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[TPUMAPHA BNJIMJAPHA LIMPO3A

Bpanka OMJIMITOBMTR!, Mupocnas OITPR?, Auka MIJIMYR!,
Ceermana [TAPAHOC!

1. Opememe 3a aneproaorujy U KIMHIHYKY nmyHonorujy Knnuudako-GonHmakor meHTpa ,,besxanujcka xoca”,
Beorpan; 2. Onemembe 3a KIUHUYKY MaToaorHjy KanHUYIKO-GOMTHUYKOT 1ieHTpa ,, bexkanmjcka koca”, beorpazn

KPATAK CAOP>XAJ: MpuMapHa bunnjapHa LMpo3a je XPOHNYHO 3anarberbe jeTPe C XONecTa3oM, Koje ce Of/InKyje npo-
MeHama Ha MHTpaxenaTU4YHUM XYYHUM KaHanvkuma y paHuMm cTaamjymuma v Ha napeHxumy jetpe kafda je Bek 6onect
Hanpeposana. Oborberbe NocTeneHo nporpeayje y KNnHUYKy cnnky éunujapHe umpose. MNprumapHa 6ununjapHa Lmposa
NPBEHCTBEHO 3axBaTa 0cobe XEeHCKOr nofia CBMX paca 1 coumjanHor ctaTyca, ctapocTu namehy 35 n 60 roguHa. Hawa
fonecHuua, XeHa CTapocTn 78 roanHa, XocnuTannM3oBaHa je pafan neverba XMnepTpodpuyHe kapanomuonatumje. Y Toky
PYTUHCKOI MCNUTUBakba NabopaToOpUjCKMX aHanmn3a, perncTpoBaHn Cy 3HalLM XOnecTase: BUCOKM HUBOW ankanHe gocda-
Tase 1 rama-rnytamun-tpaHcdepase, KOMOUHOBaAHM C TPOMOOLIMTOMNEHN]OM, BEPOBATHO ayTOMMYHCKOr nopekna. Y ce-
pymy je yTBpheHa xunepxonecteponemuja (7,8 mmol/L), yapyxeHa ¢ HOpManHUM HUBOMMa Tpurnuuepuaa. [ nasHo ou-
jarHOCTMYKO Mepuio 3a NpuMapHy bunujapHy UMpo3y 610 je BUCOK TUTap aHTUMUTOXOHOPWCKUX aHTUTENa Yy cepymy,
Koju je kop, Hawe 6onecHuLe naHocno 1:640. Jlek nsbopa y Tepanmju npumapHe 6unujapHe UMPO3e jecTe YpCoaeoKcu-
XOJIHa KMCEenuHa, Koju CMO NPUMEHWN KOA Hale bonecHuue. Hawa 6onecHuua ¢ npuMapHoM 6unmnjapHOM LIMpO30M W1H-

TepecaHTHa je 30or komopbuanTeTa ¢ 0bosberEM CpLa, KOje je NMpukpuBano obosbere jeTpe.
Krby4He peyn: npyuMapHa bunujapHa umposa, aHTummuToxoHapujcka aHTutena. (CPIM APX LIEJTOK JTEK).

YBOJ

ITpumapna GuinjapHa [MPO3a, OJHOCHO XPOHHYHH He-
CyNypaTHUBHHU JECTPYKIHOHH XOJAHIHUTHC, jeCTe XPOHNY-
HO, IPOTPECUBHO 3aIaJbEIE JETPE C XOJIECTA30M, KOje
IPEACTaB/ba HAJUCIIOBEHUJU CHHAPOM jeJHOT MYJITHUCH-
cTeMcKor obomema. OBO 000/beHE 3aXBaTa UHTEPIOOY-
JIApHE U Ky4YHE KaHaanhe cenTyma y BUIy FPAHYIOMATO-
3HOT [IeCTPYKILMOHOT XOJAHTUTHCA, KOjU HA Kpajy Mpo-
rpeayje y uupo3sy [1]. O6omeme ce jaBpa 6 o 10 myra
yemrhe KoJ JKeHa HEro Ko MylIKapana, Hajuerihe usme-
by 35. u 60. ropgune. Enunemuonomke cryauje y Enre-
CKOj Cy YTBpOWIE TOMUIILY WHIMACHIH)Y ox 5,8-10,6
Ha MWIMOH CTAHOBHHKA, a y CjeaumeHUM AMepUIKUM
HpxaBama ce rogumme perucrpyje 10 000 obomeminx
ocoba, y3 cromy Mopranurera oko 4,1 Ha MWIMOH CTa-
HOBHHKa [2]. JaB/ba ce caMOCTAJIHO WJIN Y CKJIOITy HEKOT
JIPyror ayTOMMYHCKOT O0OJbEa: CKIEpOAepMHuje, Xa-
IIMMOTOBOT THPEOUUTUCA, PEyMATOUAHOr apTPHUTHUCA,
CHCTEMCKOT €pUTEMCKOT JIyIlyca WIN Y/LEePO3HOT KOJIH-
tuca (3, 4]. CBpab koxxe HeobjalmeHe IPUPOJE, MTOBU-
mweHa ajnkanHa Qocdarasa, Grara XUIEpxoJecTeposie-
MUja YeCTH Cy y paHoj ¢a3u GOIECTH U HEPETKO morpe-
IIIHO IIPOTYMAYEHH MM TIpeBUheHN.

Ipuxas 6osecnuxa

Bonecunna, crapa 78 ronuna, npumsena je y Kbl ,,besxanuj-
cKka Koca” I0J, KIMHUYKOM CIIMKOM JEKOMIICH30BAHE Kap.Ho-
muonaryje. Op maBHUX Tero6a HABOAU TYILICHE, U3PaXKEHY
MaJIaKCasIoCT U OIIUTY CIaboCT, 3aMapase pu (HU3MIKOM Ha-
[pe3arby U OTOKE HOTY, LITO je [TOYeI0 Mecell JaHa Mpe TpHje-
ma y 6omanny. borechniia Bume oz 10 roguaa 6onyje ox apre-
PHjcKe XUTepTeHsuje.

IpumkoM npujema y GosHuILy, GOJECHHIA je ACTEHHYHE
rpabe, opronHonuna, xyhkacro npe6ojeHe Koxe U BUIJbUBUX
Ciy3HULA. AyCKyJATaTOPHO: HAJ| AeCHUM IUuyhHUM KpuiioM He-
4yjaH QUCAjHU LIYM Of cpeAmux rryhHux nosma go 6asa, a Je-
BO 6a3asiHO, OC/Ia0/beH JUCAjHU IIYM, Y3 OOWIAH Hala3 KacHO-

MHCIIMPUjYMCKHUX IyKOTa. Paj cpua apurmuyaH, ¢ppeKkseHnmje
oko 140/min, y3 rpy0 CUCTOMHU €JeKLIUOHU IIYM HaJ IIPEKOp-
JMjyMOM, C IIyHKTYMOM MaKCHMyMOM HaJ aOpTHHM yiuhem;
HOPMOTEH3HBHA. JeTpa ce maamnupa 3a oko 10 ¢m ucnog gecHor
pebapHor syka, 6e3 cruleHoMeranuje. Ha morkonenunama Te-
cractu eaeMu. Y eIEKTPOKApAXOrpamy: 3Hauu ¢uépuianuje
MPETKOMOPA C AINCONYTHOM aPUTMHjOM KOMOPa, (ppeKBeHIIHje
oko 150/min, xomnnexcu OS ox V, no V,, y3 3HaKke xuneprpo-
duje u cucronnor onrepehema ese KOMOpe.

Y OCHOBHUM J1aGOPATOPU]CKUM aHAIM3aMa: TPOMOOIUTO-
nenuja panra 70-105 X 103, 6e3 npomena y 6pojy epurpouu-
Ta U JIEYKOLWTA, Y3 O1ary KOHjyrOBaHy XHUIEPOHINPYOUHEMU]jy
(46,8 wmol/L npe tepanuje, u 19,5 wmol/L nocne tepanuje). Y
CepyMy: 3HATHO BHCOKM HHBOM €H3HMMa XOJecTase (aJKajHa
docdaraza: 845-1023 mmol/L; GT: 250-263 mmol/L), y3
cnabo uspakene 3Hake Hekpose henwja jerpe (AST: 70-84 U/L
u ALT: 42-56 U/L). Enextpodope3om nporenHa yTBpheHa
Grara XuroajgbyMUHeMuja, y3 JIAKY XHUIIEPIIOOYIMHEMH]Y, TIpe-
BacxoaHo ¢pakumje rama u iobynuncke ¢hpakuumje P. Y munu-
JoTpaMy je PerncTpoBaHa camo xuiepxosecteposnemuja (7,8
mmol/L), 6e3 npoMeHe y KOHLEHTpALUju Tpurnnepusa. Map-
KEPHU XEIaTOTPOIIHNX BUPyca HUCY OTKPHBEHH, a KOATY/IAI[HO-
Hu ipodui je 610 y rpanunama pedepeHTHIX orncera. Y ceau-
MEHTY YPUHA 3HALM ypUHApHE nH(QEKIHje n3a3BaHe rpaM-Hera-
tusHuM Gaktepujama (E. coli). Ha penarenorpamy rpyguor xo-
IIa youaBa Cce M3/MB y MPOCTOpP IUIeype, JeCHO, OO IMpPeLher
okpajka IV pebpa, n Xxurocrarcka GpOHXOIHEYMOHH]a, AECHO,
napakapaujanHo. CeHka cpua MuoONarcke KoHGUrypauwje.
Exokapauorpadckum mpernenom HabeHu cy 3Hauy KOHIEH-
Tpu4He Xuneptpoduje MUOKapAa JeBe KoMope U riyhHe xu-
neprersuje (48 mmHg), ymepeHO TelIka CT€HO3a aOPTHOT
yurha u cHuKeHa ejekyuona ¢pakuumja (66 nocro). Ha ynrpa-
coHorpadckoM nperiesy TpOyxa 3anaskeHa je XenaroMerasuja
(170 mm), 3HaNM KaJKyI03€e Xy4He Kece, 6e3 quiaTanuje UH-
TPaxXeNaTHYHUX U EKCTPAXENATUYHUX JKYYHHUX IIyTeBa, Oe3
crteHoMeranuje (BenmmunHa cesune 115 X 60 mm). Hasene-
HM Hazla3 je noTBpheH npernesoM aGLoMeHa KOMITjyTepru30oBa-
HOM TOMOrpadujoM, YuMe je MCK/byYeHa HeoIUla3Ma jeTpe U
naHkpeaca. E30(harosyoseHOCKOICKN Hanas ykasyje Ha Auc-
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TaJIHHU €30(aruTHC MPBOI CTENEeHa, KACKAJHH JKely4al U Xpo-
HHUYHU FaCTPOLYOJEHUTHC, 6e3 3HAKOBA KOMIIPECH]e U HEOIIPO-
neca Ha ParepoBoj manwian. 360r TpomGouuTonenuje ypahexa
je cTepHAIHA IMyHKUUja U JOOUjeH je HopMasaH Haja3 JIo3e Me-
rakapuonuTa. 360r YyIOpHE TPOMOOIMTONCHNU]e, HaIa3a JKyd-

HUX TIyTeBa YJATPa3BYKOM M IIOBHMIIEHUX €H3MMa XOJecTas3e

|- S, R E LY & e BE
CJINKA 1. a) T'paha jeTpe HapyLleHa, MOPTHM NPOCTOPU UHW-
TpucaHn NUM@OLUTMA U PETKUM XUCTUOLMTMMA C pa3aparem
namuHa jeTpe. XenatoumTy nokasyjy 3Hake pereHepaumje. (Xe-
mMaTokcunnH-eo3nH, 200X); b) YBehaH npeTxogHu npukas (HE,
400X).

FIGURE 1. a) Destruction of the liver tissue, portal areas are infil-
trated by lymphocytes and rare histiocytes with apparently
destructed hepatic lamination. Some of hepatocytes are present-
ing signs of regeneration (Hematoxylin and eosin staining, 200 X);
b) Enlarged view of the previous description (HE, 400 X).

’ i A ML : _ 0 A W
CIMMKA 2. PeTukynuHcka Mpexa HapylleHa Mofbem KonarcHe
durbpoase (6ojere Ha peTukynuH, 400X).

FIGURE 2. The reticulin network is destructed by the field of col-
lapsed fibrosis, (Reticulin staining, 400X).
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o6aBJ/beHE Cy MMYHOJIOIIKE aHAau3e. YTBPhEeH je BUCOK TUTap
AHTUMHUTOXOHIpUjcKUX aHTUTena (1:640), Ge3 aHTHHYKIeap-
HHX aHTUTeNA (METOAOM UHAUPEKTHE MMyHO(IIyopecLeHIHje)
y cepyMy, KpHOITIOOY/IMHA, pEyMAaTOULHOT (haKTOpa, UMYHCKHX
KOMIIIEKCA (METOAOM IOJIMETHICH-IVIHKOM) M aHTHHEYTPOQuII-
HHUX aHTHTENA [UTOIUIa3Me.

[ujarnosa mpumapHe OunujapHe LUPO3€ XUCTOIOIIKU je
norBphena cienom nepkyranom 6uoncujom jerpe (Ciuke 1 u
2). Y ToKy XoCnuTanM3anyje moveTa je Tepanuja npumMapHe o6u-
JIMjapHe HPO3€e YPCOLEOKCHXOMHOM KHUCEIMHOM U MAmbUM [O-
3aMa KOPTUKOCTEPOUIHUX JIEKOBA, Y3 HEPOpPAIHY HAJZOKHAIY
putamuna AD (xematonporekTusHO) u opapehenum xurujen-
CKO-IMjE€TETCKUM PEXUMOM. 360r 3HAKOBA [EKOMIIEH30BAHE
KapAHoOMHoOIIaTHje GOIECHUNA je JOLATHO JeYeHa HHTCH3UBHOM
muyperckoM TepanmjoM, uaxuoutopuMa ACE, KOpoOHapHHM
IUIATATOPUMA, AHTHAPUTMHIMMA, aHTHOHOTHIMMA. [locie
[IPUMEHEHE Tepalnuje HacTaje CyOjeKTHBHO [TO0OIbIIAkE U I10-
pacr 6poja tpomborra (120 X 10%/L).

JVCKYCHJA

Ormrcana GosecHHIIa ¢ IPUMAPHOM OWIMjaPHOM I{HPO-
30M, crapa 78 roauHa, HeyoOu4ajeHa je 360r TpU UHibe-
HUIIE: PEJIATUBHO KACHOT JKUBOTHOT J06a y KOoMe je 6o-
JIECT OTKPUBEHA, [[yrOT aCHUMIITOMCKOT [TEPHOfAA U U30-
CTaHKa KOMOPOHHUTETA C HEKOM JPYrOM ayTOUMYHCKOM
6onemhy. C mpyre crpane, 3HAIU IIOGATHOT TOTYIITA-
bd pajJia cpla, KapJujaaHa XernaToMeraianja u Kajakyso-
3a JKy4yHe Kece IPUKPUBAIU Cy OCHOBHY OOJIECT.

Ilpema Hama AOCTYIHMM IOJAaLMa U3 JIUTEPATypPE
060/beme je IPETeKHO KOJ, 0C00a JKEHCKOT 101, U3Me-
by 35 u 60 roguna xusota [1], Mmaga cy omucanu u 60-
JiecHUIM cTapuju of 65 roguna [5]. Ilpema uctum ayro-
puMa, AWjarHo3a NpUMapHe OWInjapHe LUPO3e IOCie
65. romuEe KUBOTA HOCH ca co60M m Behy omacHoCT of
6psker passoja uupose jerpe u Kpaher untepBana usme-
by mocraembeHe mujarHose u seranHOr ucxoxpa (5, 6].
ITpumapha 6unujapHa OUPO3a ce YeCTO OTKPHUBA Y TOKY
JIPYTUX ayTOMMYHCKHX 000Jbeba, Kao mro cy: Cjorpe-
HOB CHHJpPOM, MopOyc PejHo, caprongosa [3, 7]. Kuxn
(Kiechl) u capaguuum [8], y cBoMm npukasy 43-rogue
6oJecHuIIe, OMKCY]Y VAPYKEHOCT IpUMapHe OuinjapHe
LUpPO3€e C MUACTEHUjOM IpaBuc, TBpachu xa nmocroju 06-
JIMTATHA TTOBE3aHOCT 00a obobema. Kox Hame 6omecHu-
e MOCTOje JEKOMIIEH30BaHA XUMEPTPO(PUIHA KAPAUO-
Muonaruja u riyhHa XurnepreHsuja, Yiju Cy CUMITTOMH,
6ap y MoueTKy, HajBepPOBATHUjE IPUKPUBAIN IPECUMII-
TOMCKH CTa/iijyM GOJIECTH.

INpumapna 6GunujapHa EPO3a OIUKYje Ce TOBHIICH-
OM KOHIEHTpanujom ankanHe Qocdarase, rama-rryTa-
mu-pocdarase, S-HYKIEOTHIA3E U JIEYIIMH-AMUHOTIETI-
THAAa3e y cepyMmy. lllaBHO AujarHOCTHYKO Mepuio 3a
IpUMapHy OWINjapHY LHMPO3y jecTe Haaa3 aHTHMUTO-
xoHApujckux aHturena (AMA, turap Behu on 1:40) y
cepymy, ca crermduanornhy 3a anturen M, yayrpauimse
MeMmOpaHe MuToxoHgpuja xenarouuta [9]. bepr u mero-
BH CapaJHUIU Cy Y CepyMy 0coba 000eux Of IpumMap-
He GWIMjapHEe NUPO3e OTKPUIM JOII HEKOJIUKO CIIeId-
(DUYHMX AHTUMUTOXOHIPHjCKUX AHTHTENA, U TO AHTHUTE-
na crienududHa 3a aHTUreH M, u aHTHTeNa cienududHa
3a antured M, a 1984. rogune OTKpuBeHa Cy ¥ aHTUTE-
na crerduyHa 3a anTUreH M, Koja cy NO3UTUBHA y pa-
HUM CTaJujyMuMa IpUMapHe OUInjapHe LUPO3e U KOJ
oko 50 mocro pohaka o6osenux o npuMapHe Gunujap-
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He IMpOo3e KOju He TOCe[yjy aHTUTela CrienudpuyHa 3a
arrures M, [10, 11]. Ha ocroBy crenuduyanoctn aHTH-
Tema, GonecHUIM ce KIacu(UKyjy y TPU BEJUKE TPYIIE.
IIpBa rpyma mocemyje camo aHTHTena crenupuyHa 3a
M, n mporsHo3a BUXOBOT 06OLema je Hajbosma. Jpyra
rpymna, Koja Mmocefyje aHTuTeNa CrielduyHa 3a aHTure-
He M, 1 My, ¢ TommjoM je MpOTHO30M, 0K je Tpeha rpy-
na, ¢ AHTUTEIUMA y CepyMy CriequdUUHUM 32 AHTUTEHE
M, n M, c HajmommjoM IpOTHO30M 06obema. Kog us3-
BECHOT Gpoja GOIeCHUKA Y CepyMy He HaJIA3UMO ITO3UTH-
BaH TUTAP aHTHTE/a CrenUUYIHEX 3a aHTHreH M, anu
ce MOJKE YCTAHOBUTH 3Ha4YajaH THUTAP AHTUIIIATKOMH-
wuhHUX aHTHTENA, Y3 HETATUBAH HAJIA3 AHTUHYKJIEAp-
Hux a"tuTena [12]. AHTuHYKIeapHa aHTHTENIA Cy UHAYE
KJIMHUYKY 3HA4YajHA 32 [AUjarHO3y MpUMapHe GuinjapHe
uupose kox oko 30 mocro GonecHuka. Behu npornenar
NO3UTUBHOCTU ce cpehe KOI GOJIeCHUKA C eKCTpaxerna-
TUYHIM MaHUQecTanyjamMma mpumMapHe GUIMjapHe [Hpo-
3€, KA0 IITO Cy CHHPOM CHKa (sicca), nudysHa CKiepo-
nepmuja. Huson AMA kop Hamie 6osecHune GHIM Cy
3Ha4ajHo nosuiieHu (1:640), amu HEICMO perucTpoBasn
AHTHHYKJICApPHA AHTHUTENA, IITO je KOPEJIHCaIo C U30-
CTAHKOM €KCTPaXeNmaTHYHUX MaHupecTauuja.

Ipyny ayroanTuTeNa 3HAYAJHUX 3a AUjaTHOCTUKY MIPH-
MapHe OWInjapHe UPO3e YMHE U ayTOAHTHUTEA IPOTHB
[UPYBAT-AEXUIPOreHa3HOT KOMIUIEKCA YHYTPALIIbE MEM-
GpaHe MUTOXOHJPH]ja, ¥ TO Ha Cy6jepununy E, [13], un-
Me Ce €BEHTYaJIHO MOJKe OOjaCHHUTH Ja je MOJIEKyJaapHa
»MUMHKpPHja” jefaH Of UMYHOIIATOTCHETCKUX MEXaHU-
3aMa y MNPUMApHO] OWIMjapHO] LUPO3U. Y HACTAHKY
060sbema OUTHY YJIOTY UrpPajy GaKTepUONOmKH (hakTo-
pu Koju obyxBarajy mojaBy obauka R E. coli y cromaum
u Behy yuecrtanmoct ypuHapHHX WH(EKIHja H3a3BAHUX
rpaM-HeraTuBHUM Gakrepujama [14], kao urTo je cay4aj
Y KOJ Hauie 6osnecHurle. Y aunugorpamy Koz oko 60-70
[IOCTO OOJIECHHUKA OIMCAHA je M3Pa3uTa XUIEPXOJIecTe-
poiemuja, 6e3 MpOMeHa y KOHLEHTPALUjU TPHUIVINLEPH-
Ja (CIIMYHO KAao KOJ Halme 0OJIeCHHMIlE), KAO U I0jaBa y
cepyMy HEHOPMAJIHOT JIMIIONIPOTENHA anda U UKC (Koju
HajBepoBaTHHje 6uBa yrpaheH y memGpany sumMdonura
T u ,,3anyker” je 3a HUXOBE ATOTOKCUYHE e(eKTE).

Y mocraBpamy AMjarHo3e MpuUMapHe OWIHjapHe LH-
po3e MHOTOOPOJHI [{MjaTrHOCTHYKHN MOCTYNIH (YITPACco-
Horpaduja u KoMIjyTepusoBana Tomorpaduja abmome-
Ha, €HJJOCKOIICKA PETPOrpaJHa XOJIaHIHOIIAHKpeaTorpa-
¢wuja, manapockonuja) Urpajy yJaory y UCK/byduBaby ce-
KyHIAapHHUX y3pOKa GHIMjapHEe LHPO3e, JOK MATOXUCTO-
JIOLIKY TIperyief TKUBA JeTPe CIY>KU CaMO Kao METOJ 3a
Bepudukanmjy aujaruose. Mako He mocroju crienuduy-

Pyxoiiuc je gocitiasmwen Ypeguumitiey 28. VI 2001. 1o0une

Ha Tepanuja 3a NpUMapHy OWIHjapHy LHPO3Y, NPUMeHa
YPCOJIEOKCHUXOJIHE KHUCEIMHE TIpeMa HaMa JOCTYITHUM MO-
maupma [15] goBogu [0 AeNMMUYHOT ITOOOJBIIAKA K-
HUYKE CJIMKe, ajld Ce IIPBU TepPaInujcKu e)eKTH youaBajy
TeK 6 Meceny Of IOYeTKA IpuMeHe Tepanuje. bpojuu
[TOKYIIAjH MPUMEHE KOPTUKOCTEPOUAHHUX JIEKOBA Kao
OCHOBHE Tepariuje HICY Ce TIOKa3aIu epUKACHIM, jep ca-
MO TPEHYTHO JeJlyjy Ka CMamberby CTeneHa uHdaamanmje
MapeHxuMa jeTpe, ajM He CIPeYaBajy pas3Boj LUpoO3e.
HajBarkHuju TepammjcKu IMOCTYIAK jeCTe OPTOTOICKA
TpaHCIUIAHTAIU]a jeTpe KOJ, KOje je Y4eCTaIOCT peruiu-
Ba BpJso Mana [16].

JINTEPATYPA:

.Cvori¢ M. Primarna bilijarna ciroza. U: Teodorovi¢ ] (Ured).
Gastroenterologija. III deo. Excelsior, Beograd 1999;312-7.

2. Jorge AD, Leuschner U. Primary biliary cirrhosis. Aetiology, diagnosis,
clinical manifestations, treatment, mechanisms of action. 6™ edition.
Falk Foundation, Freiburg 2000.

. Akimoto S, Ishikawa O, Takagi H, Miyachi Y. Immunological features
of patients with primary biliary cirrhosis (PBC) overlapping systemic
sclerosis: a comparison with patients with PBC alone. J Gastroenterol
Hepatol 1998;13:897-901.

4. Koulentaki M, Koutroubakis IE, Petinaki E, Tzardi M, Oekonomaki H,
Mouzas I et al. Ulcerative colitis associated with primary biliary cirrho-
sis. Dig Dis Sci 1999 44:1953-6.

. Newton JL, Jones DE, Metcalf JV, Park JB, Burt AD, Bassendine MF et
al. Presentation and mortality of primary biliary cirrhosis in older
patients. Age Ageing 2000;29:305-9.

. Tsuji K, Watanabe Y, Van De Water J, Nakanishi T, Kajiyama G,
Parikh-Patel A et al. Familial primary biliary cirrhosis in Hiroshima. J
Autoimmun 1999;13:171-8z

. Maddrey WC. Sarcoidosis and primary biliary cirrhosis. Associated
disorders? N. Engl J. Med 1983;308:588-90.

. Kiechl S, Kohlendorfer U, Willeit J, Pohl P, Vogel W. Myasthenia gravis
and primary biliary cirrhosis. Common immunological features and
rare coincidence. Acta Neurol Scand 1996;93:263-5.

. Strassburg CP, Jaeckel E, Manns MP. Anti-mitochondrial antibodies
and other immunological tests in primary biliary cirrhosis. Eur J
Gastroenterol Hepatol 1999;11:595-601.

10. Klein R, Berg PA. Organ specific antibodies against liver mitochondria
in patients with primary biliary cirrhosis (PBC) and their relatives.
Hepatology 1984;4:750.

11. Klatskin G, Kantor FS. Mitochondrial antibody in primary biliary cir-
rhosis and other disease. Ann Intern Med 1972;77:553.

12. Kitami N, Komada T, Ishii H, Shimizu H, Adachi H, Yamaguchi et al.
Immunological study of anti-M2 in antimitochondrial antibody-nega-
tive primary biliary cirrhosis. Intern Med 1995 34:496-501.

13. Potter KN, Thomson RK, Hamblin A, Richards SD, Lindsay ]G,
Stevenson FK. Immunogenetic analysis reveals that epitope shifting
occurs during B-cell affinity maturation in primary biliary cirrhosis. ]
Mol Biol 2001;306(1):37-46.

14. O’Donohue ], Workman MR, Rolando N, Yates M, Philpott-Howard
JW. Urinary tract infections in primary biliary cirrhosis and other
chronic liver diseases Eur ] Clin Microbiol Infect Dis 1997;16:743-46.

15. Ikeda T, Sato C, Noguchi O, Kobayashi F, Tozuka S, Sakamoto S et al.
Improvement of peripheral blood lymphocyte subsets in primary biliary
cirrhosis after ursodeoxycholic acid therapy. ] Gastroenterol Hepatol
1996;11:366-72.

16. Nozaki H. Experimental study on the effect of ursodeoxycholic acid in

liver transplantation. J Jpn Surg Soc 1992;93:1481-8.

s

o

“w

N

~

o

N

215



CPMCKN APXNB 3A LLEJTOKYTHO JNNEKAPCTBO

BIBLID 0370-8179, 130(2002) 5-6 p. 216

UDC: 616.36-004-07
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B. FILIPOVITSH', M. OPRITSH?, A. MILICHITSH', S. PARANOS'
1. Department of Alergology and Clinical Imunology, Bezhanijska Kosa Clinical and Hospital Centre, Belgrade
2. Department of Clinical Pathology, Bezhanijska Kosa Clinical and Hospital Centre, Belgrade

Chronic non-suppurative destructive cholangitis, the so-call-
ed primary biliary cirrhosis, is characterised by changes,
which occur in intrahepatic bile ducts in early stages and in
hepatic parenchyma as the disease progresses. The disease
gradually evolves into the full-blown picture of biliary cirrho-
sis. Primary biliary cirrhosis predominantly affects women
between 35 and 60 years of age in all social classes and in
all races. Our patient was a woman, old 78 years old who
admitted for treatment of hypertrophic cardiomyopathy. Du-
ring the routine laboratory exploration, signs of cholestasis
were noted: higher values of alkaline phosphatase and ga-
mma glutamyl transferase, combined with low level of plate-
lets, probably of autoimmune origin. Hypercholesterolaemia
(7.8 mmol/L) associated with normal values of triglycerides
was observed. The main criterion for establishing the diag-
nosis of primary biliary cirrhosis was the titer of antimito-
chondrial antibodies in the serum, which was 1:640. At the
same time, she had a urinary infection, caused by Escheri-

chia coli, which confirmed possible relationship between pri-
mary biliary cirrhosis and occurence of some Gramm nega-
tive bacteria, reported elsewhere. On the other hand, biopsy
of the liver was just an auxiliary method, serving for the con-
firmation of diagnosis. Ursodeoxycholic acid was used as
the main drug in the therapy of primary biliary cirrhosis. This
case of primary biliary cirrhosis is a worth report because of
the comorbidity with cardiac symptoms, which were cover-
ing symptoms of hepatic disorder.

Key words: Primary biliary cirrhosis, antimitochondrial anti-
bodies. (SRP ARH CELOK LEK).
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