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LA A3 899 FAR R SHEY 2P

AR nidist Wetad, dAldTegny” Wagay”

M3A-EZx - 82 -0/ -0lHH
e - 22 - 2ol - Holgt - gz

hFTieti o 3tue vishetial

0|

M 2

QA AH FaYe TR Fune A
34 43os g gitg zUsts U4 Ao
BA, 2 & Ao a@Ey 454 d3dg,
E3 A4%403ds gdel lodn 4iA A 5
W Ao g ASE Bu P gole IysiA
#Hx 1A ot vkt viwdgAg mE dYy 1A
o] 7b5¢ e AHD U, HYgelxE @
gl MR olu] 4] WA Sy RIEHT 3L
I, oh A igdel gEHe A7 oF 40-70%
Ax2 Budn o FPde o NEs}
T AN PAE ¢ BN @v Aex U
A, Fulel e H2ol Aok A AN BB
Jol AHoz wuH: Jev ) o= WAZA
A4 PP/ 2YE(ERCP)O] FUelME B
ANPHT e R fAY Rz B

A2t 83 AsE 3JAME alkaline phospha-
tase’t BA3 45 BHEF MY ¥ £AL B
Ql 404 At BN, B} 2de 2P A
o WAZA d84 BB ZAE(ERCP)E 3y
el A7AE Holxn, 123 HAME w4 HHA
4 gEde 248 By AW A4y Hugem
2% 4 UAAD 148 A7) Xastes ulo
o, =3 AR5 Zalg A7 Duels BIE
408 TARA I Y-S BAsd feivel 9w

H 4019959 549 1Y
% 7} 19959 8Y 294

/g

il

A 4899 AL dotrnzt gk

g d

404 Sz FqATE JY 14 AREY AN HE2yg
T Y 4 ARE 24 §eE F4LE B FY
W sty HENSE Jdwa dE4 A8y
ey Fae]l AlgEo] Bdd At 4 &
£54e QU HAY 4 7EHY Be) 27AL ¢l
Ak A EA4G A A2, 42%9F A8%8, &
A2 gd 58 Zxsgoy 2y, 25 4 gy
e gt
W Al Al o1ty Hal 424 98k 110/
70mmHg, & 365C, Yot 858 /min, EFS 18
A/minP 1, A HAT g 2oy YRR
d 5&Fstdez o] 28X AR FAHJLY ¢F
< sk WY ZA AEd g g HAM 9y
F 5700/mm’, ¥M2 98g/dL, #HAvhEAR 30.2%,
Y49 192,000/m* A1, ¥% A} FA glucose
86mg/dl., cholesterol 157Tmg/dL, total protein 6.8
g/dL, albumin 2.7g/dL, total bilirubin 5.0mg/dL,
direct bilirubin 3.7mg/dL, alkaline phosphatase
513IU/L., SGOT 103IU/L, SGPT 33IU/L, r-GT
213 IU/LelRe™, prothrombin time& 92%(1.04
INR)HE 2t EA12 ZAME HBs Ag(-—), anti-
HBs(—), anti-HBc(—), anti-HCV ()03, A7}hat
A A FANA 1:20 weakly positive, anti-ds
DNA 1:10 weakly positive® 220, anti-HIV
(—=), Ab(—-)¥x, C.IC.(cir

Ed

anti-mitochondrial
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Fig. 1. Abdominal computed tomography shows
mild dilatation of both intrahepatic bile
ducts.

Fig. 2. Endoscopic retrograde cholangiopancreato-
graphy on admission shows beaded appea-
rance of intra~ and extrahepatic bile ducts
and pruned-tree appearance of intrahepatic
bile ducts.

culating immune complex) 46 ug/mlE F7}5] o]
AR

44 34 ABE R 2 FAM vphidE
U AW 28E HRed, A F9 &
A oiso] AT B A &3 #9449 &
AL HolA ot EE B AFERA(Fig.
1) 949 59A ERCPE Al¥sict @3 T 29¢4

Fig. 3. Ultrasono-guided gun biopsy specimen of
the liver shows portal-portal fibrous septum
formation( X 100, H&E staining).

Fig. 4. Concentric periductular fibrosis of a me-
dium-sized bhile duct, which shows oblitera-
tion of the lumen. The epithelial cells have
atrophic degenerative appearance( <400, H&
E staining).

B 2 gL ez, UHE} UYgHEE
beaded appearance ¥ pruned-tree appearance&
Bov diddstelyd Ady ¥stel 4278 #ds
A WrHFig. 2). ¥4 A3 Ha@yg Adstl
49 7TYA 2R T DEARAE AP,
23 234 B3 49 A3 AR A &
AgZ(bile ductule)s] F4 F Hf4 w4 ¥=
el 5EAAR HAEL gAY & AMHFig. 3, 4.
P 1044 ALGY dFGE wiAS) A AR
A z2gedolde B3 I x1lem 2719 A4 o
ol Eo] 47 g%k

2 49 SYARE  ursodeoxycholic acid
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(UDCA)E E&3ton, A4 1098 A8¢ €3
38t ZAMF total protein 8.4g/dL, albumin
3.2g/dL, total bilirubin 3.3mg/dL, direct bilirubin
1.4mg/dL., alkaline phosphatase 528IU/L, SGOT
621U/L, SGPT 341U/L, r-GT 157IU/L, proth-
rombin time 98%(1.01 INR) 525, YAl )
bilirubin X Azt §2pe] Az T4 s
g4g 13dAel HUstdcok Ty g@xie Hdg
UDCA E43x @n A7t saictr), 549 545

Fig. 5. Endoscopic retrogrde cholangiopancreatogra-
phy performed 5 months later since initial
presentaion, shows more dilatation of the
extrahepatic bile duct due to stricture of the
distal common bile duct and non-visuali-
zation of the intrahepatic bile ducts due to
stricture of the porta hepatis.

of g HalxA ejdie] WYt A HAL &7
4 total bilirubin 43.8mg/dL, direct bilirubin
20.0mg/dL, alkaline phosphatase 1077IU/L,
SGOT 255IU/L, SGPT 150IU/L, r-GT 272IU/L
ojglen, tia Algg ERCPA Fo9d 4%7
Ao 2GR v 35 ey BER
o] gy WAooz Qe NPT Ao ZYHX
¥AthFig. 5). #AHE HHo2d UYAEH AN8E
A8l dEWE guidewireE Y3t} HERE
T gol AEch #zlellA AT FEA A
e B-g& WA o] oj4e] FHFEL o|Fo
22 ggtom, 2IGFE 7TAY S AlgE Hez
#FA=HAE

| ot

g AN G899 vzl =F FPez o
AAdgert 24 Mayo clinic® ¥ Lahey clinic®ol
Mz}t 1744 2 1609 i A4 HE Ra
Hh Qlol 1 el A 9 gAe] Z 4ERAA =JU
ot viA e dH(25-454) AN zEstm, Gin)
€21 Axg FAdA Zuss Aoz ¥y
on, WA HAGAH dFETe §F wEsE o 40-
70% FEE Bagn Yo #H FYelNE 4
A 73y gudy S Az disive AY o4y
vk gley, 7itE dRAME A7 9 90498
7h Abtdeog HIasgewn, HGiHE A 2:18
M8l Bagh fApEhd 2 dHE HF 514
(13-844)2 ot mHogttm #cp ' 1P g w
A4 AFY dFEHY e o 10%9A4 AN
i apedt R qoke] wldAE 1 HY WE Q7Y
AGd dddse] o] L5E& BoFn ok

Table 1. Patients’ Demography and Laboratory Findngs on Admission

Reference  Sex Age Ulcerative colitis ALPUIU/L) r -GT{U/L) TB'(mg/dL) Anti-mitochondrial antibody
Kimetal® M 27 - 451 461 55 -
Choetal® M 30 + 939 208 NM™ -
Joo et al’” F 51 - 614 NM 19.8 -
Jooetal® F 8 - 1136 NM 298 -
Seoetal. F 40 - 513 213 5.0 -

TB”: total bilirubin,

NM"" : not mentioned
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Table 2. Symptoms and Signs on Admission

Main symptoms

Reference and duration

Associated symptoms RUQ’ tenderness Hepatomegaly Splenomegaly

Kim et al® RUQ pain, 1day Pruritus, jaundice + - -

Cho et al¥?  Hematochezia and NM™ + - -
dizziness, 15 days

Joo et al'? Jaundice and Fever + - —
pruritus, 7days

Joo et al'®  Jaundice, Imonth RUQ pain, fever - - -

Seo et al. Easy fatigability Pruritus - + +

and jaundice, 4months

*RUQ : right upper quadrant, "NM : not mentioned

Table 3. Diagnostic Procedures, Extent of Bile Duct Involvement and Qutcome

Cholangiographic

Reference L
examinations

Bile duct involvement

Liver biopsy Outcome

Kim et al® ERCP IHD" and EHD™

Op. cholangiogram

Operative wedge biopsy of liver Alive when reported

Cho et al® ERCP IHD only Peritoneoscopic liver biosy Alive when reported
Joo et al'® ERCP IHD and EHD ND™ Died 36days later
Joo et al®® ERCP IHD and EHD ND Died 20days later
Seo et al. ERCP IHD and EHD Sono-guided gun biosy Died 7months later
“IHD : intrahepatic duct, “"EHD : extrahepatic duct, “"ND : not done

St NE B Afe) AA $Age] 2 A
A, £E 27 $WE ZHARERA 2 e ¢ S+ 9
o AL HAES ZFAE THA F 547}
BIHD Yg Rolc} 541F P 20 R o4} 342
238 dxllA o Zwsigon, AR FAF
o] 40MI(27-80M)EAM AT Rust RARIEC
(Table 1). ¥ FellA T4 H%Y dFdgel 33
g 9y AR Bede 145t wase] o
FZ4e B¢, 493F, 24 AuH, $A4EE 5%
2 AFPL Solx, ¥4 ALE ukx Fn )
F4 AR FAHE N FALE Hol: ALE 9
O olgta AAL AAME 9] 50% o] FellA
g, o, v dE Rk @l
FUE R e 54F 4o el A 3
doA 2gFo)] YReH, $4ER % 7 uz
Z 5ol 7 1444 Bitg 32402 545H%]
tHTable 2). ¥ = 59 ZFal: AFY W24
B 240z yesigo 84 43 [ dA)
34 Z27}9 alkaline phosphatase ¥ 7-GT W&

ol ERCPE Aldsle] 44 34 daydez 3g
¥ ZoltiTable 1). A¥s o] e Aoz ¢
23 I vithe qARge] FEldiAn Ax U

4 A3 Fady Ade A, walde
A, 248 7oz JdeArch 19849 LaRusso
Ve o8 AAE WG 7)Ee Jstd YR PAA
¥% alkaline phosphatase’} AR} 2ul o]4 Z
7tlojor &tal thiel AAE FAHAHY HE 29 X
AR z2AEH LWL Bojof v, EF fe g2
A, AL S, 22A0H AGV)E el E HA
of B$ddAeEs XHT 29x 72& NPT HF9
g 2 23 dAe] e AFE JAgelN AA)F)
B ez sof dg. a2y H2d Kaw 0
85de) WA HEH FBE YRAF 22494 A
Al By AnF g4 Fe] g E Hadn, gez
T4 EANuie] WA AEY FEP o] )
Aol e e FA3AG. olddE Hxe ¥
% bilirubin ¥ transaminaseX %7}, anti-mito-

chondrial antibody &4, antinuclear antibody &

_%..
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4 2 ZXAY F4 Fol g HEHOE A}
$371E P FuRndME AAdA alkaline
phophatase’t “4&¥e] A2 (mean 7306,
range 451-1136IU/L), anti-mitochondrial anti-
body+ &A1t Table 1). #HZell= w4 ABA
AE-e Fubgh A B4 B@8geA antineu-
trophil cytoplasmic antibody(ANCA)7} #& w1
A, o] ANCAE 94 7y gdadgelN:s
65%, AGAY WFFAME 68% AHEZA Yoz
Ueom fud 984 AEF ¥ 94 BY == C
Y g oA 2EEA g Reg Rz ¢
o gtozm A A4 wAPS Bz g
o] 88 Aol AMAEe FHE v Eid 2 F
ol My obd ANCAC Hig 7€ vk 8 ¢
T A3 GB9Y o 60-80%AM FHoE e
Tt 8= HLA-AlL HLA-B8 ¥ HLA-DR3™ &
dud Azld ga@gde ¥dF KA 7iHE
gubgsls AU, §H4 wie] guEy g
et e oi® HLA typed #do| =zx ¢
o2y gheA] RAIS o & HAog Aztgn
24 Az Sude Add A A &
A9 BERY 42748 s 2 HuE xE =
2% gan Fo 2ok #Fo] wase 3= &
#o] $EBEHAE A A(beaded appearance)o|H,
ol YW h Fake] WHoz st FuA 9
£4€ ¥ol& pruned-tree appearance® HR.QITh
® o) o el ul4HaHband-like stricture) B
282 AdY W3diverticulum-like outpouching)
£ 294 Uckn ). Jansen® Sanderst'® ©@
#e) Wz 3 g S8E A7) 5%, U9 7
Pogt FFE A7 11%, Thleigel 2% w3
B B H$7t 84%E F2 A @ ZAAMA We]
dojdg mmEPoH, TWAME ¥ FHE XHs)
o 4ol A Zhielgge ZF #WE Y2 = 57
9] FHANAT T Bk e WE 2 Ao
2 7lesxn UrK(Table 3). 9432z A 3
A gags fARE 9F AAA BEY S B
#Eg 88 AP 4F A o VégH 9
WA FEA A FU9, GAle 23 B4 Wy
9 ZRaEE v 44 AE ¢ U Rez 4
ZtE 5, 4 984 AHEAlelE anti-mitochon-

drial antibody 7} %Adelx @@zgey wHe 3}
7 F2 gie] JguAd Heoli B4 7he|w el
T WV RolA g Moz Ay
P ogezga B8 o4 g3 ndde UL
o] o] Badd dwy sty d@dL
Hla] Y3 2o &4 7o) Falx g ol B
Holr'® 19 gk Aty A4 FBIAY FAG 7
=29 24 9 dd23 &3e
Ao M B, B3 do W
A gAste 718RgE) donth
gobA Foul tola] el e o] B4 ke Y
d &4 Bol Aoz Ay AN dugs g
@ goli= 99 AFE wh=A] majsol @
g A4 Fuge I 224 FE 49
M7 wrol Ed, Al 17]6xE MEESY dg
& B¢ Gude 45 9 vFr )9, A 2719
ME FEAR 38 B9 2743 g8 S ¢
oA Hi, A 37ldME BREe] #HEa F&E
g AHE Beolw, ofXg A 47)ddAe WY
Aol #aET srh FWERHAM = 5F 34
AN ZERAPAPY AREATH, 36 BN F2
A 3718 23 4£3& Bolw o Azdd ¢
4 g Sagg Jdssn sl Hel dFe
HFrzde &7 9 =48 268 zHsY, £ 5
09 B3% 80M o ¥ FA: dEzIe4
beaded appearancefio] FIrge] HiERHZ UF
43 n¥eln), ¥A CEAAZ #vhe 3 9 =38H
¢ o] glcke H FolM &5 A2y F34Y
gades dArd e FAZ e Aoz BAY
g2 dEAYOE WAJAAR] zHBolx,
cyclosporine, colchicine, azathioprine, metho-
trexate, penicillamine, FK-506 %ol A|%=5o] go
vooka 1 AR wHEAHA B 9 Zaeoda),
MEY, =24 F9 Az B2go] FA7F Houoh
zev A2 UDCAZE A A3 dadds &
gt 2aggle]l F4, AHNA HAlade BE
ZALA 2 BEZYE LAMAE ZAANGE B
27h Qem®H 1 7lhe e o) 4wl
o AA, EALE P45 9Eo AeAE HEE
& Hojxled, UDCAE °l54d E82
o) ApA-E FMMA TEHE FY
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i
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=9 gFEs F/HAA TEHE Foly, MR, &
FolMe) #F F+E AANFIR, A, Axute)
cholesterol® phospholipid®] §#& Adlo G5
o] THAE "Rl EAE Ut oixgdor
UDCA= HAIE 339} #AEL: HLA class 0T
antigend Z#E dAs= ¥ ZHZLEEL @
5 Chazouilleres $%& 1599 w4 A4
F3d FRIM of 649 EQL Y 8-16meg/kg 2l
UDCAE %989 alkaline phosphatase, y-GT,
aminotransferase §¢ @A F49 mE QR 4%
F %9 F43del UAckn B 1n&Hs, O'Brien
$7% 1299 @AM 307493 UDCAE 2§A1A
A AE P YAEe ZATE oy % F
GeH 6AET thA] dddR2 dHEHASE B
ageh E£¥ Stiehl 5 9 Beuers $°& UDCA
E FAW 23 Rojdir & dzdg vz F
o Azietr 9 dabael Faeld A AzA
= gr 9 H3e 94F 34 & 2adgdh o
& TR AME FEXE 5 diE AdF]
on AHzEe ZddME UDCA AH&% 7% 4
PAFEe 54E Yoy HAF B2t Yo o
A FAsAn, 3G TN Algate] B oekale
AL Fodst FHBAE 2] B3 o}HE S A
o} 2y UDCAS] wEsloats B 283 9
B NLSFE Q= Ao dztsineg g% elofAle}
o] Hgayol 7jijgrt

A A HHEe FEH0g UolHE "e
2 A Y FHZoliz Wed) ggol) 34 HEYE
A7) A nAH & Ao AT X o
g% 4ol AAY FAY D759 43E Hole
BAEF T o] e Ao WAAH xgs)
gA A elYel Bt Qe AoR HaHn gly) g
o3 wgo] mAA & Wade glola A
Age] FHdME gdol Agw Al 33 ERCP
4 EFrED 4% 9 R §ae) AYgd 24
of s WAAAY ARE AlTdYey guide-
wire7} ZHER Hag Fstx] E3te A#siyvt

A ALY RS T 4wy B F8gel

Aol diAAAE g Ao dae nxx Bi=
Aoz BaHz gt
g A gadelA olde HeFe Ay

3 o9, AR ANE ¥, 7% A 5oy
A FELW ¥ F% £719 ¥gz Dol4FE 19
R 2d AEge 742 1%, 57%E 2nHT oy
Lol 2ol Alg A)7lel disiNE of w= e oA}
#e Aot Wiesner 57 e 717o o3
WFo] vehdy] Hell 7holA & Al&iElE Zo| o}
FEE Huste] A9A FH4A G899 A% Az
A Zroldl Al71& EFAIFAT FZEgrt

24 A3 2uge dE:s danze uat of
9] Apelzt ed), oA BAEE ol&% AT
A Wiesner §7& 4%, 834 bilirubin |, @44
T2, 454 dAde EA H5F 2 dzgdwr) Fol,
Farrant $°Y2 zhd), wjguid), 247 A
2 ®A alkaline phosphataseX %o}, 8n
Dickson % ¥4 bilirubinx), r2x47] A
2 uPged Fol dlfe] 988 mAdn ¥ aag
o B8 gE A4 W9 dF9ke] #AE Martin
5V s FHr4Ese UegE AM WEA
959, NFET AHA 999, PET WA
91 ¥28 o7t fl= Ao Hol 9oy, Craig
59 mwael ejatd PuERe] Fael 75% ol4
o] H¥ 3¢ AEFo] PYFAYELERT 19% HAE 7
433 ZEE @il Holst g x AMe 25%
B 9 AfoeE 16% A% Taen 8le 95y
% Amst ¥ B4 &S B FUY =9
Bornman §& %4 oddsd ¥F alkaline
phosphatase’t #7t=o] Qe FF342 @A A
e HAHA g4 2D 2deY AGE 9o
M HE g F4E Bely] 7Rle) AE 717HE 6539
o8 RSt FFite] 8x71 F4o] gl SR
dF7t $5E BAOT, Wiesner 0% 24 {5
et &g Hol7t AgE Bug v Utk e
ndEdNE A Y 2 = 579 Fae 924 A
3 gader zuidn HYE § o FaE
Folgtn &t Avj FARE dxE ¢ F Ao,
F 579 2 2ele 25 49% 9EY 2 H¥3o
2 #4Y olel Attrstgci(Table 3). AAESY F
A= w2y rzhde] Algsided, 54, ¥,
) B, 1.3)9) alkaline phophatase, &8 3t
247 9 Iy A% ThigEY & Fo| yr
o FRAAE L3R Az Mg

_98..
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2 %

Azl B ¥ ANE HAMY alkaline phos-
phatase’t @43 4¢8 BF FANY 7L LB
B2l 404 oA} gaelA, dF 2dg 23 Aol
Qo WARA g4 gAF 2YS(ERCPHY A
P39 4274¢ Holn, T2 IFAME 44 H
A4 FEdY 2L B dEH A3 gHger
g £ U 1648 FEEA7I Bashs viol
o, SAlo Azxge] FHlsh 23 S| KIE 44
§ @AM 1 d4de Basto feyel du4d A
A gade 54 & dolrtth

% 50]F Juiv= 2:322 oo @i, B4
#e Uzl 4041(27-80M)oldTh 545 1ol A
ob o APA gk kel AT, F=2Y
& &34 54%F 4oode e FEE BF A
stgen, 1deMy IhgEe *§se] At o
= vy $2 ool 54F 347} AbEEigan, 2}
z} 369, 209 % 7/HYA Abgste] Zogd ¢
ZH=el g7 aYHAY FH 4Ly ARAE F
#holA BAUA AMWEL s HLA typing %
ANCA 5& Suinand e Heda HaA=x gol
ol & & Frh

FUelXE ERCP7t 48 A=z Jerz &
Ago] disl F4E 1A BF Wiy A#A
g89de BadE 4A 718 AR Jdignh

= Abstract =

Primary Sclerosing Cholangitis : Report
of a Case with a Clinical Analysis of
the Cases Reported in the Korean
Literature

Jung Kun Seo, M.D., Jun Pyo Chung, M.D,
Hyeon Geun Cho, M.D.,, Kwi Soon Lee, M.D.
Kwan Sik Lee, M.D, Chae Yoon Chon, M.D.
Jin Kyung Kang, M.D,, In Suh Park, M.D.
Ki Whang Kim, M.D." and Ho Geun Kim, MD."”

Department of Internal Medicine, Department of
Radiology®, Department of Pathology™, Yonsei
University, College of Medicine, Seoul, Korea

Sang In Lee, M.D.

Department of Internal medicine Ajou University,
School of Medicine, Suwon, Korea

We experienced a case of primary sclerosing
cholangitis(PSC) in a 40-year-old female who com-
plained of jaundice and pruritus. Marked elevation of
serum alkaline phophatase level, typical beaded
appearance and pruned-tree appearance on endosco-
pic retrograde cholangiography, together with a
finding of chreonic obliterative fibrosing cholangitis
on sono-guided gun biopsy specimen of the liver led
to a confirmative diagnosis of PSC. The patient
responded to ursodeoxycholic acid (UDCA), but was
reluctant to treatment and died of hepatic failure 7
months later.

PSC is a very rare disease in Korea. So far, only
5 cases including our present case have been
reported in the Korean literature. Male-to-female
ratio was 2:3 and the median age was 40(27-80
years old). Ulcerative colitis was associated in one
case. Four cases involved both intra, and extrahe-
patic bile ducts and one case was reported to be
confined in the intrahepatic bile ducts. Fatality was
in 3 cases, 20 days, 36 days, and 7 months after the
initial presentaion, respectively. The causes of death
were acute cholangitis and sepsis in two, and
hepatic failure in one.

We herein report a case of PSC and clinical
charateristics of the reported cases in Korea, and
review the literature with an emphasis on UDCA
treatment in PSC.

Key Words : Primary sclerosing chlangitis, Korea,
Ursodeoxycholic acid



1

2

-

3

=

4

=

o1
=

6

habd

7

~—

9

=

10

=

11

~—

12)

13)

— gzt c AS53E A 1E BW Al443 % 1997 —

REFERENCES

LaRusso NF, Wiesner RH, Ludwig J, MacCarty
RL : Primary sclerosing cholangitis. N Engl ]
Med 310:899, 1954

Helzberg JH, Petersen |M, Boyer JL :Improved
survival with primary sclerosing cholangitis. A
review of clinicopathologic features and com-
parison of symptomatic and asymptomatic pa-
tients. Gastroenterology 9201869, 1987

Lindor KD, Wiesner RH, MacCarty RL, Ludwig
J, LaRusso NF: Advances in primary sclerosing
cholangitis. Am [ Med 89:73, 19%)

Lebovics E, Palmer M, Woo [, Schaffner F:
Outcome o primary sclerosing cholangitis :
Analysis of long-term observation of 38 pa-
tients. Arch Intern Med 147:729, 1987

Wiesner RH, Grambsch PM, Dickson ER,
Ludwig J, MacCarty RL, Hunter EB, Fleming
TR, Fisher LD, Beaver SJ]. LaRusso NF:
Primary sclerosing cholangitis: Natural history,
prognostic factors and survival analysis. Hepa-
tology 10:430, 1989

Martin FM, Rossi RL, Nugent FW, Scholz FJ,
Jenkins RL, Lewis WD, Gagner M, Foley E,
Braasch JW :Surgical aspects of sclerosing
cholangitis : Results in 178 patients. Ann Surg
212:551, 1990

HHEN, APHER SHIEZ, BBEH: Primary
sclerosing cholangitis. FFIRBE, 26:379, 1993
A8, M, v EE, ojHdd, olAdT, WYY, o
S, FAY, A 4Ed AsA gu9 1d.
N gtA stz a7 25:395, 1993

ZAQ, &g, A, AEY, dre H54, 9
5, ARA ARG RS Fug AU
AgA At Jo #3738 sl A F
A &8 &3 plld, 1994

FA e, ol H, o] &8 v, $%53 o]F4, o
249, A4 AHeg 299 24
kA8 )8 A 270138, 1995

RILEMH, BFHRM, X%, EWNEH4G, SHH R
EREr ERN HETH: FEIRIM Hii BRER
O 1Al MR 91123, 1988

BERX, =R, BREN MPWE 2TEHE &
HheE, BRLEW—, IFEHR=:Bh, Br [CHRFHBUH/IR
BLTIWEREMEY REXO 5. R E 12
793, 1991

Kaw M, Silverman WB, Rabinovitz M, Schade
RR: Biliary tract calculi in primary sclerosing

h=]
w4,

14)

15

-

16

s

17

~—

18

=z

19)

20

=

6o
i
~

[a®]
N
-~

23

g

._l(x)._

cholangitis. Am J Gastroenterol 90:72, 1995
Chapman RWG, Marborgh BA, Rhodes JM:
Primary sclerosing cholangitis: A review of its
clinical features, cholangiography and hepatic
histology. Gut 21:870, 1980

Duerr RH, Targan SR, Landers CJ, LaRusso NF,
Lindsay KL, Wiesner RH: Neutrophilic cytoplas-
mic antibodies: A link between primary sclero-
sing cholangitis and ulcerative colitis. Gastroen-
terology 100:1385, 1991

Donaldson P71, Farrant JM, Wilkinson ML,
Hayllar K, Portmann BC, Williams R :Dual
association of HLA DR2 and DR3 with primary
sclerosing cholangitis. Hepatology 13. 129, 1991
Chapman RW. Varghese 7, Gaul R, Patel G,
Kokinon N, Sherlock S: Association of primary
sclerosing cholangitis with HLA-B8. Gut 24:38,
1983

MacCarty RL, LaRusso NF, Wiesner RH: Pri-
mary sclerosing cholangitis! Findings on cholan-
giography and pancreatography. Radiology 149:
39, 1953

Jansen PLM, Sanders JB:Primary sclerosing
cholangitis: An unresolved enigma Scand J
Gastroenterol 194:76, 1992

Wiesner RH, LaRusso NF, Ludwig J, Dickson
ER : Comparison of the clinicopathologic features
of primary sclerosing cholangitis and primary
biliary cirrhosis. Gastroenterology 88:108, 1985
Roulot D, Valla D, Brun-Vezinet F, Rey MA,
Clavel F, Degott D, Guillan J, Verduron ], Rueff
B, Benhamon JP: Cholangitis in the acquired
immunodeficiency syndrome. Report of two
cases and review of the literature. Gut 28:1653,
1987

Davis JJ, Heyman MB, Ferrell L, Kerner ],
Kerlan R, Thaler MM : Sclerosing cholangitis
associated with chronic cryptosporidiosis in a
child with a congenital immunodeficiency disor-
der. Am | Gastroenterol 82:1196, 1957

Shea W], Demas BE, Goldberg HI, Hohn DC,
Ferrell LD. Kerlan RK: Sclerosing cholangitis
associated with hepatic arterial FUDR chemo-
therapy: Radiographic-histologic correlation Am
J Roentgenol 146:717, 1956

Martin M : Primary sclerosing cholangitis. Annu
Rev Med 44.221, 1993

Stiehl A, Raedsch R, Rudolph G, Theilmann L:
Treatment of primary sclerosing cholangitis with
ursodeoxycholic acid . First results of a con-
trolled study. Hepatology 10:602, 1989



— MR 4109 - Ay ARy 48 FAET ¢ SEY ad—

Treatment of primary sclerosing cholangitis
with ursodeoxycholic acid: First results of a
controlled study. Hepatology 10:602, 1989

26) Chazouilleres ), Poupon R, Capron JP, Met-
man EH, Ohumeaux D, Amouretti M, Couzi-
gou P, Labayle D, Trinchet JC: Ursodeoxy-
cholic acid for primary sclerosing cholangitis.
J Hepatol 11:120, 1990

27) O'Brien CB, Senior JR, Arora-Mirchandani R,
Batta AK, Salen G: Ursodeoxycholic acid for
the treatment of primary sclerosing cholan-
gitis: A 30-month pilot study. Hepatology
14:838, 1991

28) Beuers U, Spengler U, Kruis W, Aydemir U,
Wiebecke B, Heldwein W, Weinzierl M, Pape
GR, Sauerbruch T, Paumgartner G: Urso-
deoxycholic acid for treatment of primary
sclerosing cholangitis: A placebo-controlled
trial. Hepatology 16:707, 1992

29) Rudolph G, Endele R, Senn M, Stiehl A:Ef
fect of ursodecxycholic acid on the kinetics of
cholic acid and chenodeoxycholic acid in
patients with primary sclerosing cholangitis.
Hepatology 17:1028, 1993

30) Johnson GK, Geenen JE, Venu RP, Schmalz
M]J, Hogan W] Endoscopic treatment of
biliary tract strictures in sclerosing cho-
langitis: A larger series and recommendations
for treatment. (rastrointest Endosc 37:38, 1991

31) Gaing AA, Geders JM, Cohen SA, Siegel JH:
Endoscopic management of primary sclerosing
cholangitis: Review, and report of an open
series. Am J Gastroenterol 8812, 1993

32) Cangemi JR, Wiesner RH, Beaver SJ, Ludwig
J, MacCarty RL, Dozois RR, Zinsmeister AR,
LaRusso NF: Effect of proctocolectomy for
chronic ulcerative colitis on the natural history
of primary sclerosing cholangitis. Gastroen-
terology 96:790, 19589

33) Wiesner RH, Porayko MK, Dickson R, Gores
GJ, LaRusso NF, Hay JE, Wahlstrom E, Krom
RAF : Selection and timing of liver trans-
plantation in primary biliary cirrhosis and
primary sclerosing cholangitis. Hepatology
16:1290, 1992

34) Farrant JM, Hayllar KM, Wilkinson M, Kavani
‘J, Portmann B, Westaby D, William R:
Natural history and prognostic variables in
primary sclerosing cholangitis. Gastroentero-
logy 100:1710, 1991

35) Dickson ER, Murtaugh PA, Wiesner RH,
Grambsch PM, Fleming TR, Ludwig ], La-
Russo NF, Malinchoc M, Chapman RW,
Kaplan MM, Maddrey WC, Williams R,
Farrant M, Langworthy A : Primary sclerosing
cholangitis: Refinement and validation of sur-
vival models. Gastroenterology 103:1893, 1992

36) Craig DA, MacCarty RL, Wiesner RH,
Grambsch PM, LaRusso NF:Primary sclero-
sing cholangitis: Value of cholangiography in
determining the prognosis. AJR 157:959, 1991

37) Bornman PC, Lemmer ER, Robson SC, Wright
JP, Girdwood AH:Asymptomatic primary
sclerosing cholangitis in association with inf-
lammatory bowel disease. ] Clin Gastroen-
terol 16:263, 1993

- 101 -



