline
phosphatase (AP)¢] A --ol& 7H Lo A A o] T7k=E Y 502 o] Bu S7ty7] W d5sted, ol 7
Aol 5AE 7HAE gEA g 72 2o st 9]@ Aoz AANY ! APE FgH R 7z o
AlA Fe] Agh Al xute] 7 Wol EAlatH ook ZXA Y FobE, &% HUE, A LA, EiRt
SoAE EAgT &, APE BAACERE A7 HAE7I9 Al Bl AdsEH JeRE E:
Ay B Al o meA gEn FaE OFoly BHY AP At A o] Fo AP7F A5 F 971
w ol FEAll A @ato]of A gttt

AP7F 7 W9l ol 3o g AT 79 7 ol99 v AVERY 7)de ARAAE HEsteiof st 1719
Zwoll} o oA So] Mo Z APY] EEEASS Baldle] s o] 9o AA R B sy A
SAoloA HIoAE A AFEEHA ¥ Stk thalel ZFAE ] WAl g AExHA fEYEHE e BAhE 5
5 -nucleotidase (5-NT), 2 gamma-glutamyl transpeptidase (GGT £ GT) 55 AP FA9 &4
3= v o] ¢ ZhH ety AA A o)t} @”114 AL AR O 2 71 0] 99 /\]ZO]—’ A v A /\]Z]— ¥ =

O o, H

e I e EE T

o
_I

A et ZA) I E, 7HE 3 Wt oz}, A, Al

)

== udg A H923 Bulg s Bdy o
o= 73

= Ho}x] okomg 111;],0“;\1 )\]-./1:

oxt
2

xq ‘j%’ _ﬂ_ﬁo}cﬂ— g}/ﬂ ;‘;An%_ gqloL Al

]

rir P

2
th 0 — T~ o =
o] AAke FE QAH AL A5E APY 29 4717 194, MAAE Felss
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3} (Cholestatic Liver Diseases)

A AFA B 3 o OPE

3 £ A&A GFPAY Aol Ui BN PPAE Hol AL o5
W, 108 o)4OE m$ o] Zrkhe A AL R BFAAY 23 jRolt 0% Zo] LA /) A AP
2} 7) d W, 9F, 048 )9

AgellA AP7E A5 E] 3el 73-5-el 7]F/F 02 Aol w A3 52 il TAE FE &
sl 497 265 otk AAE @A dAT, 8F GTAY S7he 2E9 S43 A3 2olA benign
recurrent cholestasisét o] B 524 §lo] ZHAE o]l ot FFAA o 5ol S skA ¥= F7F Aok &gt
AAZ SEAAE A T 02 AZAE §lT Aol W A3 5 dAlY FAE & § §loWA APL
A8 F e A7t ded, AR eSS du S A= WA Z)hste AP AR Aol 7hel
A 719ste AP7E 247 s d 4 ek @, o 9ol e gl Sl E o) glo] AP7HASE o e,
Regan AP#h= isoenzymeo] ©lof ai3gtet RIti = g5 FAZF AA AAT AP7F S7FebA] %+ 45-% 7Hs g,
53] magnesium 5 zinc 2¥e] TWHY = ATt ol sgett

SEGAAS A3 A, Ve A )5 HAF T F aminotransferase X 7t st AY 74 §A 715
grdste AAAZE 244 T2 Je, olgd Aol I Wlle] Tedt HEAA VL ofv e 724 A3HE o
shkele WY ovett

SEAA ) 3 TEZY2EE 5 F2 LDL S 2H S Zdl 93 o7 A 9o gaHoR u
AR FEAA W Jehdes FAFY 9o Hnh "2 s AAZAG dedR pAE HARAAA Ao
(lipoprotein X)©] 7871 3=t ol o]7le] AFH =2 A o] A ZA (RES)ANA &3] =ofof 3A % H5A
Aol o] Bl EA Kot GFE7] HEo2 AZbAT o] HAFAQd A ] J5e FEHAE e
Ax7F 2 YA o] Aeh 2 FHAs S A #FEE Ade g A8 FHEY A34E STHIIIAE

% AR 44 A

ik
Y
(@)

aroli’s disease )¢ 7H &

°
= & %i Il FEEA L] Aol #st

il

29 BES JAF AN BE WRe Zo 9T 3G G AN WHo] 9F A3, 1T = PR
B9l Qo] 9% A9 whro] # & qlid, et 24 990 gaglel A4 FEst A4 /10 e
ARG, 19 G /1AH A 9% FEAA Aol A2 59 AR ), 9] B Bgo] B2y
A 223537k oln] BuHE Aol E olefd A7) HAEA RS FE Atk BF AR sl fHOE

F
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=

j=3
% 714 27d0] 9 ekt

fu

o A} WA=tk 7 post cholecystectomy syndrome

[¢)

=

oA
Al

=

o102 71A4& 7+ (Ascaris lumbricoides, Clonorchis sinensis,
Ao 9lom

=
T

)

o A Aol A
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=
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=

=
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v
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EEREED

b A4
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3
T
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Al Ue
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9
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A
[e)
HEY

=
A

il

[¢)

= el 9

j=3

“
=90
F o)

2RE ] gHitol

=X

9]
Fasciola hepatica
Ay
Ly

k

29 $EgN}

oA
=
Caroli’s disease= %
9%

ok
o)
AEA) &4 2247 v

(UDCA) €]
FA3A 9

Ul
=2

3|
p
o

R

5794

j=3
=

12l

X
=

[e)

CLE

)
Y =544 (benign recurrent intrahepatic cholestasis)

AA 7+73MS (primary biliary cirrhosis: PBC)
A 7154 77 25 A A (progressive familial intrahepatic cholestasis)

A R34 234 (primary sclerosing cholangitis: PSC)

FAA vlel 24 1+

gl

} 2 ¥ (parenteral nutrition) A1 <]

[¢}

¥

(¢}

3

gl

ol
S
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S48 | dEAAA 23 (Cholestatic Liver Diseases)
9% ARl ekl AALTA ek

1) et SREEXMAA ZHEA#HZS (primary biliary cirrhosis: PBC)

PECE w4 BEHAA A8 P42 Holt wwd 5F A8YelE B7e 544 s HadeE
Aste] B 237) S5 FEL wolg) PBCE ZE A0 28 AT 1003 BT 100~200% AE

0]
FHES Hol IHAHL Ui/l 30~704 o1y T AN 53] &

ozt 7k A UeRE 7hgAdol tixtel vl 10008 A% woh A Stk o8 7EA] A7HASA Aol
sk glom EAA O R f it fAtelA g mlEZ o} A7 AT 2HFA 2= FPA HlSEA
=9 (nonsuppurative cholangitis) S 5422 3t}
(1) e

g} nEZE 2o} &4 (antimitochondrial antibody: AMA) & PBC Aol Al A 02 BAE = A7 24 W
g2 71-e] #ostElet AT AMAE 2o nEZE= ol Yt EAjst= gl sl uhs-gt} ste o

GA o] FA oA T o] Fof HEZ Lo} oo T FYME £ d3td Tk 9 o] EAFo] WA
o} 5332 pyruvate dehydrogenase®] E2 #919F PDC(pyruvate dehydrogenase complex) E3 Z 3¢ (protein
X)8l ALE WEH oW o] FA] EAE 2 ol FA T 5014 B, T AE o] 9&g ofmdt” 1
U AMA7E 2% &4 48402 Aqdts AT o1 FEAPAME AMATO 2= PBC/F A7IA & &
T ASE Yepyith Bk ozt AMAS A7 W e 52 iAol A3, AMA Rl w}g 2w ¢l °‘/‘mﬁr
o= ztol 7k glom, Zho] Al F dubA 0 2 A = A& FAUdE Esta Aldo] A2 A 5= AMA7E AH
AN obd S Aapatet”

Uk o2 27t fdol Wi WA HES A He A5 A dsto] BT 4 e, PBCY A B
Aol B A3 T A E vl A 285 E PDC-E2 (PDC-E3 At o) 2o Z7hso] okl Zejo] 2%
ojuf AX- Aol A o] ¢} U3 epitopeS 7HAE YA (PDC) o] TAR whe} o] ol 238 molecular mimicry 7}
Y710 E AL vy, T8y obF7A] ol S sk AHAR SAE fleH I 9o CD4+ THE F
Thl AM¥ESF Th2 A2 B8, &2 7|e} 34 QC(HLA-DR8) 0] ¥olojgt= 4 HI7}F 9tk

(2) A%
oF 2509 BATE EWH Zabo] glo] xgﬂml oluf T2 o2 AT 27)% AAIAN Bt ojaadow
WAR B 7] AA A AP 4SS Hol=e (GTIF BAl] Asle] 98-S Slgozs 7
‘ 72 2Fo|n o Fo U 2.8 AR BFE

O]/“/] E“:Z“%O]l% ZFAAE HQEA] Yttt WgyG GAYE o] & AMA HAIAM H7pt v AS=
(1:40 o]3}) H]Eo] A2l Azoln, o] AL HZ 7)¢s ELISAY immunoblotting 5] 95% ©]e] Eo]x s} i
[e}

¢

l:lo]7] g Zo] A =% & 4 Stk PBCE &A% A= & oF 1/3914 = antinuclear antibody (ANA),
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435t 3 AFg A= 23S
F7F A&H 02 AMA
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QA o2 AsEHA 7b)s AAL A 1A AR PBCY §AAQ ARS Hols 3AE T oF 2%+«
SA o), o5 $AES ‘autoimmune cholangiopathy’ &< ‘immune cholangitis’ %2 A
AFE AMA ¥4 5ol BAY0] FLath o5 U/l ANA 32 SMATH 22 97} il
7HA A 7k e 7 RTe] FQ R 7h7)5 AALe HEl A4S 9] 77 BEato]of g} B
7He] 7S AMA7E SR Yos Aee AY flh
AMAAZF 200X AFAQ S Asterd HALAS Hole 49 PBCE 219s7] $1a] -7 0] WHEA]
F AL ol th v AMATE S4 0 AY 977 W A (1:40 ol8h), B ALTH7} FEaAA AE o
2|3 kALl o3 FEHAG 7Hhol YalE = A g-olle PBCY TS Sl 7hxF Aol 4
ekl %@L HSAAOENE ZWS7HA ¥ BAE FEErh olg e
7P%}ﬁ-§—94 @%oﬂb zzltﬂ-ﬂ Aﬁu].
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% 927k 7te$3 (pruritus) o] oF 70%9) FASo) A Udebdt” S5 98 7}
o AvE F AME BAE s, WRE 1 FEsh u$ Ak 7ho|d e Az
% S ggre] e R84 e o] S57ele] o) e oplZ(aEry A)ojut FUhRE ZA(dEHy

D)So] e & glon Lol AASA o) 2A(MEN E)S HA £% itk $420] 31
F2 oh o (Xanthelasma) B3 @Ho] 283 wat AA 3] Aekd S Aot A9 AS Fugh g
o AERME 28o] Yehg 4 93 T2 Aolol o8k M Z )} vl AR 74 E ko] 1 =
A AT T BAEe] Bt Tl A E 159 ovu A717ve) ARE AR LY, T2 FAELS FIH
24 GehA Hm 24b0] 9l A4S 240l S vl o 37t Baksieh 1 9 2 715 o)A sicea
£F Raynaud 252, 424 243% S9 thorat A8S0) sukg £ 9ok
(4) PBCOl & Bo|8 &

7}) UDCA : PBCold =7k oo €™ 434 (hydrophobic) ©&4te] ZHAEUlo] A Eo} HA3] 7H7)50] o
slylo] 7Hth PBC ABAZ A5 = UDCAE 55 S39 594 s EHA e AlgdA= CDCAAIA 2
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SolAz QA G F5 UN(<5%) S AAFHE Bdolth BHEAS AWAHOR AFHY 254 4AL BF
A E7el Bk AR Aol7h ATk LCASH 2ol 2540 A FEAS AEee] AQ RS %] A
2 SN AE 0 BAol WOR §E57 Bk W AT A0 A540] 4 UDCAE AAIA Folx

ALY

= 3
FEEHE S8 B W AR s HEo] FUtske] AU oE 540 e A4 H
th. UDCA®] 2-¢714 & o}4 sl °H‘i%xlxlt— 8%9%1“} 2 7HA] 71 o] A A E o] SiTt F, ehA 7]
TAZ A 254 B Q
71W, g HeF A Fxe 21
PBCellA UDCA &3l tie vt A7 A3, 10 mg/kg/day4 ﬁﬁoﬂﬁb 347} umzb} 13~15
mg/kg/day®] & F2 AHESHSS WE ol A7HA Aele Ak A S AR L AEEE STHIE AR U
Ebstth UDCAE A8HeH AALZAE 5, 8% U4, AP, GT, FH2EEXNE a7t I3y g2tey
M % FUEE 59 SAE HE a3t 9le A0 Bt UDCA AHE: 3 Aab) vyehd ¢ QAT g2
o

o
EEolA g HdstAl A o Atk 7FA &Sl tall cholestyramines AHEE A-¢-ollE Hol & 417



S48 | dEAAA 23 (Cholestatic Liver Diseases)

o] A& Fi B&ajoF gt
AAA : PBCE A/THAA A3k dFo|BF azathioprine, cyclosporine, prednisolone, methotrexate &

ofg] 7k HAAA X E7F AEE Ao glov Rago sl gdd a}E Bl ofAlE fldTh

o) 7ol 2]t Zho] 2l - wf-g- EEA PBC7F AL & o Fg)E wfg- =gt} 7ko] 4> PBCE Qg 7H-A ol
A Agzol HARL Tt gFol 2AHA &4 vWig AstAY Ad FuyEdAE 12 Aok
(5) FuZ e A

7h %S BERAE A rtEeEdE &
YA 0 2 2 1}, Cholestyramine oby 4 A5l 588 o H5349 A%< %Lfﬁﬁ}“ T 011:} tﬂ“]ﬂ TAES
2 Uehg F oH, o g A9 g g7] Wi HoE 447
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Rifampicin® 7142 o} Z B2A4 150 mgs 37 FA W 93 '% o FEAAZ A% 7RSS THA
7= AoZ dHA A cholestyramines AHEE = §IAY E371 gle SAE0A AHEE & Aok T8y EE
s A Z7t ‘”% AL oiy, a3 d/f Fo & Y @EOH UERd T,

o8] 714 opioid 2IAEE &7t =], Lol AEH nalmepheneS A7)17F AHE S o) FHEAto] U

A7) 7F

A dAl e AFEEA ¢t Naloxone 7He5g A3 AaA7171E sHARE FAAIZRE 7 dE o] §lo]
AHgsh= ofELo] otk Hol| A naltrexones AT B-&o] 7psety FHEAto] QlOHA ok uko] Ska)

A 7 ES5S g ARAA st 2 T SR 2= AoE EEA glo] ZIdE T ST o
HE WHORE Tt gSel SAEA ?%t Folle olde 1Hd = 3l

) ﬁifﬂﬂiﬂl% ﬁé‘i? PBCIIA 8% F *Eﬂ*Eﬂ =< 58 7 oy 2ol FAstuA MAE] Faste 7
go] 913 UDC st @A 3] ot ey PBCIAA S48 2 A3 4280 S7tete A 2AE
g, 1 OH’TE TRE AT (HDL) Ed 28 &0 ARE A&¥(LDL) e 28 EHY ¥ §o] F7ish7] W

o % A7=H, UDCA¥ & LDL ifﬂ]/\Eﬂig ;@q
th) Sicca 2%+ Raynaud 237 : L E

%% (dry vagina) 5ol e #2358t Al of ot E %%‘% A7k 3ol L—L%/\l
714 A Fe8te S djof atv, 59 Aok Itk 2 A= Raynaud T2 TS AL F Jey

AsLeL oEAd £E gk

2 205% 1 PBCAA FthsEe AA 8 Agsns vt ffﬂa 2
& 24 B2A 9 e DE Bofsjol At 43F0] Hul o AERA B3
BEAAZS AL F QOBE o]d AL B ﬂ%@z}ﬂl% o] &g g}

2) HukM AstM ehtd (primary sclerosing cholangitis: PSC)

PSC+= PBCS} &0 9le] &3] ura ]| E’éi T EEAAAL AFoZA 7 2 ke HRe A2 A
f3tel g & Ho|y ASA AASG A FukyE = 548 7HX AL Stk PBCo A ¢F 7Fo] Aefste] 7AW
HZ2S doyxwt a3 0 Yy 5= %’11‘/}.

PSCe &gt 4L ol A7kA] HEF Yo} A7tHY wkg- 7H , 5}
7457 9k 8RS o8 7kA) A7FekA (ANA, SMA, ANCA)7F Uehtz, BA ol W Bax) 7} %ﬂ%—ﬂw =
7hEo] glom, dSA AH A FukEE H 52 AVHEYGA 7ol 9dd e S AlAReY PSCE $4F 7

5] =]

= WollM 8] 23, HLA 340l dFAA LejA 4 alo] el dolstelzt Azdn 44 29
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= 7H AFEEA A5A A Tl ot THeHe] #8350 A7 o]ojA EAdstE Kupffer Aol <3
TNF-o 287} 2715 o] 71 Bwo] A7) 71d % AAH 7Y 9lout Faa wold) taj s oty Wats) uaA
olx] o}q.

PSC A 913 718 HAks WAAA 934 233 Yot A AV 929 544 52 98 599 §&
azo] AEM P F9 Atolo] HAFEo] UEbE F N HE o] A 2 EYoE HY Fk Atk BE
Ao 7 sty I ] 9 #AY F gle Avde A9 gk 2YEol 228 S k. HIde HA
PG E #3284 9 MR cholagiography 7F 7H#HE o] £ G4-S AlF3EZ AH5H9 AAE I 2 A F
Aok MAAEY Qs BBl 27 HAle A3 W72 A48 det] 15 Bed A9t JE, ¥E
7R A5 Aske] Jrol met 7“491‘/}

H A & 9ot $2 FaEo] Ao At ks dF S disiME YA 2 UAEE
Ago]l Tgol & g ot WA R E—% WA A E XH—E 7heet F99 F 47 P daiA e 2HE
Aol £ Zokd AAE, A BESRE 5 o] AL /U & Atk Ty ol @ Aol #Ape
AEES PPN IIAE Fiit} £3] Fute+ FE9S I8 34 bacili, enterococcus, bacteroides $0] €<¢le] ®
oA ALY BEGS AR e $m 49T PAAZ A1 o] shul Abgstelo B3 AF oS B
ofo} 3l A7t otk

Q0199 A 8ol PYIL PIA L UAYA SAE) PG W FEA £ G2 YRR
@*HO% AAZAE AT 2 YA A2 X5/ Bt 9] B 2] A9 sl £ A8

PSC°ﬂ EHEJ Zhol A& o] AL wjg- kaste] FTllE 5d AEE0] 85% oldolth AA ko] alg sfjof =7t
of et Aol %Eﬁ&tﬂ PSCY A T 7HE9St 3719 F PHITEC] Yehde A4S 5402 Fgstofof gt
A=) ¥)3}ed chronic ductopenic rejection®] A

= g

B0 =1, A A4 tigere]l A 913 0] Zhold] Felk 7] wiEe] #7141 WA
3
H

S =
FAggo] sttt o)y & £ %9 99 XA B FHo] FAHE b Qw 147 27e] PSCo
AUL AL AUV ALY § 900 Dol F S HFIRAL GE BAL ol 70 A2l s vherd
FQone AR Awe Y7 o2 457t Bk g8 Agste dyRons 48 A3E dE Ao
HEE I

3) LA RerM ZHH SEAE A (benign recurrent intrahepatic cholestasis)
= A Ao 2 A Ack7hal 3tdo] EXol TR =3 Foly JAALLS AdkA] FAZ4) b)
o, g o] A7l glo] 3 AP ©5Ate] 7ty d5AF7 yehuy tiyl] AE 2 Foldt) 7hWo R
o
=1

A A B ofrbe A Q1o AL Zlow AZH I g

lo ot

4) THM 71=M 7 SEHA (progressive familial intrahepatic cholestasis: PFIC)
[e]

AT A Y 2} SubASo] FARA, PFICS Welol 54 $ubA 2] o4bo] Baigto] ez It ” of
EE PFICO) #57, 944 9 welel tiate] A2 zo] FeiAT Q& W42 1ets] 2okela Ak PRIC 289
7%l BSEPS] 715 AR lete} AE 54 wEabo] A 2o 45 Awst v)$ AR QY At
Wb JoloN BAHE A9E A Lo 180y 389 A9t Py ATt tasie A wAsE
AT Qo ol BHo) gEHAA ade] g4g At 1 28 Al TFAAL s,

B
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S48 | dEAAA 23 (Cholestatic Liver Diseases)

Table 2. Progressive Familial Intrahepatic Cholestasis (PFIC)

PFIC Type 1 Type 2 Type 3
Transmission AR AR AR
Transporter FIC1 BSEP MDR3
Ductal proliferation Absent Absent Present
GT Normal Normal High
Progression Variable Rapid Variable

AR, autosomal recessive.

3 YAl71el APS e BSP Af Z7F 5ol dojd & sl o] 79 APE HvklA
FeE Aoty Fdo] At g 83 WFNA7 2 mg/dLE EA & Aol HEAW dRME 7H) &
EAF ofuf A%k} gdo] A 4 Sl=u, ol & dAlA 7 ©5 A (intrahepatic cholestasis of pregnancy)
2l gk, ol T2 A 3 JAl7le wAsY A 7F o] % AATE A4 F AL, S A AR T 2
QA9 vt @5 L FRIA} 6 me/dL7MA &5 F 9o APY FHAHEA ) AEE] 45T £E Atk
ZAFA 02 7+ gokdt J o] G5AFE Holxut AAA x ] 5= A HolR| ¢kt 4 § A7 54
Feth? 7 9900 2= estrogen] U} progesteroned] 7l Uit £3}, & @& AR
el gigt el S7HE7] dEl g2 AZtE =, v A4l Al FF Adsle stk FEA PN estrogen
ol 7 o] f543 AL E2] Wsks sl NTCP 2L ool daA Ant” dlojdl mxEe 3o
2+ preterm labor (44%), fetal stress (18%), stillbirth (10%) S°] B =] &), EA 9 3o Z718 G54
o] gute] A5 2 sto] BoANLES o|A7E Aol F UUAOE FHA AT AR AN E Y
o] 5&o2 AFo] 7hgsitt, Ade GESEE A8 BQA BOouf A%t wfEel cholestyramines AHEE 4
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o ATE vhole) 2y e, YA T4 AL L tetracyclined] o ¢ Ak 3} grAatoiok s, 9414
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Q_']:%-% E‘ v = T = - [e] » R Y
Bl A0l DA A, 2WE, 29 R BFE R BEAAA 288 2AY 5 JODE o5 W8
AN E Fz 24 7 Fol o] 7he/de A ot @ =T k& FEA 7 Aol 9] o 23] ¥
ohle b8 A gl 2 WA A HPREZ, PR TRE YPYRAE o9 oA % 2] B
g BAE 1gelok 7] HEolTt

A -

OFEo] 93t 7+ Aol A A 07 A 7hA EA (hepatocellular), &5 BE A 24 (pure cholestatic) & £33
[e} % vr

(mixed) 9] 372 28 & vk L2y Al QoA 124 A Adste B9e 719 JleEE o
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IS ALTSF AP, 52 O @45(E4 44 s wig) 9 vlo] we} {L*ﬂ?t"é(hepatocellular), —’E
ﬂl A (pure cholestatic) @ %3 (mixed) 7HEA02 BR3t = O
o] 2u] o] 4to] ALt APol| that ALTS AL B|7F5 o Ad W2, @ <+
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AR 9] 2n) o] Aol Ayt APol thek ALTS SA L H|71 2 o5t w2 Aoy, @ ALTi]QF PZ]7P 27
Agatx ) 2uf o]AfolHAl APl tidh ALTS SAE H|7F 2014 5 Ateld wWis &3 7H&4o = @9]6&5}
ZFANE of7|A 7= e AA T ANE dST 5 = W AA 754 & (intrinsic hepatotoxin) 3 7+ Aol
£ o Z3}7] o]8 & EoukS °FE (idiosyncratic hepatotoxin) & EFHTE WA 7H=A RS AY EEd4 7H=
s GA FTE £ 3, Fo S wpgl 754 o] ks, A7 A A W= vjwd 3 8 7]7ke] b
DA FA A Flo] Aot} o9 HRH O Fo|iks FES A TEAAMY AFAo] gloH, S5
g FAZE QLA kRl tidh A Wb HEo] S 4 oy, B RILv vy FE7)7F dAEHA] Gtk
Ho] EAolt}, Eo|uke- 7 Aol ek v E w7l w9 S 27} 5o vl uke-o] §-5of wlgb zhzt Wy
5} 2] (immunoallergic, hypersensitivity) 2+ tHAFd (metabolic) Eo] #3082 EF3 4 e, 3 dEM = F 7}

A 71Ae] B A& g

okgo] FEAAE QoI VAR /1 EFF A= ANE A F
02 tAM] 5ol uhgo] %L}E’_, ol EEAE WA k54l ot As 5
o A7l g A F4g] o ghel] AA Fx24, 7154 Ao g 2dE 45 F53A47t ““g sttt o
okzol ot HEAA 7]@"] 34?4 Jed, dE 5 & Na, K-ATPase 42 ¢
atof Al xeke] f54 = 02 484 9o, colchicine, vinblastines} 722 Al E1j
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erythromycin), ductular 2 AWsls 9E5AAE, o benoxaprofen), cholangio-destructive
(interlobular &g F2 9E5AA vanishing bile duct syndrome®] 7] &3,
o : paraquat, chlorpromazine), septal cholangiodestructive (sclerosing cholangitis®t A §5 A A, o : 7He9 S
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o7 APaA = Ytk 3, testosterone A (methyltestosterone, norethandrolone) el 2)ah 4
st A9-9F FARSE 7F Wrlo] WA el S ERY] Ao g W 1HE3 59 |
Qo] & & JonR 53] 7HA3to] Sle Aol A AMESA = ¢t Hm dF ALTY APAI7L 453t
Bofof gttt

oj9} 7 okE g 98 F e 5ol 7“}‘“1'3% glom, dA7tA dFdsEE 9 gold
standard test= AT ksl il ol HEHLE BIbsetth kA dAACE oAlste] HAT FE
588e Akt A #AE A sk ol 7 Fasttal sl

SGEAAA 7 e <l dA B2 19899 International Consensus Meetingcﬁ] A A AlSE bkel] o) stH

suggestive, compatible, incompatible®] 37HA1 2 EF3tH Al 7H4] 847 FARY. o= Z 5~90Y Alold] 7H
2o YehUH suggestive®, 5717F 54 wlwko] AL 904 o] 44?1 739+ compatibleZ, ILEIL okE Fof oA
7&% 4ol T E 49 incompatibleZ et} s £ A 18 ool 7H=24bo] YERYH compatibledhH,
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= TBAI7F 50% ©ol% 7Haatd suggestive®, 671€ o] Oﬂ AP &2 TBA7} &A1 J=7t 50%E EA
intermediateZ, AP 3-& TBA|7} 7HA3HA] && 79 inconclusive 7 ©
%Ei/\i obEg ATkl APA|7} 2u) o] st e ol A 22
B3t APAIZE B3 AR o] 3o ® FUNeHA v AeE =
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S Ao A Ll A S FE3 W77 oAH & A5
CHEE 9l oAl B8-S T 45 oo SAFR T R M = Sl Lol AAAN 3 EHE ATt
oF & T2 R 99 HAE TEE AeodE AS At PBCOHHQP A
=, erythromycin®l 23+ 3¢ <k 5%l A,
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+ vanishing bile duct syndrome®] A2 4 <)
chlorpromazinedl 18 A< ok 790] A, flucloxacillind] &8+ A< ok 10~30%014 7Fs8 A0= o E% A oY u
HAo @ B=AH 7} (&8 AL UDCA Bo7F aa4Q & gom 1 9 7leeZ =3 2o 2449 A8

= 34 A B E¥ 74, T C 7HGoA A 4 gloy WY
ol o3k A FEAAA 7+ (fibrosing cholestatic hepatitis)
T Atk I el 7He AR st GEAAE oplske AN AHTo2E ATl H-F Weil's disease

A s 2

= 13

o, Hlo]# 29 A= WY A e Aol A7) cytomegalovirus 2 herpes simplex virus ZF9 =
H,
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toxoplasmosistt malariadll ¢J¢t ek 7hee 202 d#A Utk
Fe AR AEkA Brets Al 29l A AT BEAAE 2AE F e, sidSolv 52 9
bl St BEAAE debe Tk 45 AT 29 Al BF 7bsshd 9

H A 9,12“'1 AU WARE B
SAE D AA 7 2] sS T
of Yeh=d, dFdA s 9 o A3t Yo7
1271 st APAIE A5stATh ALTR&= Aol A Zm &t
ol Al ZH TEAAA AA(HH FHY ASAXE A&, g 52, bile plug 5 ol#$ &S cholangitis lenta
% 71E3hH R HolBE iR A At fsiAe M) HasA e gt iR 714 HEFol 34
GEAAE 2AHA, HBEH B G Fo] %D A9 1 AXEo] 9% o4l
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A3 JAgoA vt A dAE I

I:

7vo =eatd, F2 Kupffer Al2E AH38te] TNF-a, IL-1, 6, 8 9] cytokine 1S ZFatA v @3 AHuA E

(TNF-a, IL-6) & 7H| 22 (TNF- @, IL-8) &= A-=3to] cytokines H8HA g}, o] ¢ cytokine©] & H]E]‘ﬂ ZHAE
W] kARl NTCP, OATP, MRP2 ¥ BSEP®] W&o] ZrastA =i gF4t HoEA H5EHd o 98-S
8= GSHF HCOs o] #HIE ZrAsHA #h &, olyst £ukAle] ddo] s, B5AF B9 OF‘/]E} Vg {7
ol (d: HEF) 9 X WEe] 43 9 T ZERE v gHo o] ujio] raste 9EAA 9 o

Zefch whdel] wAl g@E Azere] MDR3C @A wsyh glom, mAl 23#Ee] MDRIF sinusoid %9
MRP39] 2@ 238 Trletetl, ole AEUd] B54te] F45 0] =4 28-S Uehle A& dAs] 9%

A g Slvkh 9, MRP29] Edo] s Hd £94F deFH3 BSP 59 7] o129
Hj Aol et Hof ' AAVE FEEA T GSHE vA| HHoz o) iR FaskA HEE GSH7F 7HAH 2ol

0] £330 dnusid 24 WAE $7H0f A4 SRl S 3190 959, GSHE 94 923
2A2A o] £ WEie] #AY 4T 9F H2olA ol 7149 4TS BT ¥ 5 Yok B

;O FH
O

o] 28 M3l cytokine 09 tIE A A A ~HZo|EE AXR T A9 A Ho] Oquzq
o og dA T AA 7)Ao 7h) 7= AT BH|EE cytokineo] T8 HAAL LS 4 suu}?m

8) ZX™Y AUQH(total parenteral nutrition: TPN) Al EHEHA

TPNA BA3HE HEAAE 53 954 44802 TPNS AdwE $xbe) o 2/394 24 4
7 mom, gl RE TPN A8 & 2~ 3% 7ol BT 1 71H02E A HAE TPNo| £350] gl &4 24 9
%4, & okt F tryptophan, & TPN §<jo] Refl =29 v} A7)+ A8t B4 (peroxide), &2
5o] 9= aluminium 50 85 AFE 402 e A0 g YA vk F HAZE TPNo| FE23 o] 3ty
o YA &= ofH At Z Qldte] FFAA L L] Wil taurine] s obv] kAR HEARS] 3 Ao
dast Aoz BET Ae A= gFuldo] Astd £ Jom, I &% serine, methionine &
7EAAL QL obv iAol glutamine o] F5 Ao BFEAAF 2 E F Aot vAHCRZE AF HAE
Ge o2 Yeius g @A ffEedd, vA AGHoE AT 4FH Al AFEH ] )

AA
S 02y %= cholecystokinin
o] BH|¢fo] #AadtEE I sludge’t A HFEAA HAY £ ok TS A

B Fol daste] gy
Alto] SA8HA AL o] 2R E FElEE WELF Srket EH e Foto I E FYHEW W A2EREH 7
= = ;-\]3 01—34 bl E/H

< cytokine ¥H1E 23S o vk 3, F7H AW Aol osto] §FAAE FLE < 3
1=
=

+& 9 (lithocholate) o] JehatAl A H L FFH 7Hol Tdste & sHA "o, ¢k,
0) b3 A}
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4,

AT AFE 3
A 9EHBR FIPA AT

A G ATAE 4B SFE B2 PPN LY FHE Fate) 3
HEa 2 54 9599 F57 U8 S0l GEAA A "n

W5 A RINE 8F ALTAS APAZL 458 4 900, 239 1820850 dehple dt 12
A 2AE 9 W0 4e 70 BEAA 22 HolnE At Ego] HAE Bah $EAAE TPNS S04
W oojRe SANE, TPNS $06h BahE dgolaid uA sdohe 4% 3¢ defelo} shn, 2] 4
9 5% 6 g/kg ooz, Aol A% AT 2 g/kg olahE ZOIER Wik TAE SAHA Qe Agol TPN £9
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