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M cenTajibHbIX >XENYHbIX NMPOTOKOB, Bepo-
AITHO, ayTOMMMYHHOIro reHe3a, NMpu KOTOPOM
NOCTENEHHO Pa3pyLualoTCA BHYTPUNEYEHOYHbIe
)KeJI4HbIe MPOTOKU, YTO NMPUBOAUT K Pa3BUTUIO
AYKTONEeHuu, xonecrtasa ¢ BO3HUKHOBEHNEM ne-
YEeHOYHOW HepoCTaTOYHOCTU B TEepPMUHaNbHOMN
ctapum [1].

Bnepsbie MNBL, onncan B 1851 . T. Addisson un
W. Qull. Mo Hen3BeCTHbIM NpUYNHaAM 3TUM 3abone-
BaHMEM CTPafalnT MNPEeUMYLLECTBEHHO >XEHLLMHbI
(90%) ctapwe 40 neT. MNMBL, BCTpeyaeTca ¢ 4acToTOM
19-151 cnyyaes Ha 1 000000 HaceneHuns. Ha ponio
MBL, B CTpykType MUPOBOM CMEPTHOCTU OT BCEX
LMPPO30B NeYeHn npuxoamnTca nodutn 2% [1].

B npouncxoxaenun NBL, Begyuiee s3HaveHne npu-
[aeTcd reHeTU4eckom npenpacrnosioXEHHOCTU U
HapyLLUEHWNIO UMMYHHbIX MEXaHWU3MOB. TPUITEPHBbIMUA
dakTopaMy MMMYHOMATONOrMYECKOM peakumm mMo-
ryT CNYXWUTb BUPYCHble (renatoTporHble BUPYCHI),
OakTepuanbHble (aHTEpObakTeEpPUN, XennkobakTep)
n apyrve aHturedbl [2]. 10 COBpeEMEHHbIM npen-
CTaBNEHNSIM, OCHOBHAs POJib B MOBPEXAEHUMN KIe-
TOK nedveHu npwu MNBL, npuHagnexmT unmToToKCHU4ec-
KuM T-numdounTam. SNUTENNIN XENYHbIX NPOTOKOB
0Ka3bIBaETCH NHPUNBTPUPOBAHHBIM LIUTOTOKCUYEC-
knumun T-numopouutamm n T4-numdboumtamm, pecT-
puKTUpoBaHHbIMKM No HLA knacca 2 [8].

AHTUTENa K MutoxoHapuam (AMA) - HaaeXHbIln
npuaHak MBL. AMA cBs3biBalOTCS C anmkaibHOMN
MeMOpaHol anuTenmnanbHbIX KIETOK XeMYHbIX Npo-
TOKOB, Ha NMOBEPXHOCTU KOTOPbIX HAXoaaTcs 6enku
rMaBHOrO KOMMJEeKca rmcTocoBMectTMmMmocTu HLA
knacca 2. AMA B BbiCOkuX TUTpax (1:40 v BbiLwEe) 06-

n epBUYHbI GunuapHbIii umppos (MBL) — Boc-
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HapyxuBatoTcs y 90-95% 6onbHbIX [7]. AHTUTENA K
aHTUreHy BHYTPEHHEN MeMOpaHbl MUTOXoHAPWUK M2
oBOHapyXunBatoT NoyTn Bo Bcex cny4yasx MNbL, n cum-
TalT NAaTOrHOMOHMYHBLIMU AN 3TOro 3aboneBaHus.
OHun HanpaBneHbl HENOCPeaCTBEHHO NPOTUB OUTNA-
ponunounauetTunTpaHcdepassl (E2) nupyesatoerna-
POreHasHoro KOMriekca BHYTPEHHen MeMOpaHbl
MUTOXOHOPWI. Bboicokre TuTpbl AMA BbISBNAIOTCA B
OTCYTCTBUE BMOXMMUYECKUX NPU3HAKOB NOPaXeHs
neyeHn. MNMpumepHo y 5-10% naumneHToB C KJIUHU-
4YeCKUMU, BUOXUMUYECKUMN N TUCTONOMMYECKUMMN
npusHakamu MBL, AMA He oGHapyxwusatoT. [pynna
naymeHToB ¢ AMA-HeratmeHbim lNBL, B oTindme ot
AMA-N0M0XNTENbHbIX MALWEHTOB, UMeeT boree Bbl-
COKME TUTPbI OPYrMX aHTUTEN (AHTUHYKIeapHbIe, aH-
TUTUPEOUAHbIE, TMMMOLNTOTOKCUYHbIE N OPYrME) U
6onee HM3KMIN ypoBeHb IgM [4].

Ina paHHen ctagun passutua MNBL, xapakTtepHo
noBbilleHne akTueHocTu WP, T, ymepeHHoe
NOBbILLEHNE NN HOPMaJIbHbIE 3HA4YEHNS TPaHCaAMMU-
Ha3. YBennyeHmne ypoBHs 6uanpybunHa CbiIBOPOTKU B
1,5-3,5 pasa no cpaBHEHUIO C HOPMOI HabngaeT-
CSl MO3XEe N KOJINYECTBO €ro MeaJIEHHO HapacTaeT
[3]. Y 48-60% 60nbHbIX 3a0051€BaHME BbISABASIOT Ha
0eCcCcUMNTOMHO CTaanmM No N3MEHEHHbLIM aHaNn3am
KPOBU, KOTOPbIE BbIMNOMHAOT MO NPUYMHAM, HE CBSI-
3aHHbIM C 3aboneBaHuMeM nedyeHn [5]. 3abonesa-
HUe HauynHaeTcsa He3amMeTHO. CnabocTb — Hanbonee
yacTblh 1 paHHM npusHak MNMBL, 3atem npucoean-
HAEeTCS 3y, KOTOPbI MOXET OblTb MYYUTESbHbIM.
Mo3nHee NoSIBNSETCS XeNTyxa, 00bIYHO CBUAETESb-
CTBYIOLLAS O NPOrpeccmpoBaHum npouecca. pyrue
CMMMNTOMbI CBA3aHbl C MOPTaSIbHON FMNEPTEH3UEN U
OCJTOXXHEHUSIMU, BbI3BAHHBIMM XO/TIECTA30M.

CKopOCTb MPOrpeccMpoBaHns LMppo3a MOXET
ObITb pasHoii. [pu CKPbLITOM TEYEHUN COCTOSIHWUE
nHorga octaeTcs ctabunbHeiM go 10 net 1 6onee, B
Opyrux cnyyasx 60sbHblIE YMUPAIOT OT NEYEHOUYHOM
HegocTaTo4yHOCTU 4Yepe3 5-10 net nocne nepsbixX
nposiBneHnn 6ones3xHn. dekomneHcaumsa MNbBL, He-
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[l 3AMETKU U3 NMPAKTUKK

penko 6biBaeT CNpoBOLMPOBaHa KPOBOTEHYEHNEM U3
BApPMKO3HO pacLUMpeHHbIXx BeH nuuwesoaa (BPBIT)
WIn NHGEKLNEN.

LoBonbHO YacTo obHapyxmBaeTca cBasb MNBL, ¢
OPYrMMn ayTOMMMYHHbIMKW 3a001eBaHUAMKN, Takn-
MU Kak: cuHopoMm LLlerpeHa, peBmMaTtonaHbIvi apTpuT,
cknepoaepmus, 6onesHb PelnHo, TupeonanT Xawum-
MOTO, MNOTMPEOD3, MUACTEHUS, LENnakma B3pOC-
JbIX, MONepeYHbI MUennT, 6ONe3HU KOXK (MI0CKUIA
nuwan, AucKkonaHas KpacHas Bo4aHka, nysbipyar-
ka), CREST-cuHgpom v aop.

Mpwn onarHocTuke MBL, HEO6XOAMMO YYNUTEIBATb
non, Bo3pacTt nauyeHta. OcobeHHO cneayeT noa-
YepKkHYTb, YTO B TPETU Cy4yaeB 3aboneBaHne ama-
FHOCTMPYETCH Yy XeHWwunH ctapwe 60 net. Otanym-
TenbHas 0cobeHHOoCTb NBL, — 0oTHOCUTENBHO peakast
3abonesaeMocTb MyxinH (10-15% B obLuen 3abo-
nesaemoctu MNBLU) [3].

B kavectBe waaocTpaunm npuBognumM onmcaHme
KimHnyeckoro caydasi 6L y MyX4uHbl NOXua0ro
BospacTta (n/6 Ne 6887,/2009r.)

BonbHon C., 71 roa, B mapte 2009 roga rocnuta-
NN3NPOBaH B raCTPOSHTEPOSIOrMYECKOE OTAENEHNE
KB Ne 12 r. MOCKBbI (FMaBHbIN Bpay - 4.M.H., Npo-
deccop A.W. XpunyH), aBASOWENCA KIIMHNYECKON
6azoii kadeapbl rocnuTanbHo Tepannu Ne 2 ne4eb-
Horo dakynsteta PIFMY (3aB. kadenpomn — akagemMmk
PAMH, npodeccop . CTtopoxakoB) ¢ xanobamu
Ha KOXHbIN 3yd, XENTYLWHOCTb KOXHbIX MOKPOBOB,
cknep, obulyto cnabocTb, HapyLLeHMe puTMa cHa u
60apCTBOBAHUS.

M3 aHamMHe3a ycTaHOBNEHO, 4To B dpeBpane 2007
I. BNepBble OTMETUI KOXHbIV 3ya, YCUMBAOLMIACS
B HOYHOE BPEMS, HapacTawLLlyo 00LLyio cnabocTs,
NOXENTEHNE KOXHbIX MOKPOBOB W ckiep. Havan
obcnepoBatbes nvwb B sHBape 2009 r., BbisiBne-
Hbl MOBbILLIEHNE BUNMPYOUHA (OAHHbIE OTCYTCTBY-
toT), renatomeranus, BPBIT 1 cT. Mapkepbl BUpycC-
HbIX renatmnToB A, B, C (anti-HAV IgG, anti-HAV IgM,
HBsAg, anti-HCV) He obGHapyxeHbl. BrniepBble 6bin
ounarHoctuposaH LI HeyTOYHEHHOW 3TUOJNIOTNU.
ConyTtcTtByowme 3aboneBaHus: s3BeHHas 601e3Hb
OBEeHaguaTnnepcTHOM KMk (Barotomus ot 1990 T,
B nocnenywouem pemuccus); MBC: cteHokapaus I
®K; runepToHmyeckasa 6onesHb 2 cT, Il cT., puck 4.
3noynoTtpebneHne ankorosemMm OTPULLIAET, HE KYPUT.

Mpn nocTtynneHun B CTauMoHap COCTOsiHME na-
LMEeHTa cpefHen cteneHn TaxecTtu. Npu ocmoTtpe
KOXHbIE MOKPOBbl, BUAVWMbIE CAU3UCTbIE, CKEPbI
MKTEPUYHbI. Ha KOXe roneHen — cneabl pacyecos.
B nerkux gpbixaHve Be3UKYNSPHOE, XPUNbl HE BbIC/Y-
wwuBatotcq, YA/ 18 B MuH. TOHbI cepaua pUTMUYHbIE,
YCC - 90 yo/muH. ALl - 130 1 70 mMm pT. CT. XXunBoT
MArkuii, 6€3601e3HEHHBI NPY Nanbnauun BO BCEX
otaenax. CeoboaHas XnakocTb B OPIOLLIHOM NoJioc-
TV He onpeaenseTcs. Pasamepbl neveHn no Kypnosy:
7x9x14 cm. ManbNnpyeTcs HUXKHUIA NONOC CENe3€eH-
kn. Pursnonornyeckmne oTrnpaBieHnsi B HOpMe.

MpenBapuTenbHbll ANArHO3: LMPPO3 NeYeHu C
XoJiectatnyeckum CUHLPOMOM. B anarHoctuyeckni
nouck Bko4deHsbl: ML, NMCX, AUT, XKB, oHkonpo-
Lecc renatobuInapHOM CUCTEMBbI.

B kAMHM4yeckoM aHanm3e KPOBWU BCE Mokasa-
Tenn 6e3 OTKIOHEHU OT HopMbl. O6WMIA aHann3
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Mouu, gmactasa B Hopme. bnoxmmmnyeckmin aHanmna:
OounnpybuH obwmin — 66,2 mkmonb/n (N — 0-20,5
MKMOJb/N), 6unmpybuH npsamon — 45,3 Mkmonb/n
(N - 0-5 mkmonb/n), AJIT - 63 En/n (N - 0-32 Eg/n),
ACT-104En/n (N -5-34 En/n), LWL - 1450 Ep/n (N -
64-306 En/n), ITTM -439 En/n (N - 9-39 En/n). Koa-
rynorpamMmma: npoTpoMONHOBLIN NHAEKC — 64,9% (N
—70-130%), MHO - 1,29 (N- 0,85-1,15), npoTpom-
6uHoBoe Bpems — 18,7 ¢ (N — 14-21 c), gpyrue no-
Ka3aTenm He USMEHEHBI.

OKT: putm cuHycosbin, HCC — 74 ya/MuH, npu-
3HaKM rmnepTpodumn NeBoro xenynodka. Npu peHT-
reHorpadun opraHoB rpygHon KneTkn: andeysHbiin
MHEBMOCK/IEPO3, aMdusema nerkmx, Anctpopu-
YeCckne U3MEHEHUs B FPyOHOM OTAeNne MO3BOHOY-
Huka. o gaHHbIM Y3 opraHoB GPIOLLIHON NONOCTU:
renatocnfieHoMeranusg, nopTajbHas rMnepTeH3ns
(BOpoTHas BeHa — 15 MM, cene3eHoyHas BeHa — 10
MM), XONIECTEPO3 XENYHOr0 Ny3blpsl, X0Nenox — 4
MM. BHyTpuneyeHo4YHbIE NPOTOKN HE PaCLUMPEHDI,
AN PY3HbIE NBMEHEHUSA NOAXENYA0YHON XENE3bI.

lMpoBeneH TecT cBA3n ymcen (62 c), 4TO COOT-
BETCTBYET MMWHUMAa/IbHON MNEeYEeHOYHON SHUeda-
nonatuu (MM3Y).

Lns yTo4HEeHMs ayTOMMMYHHOrO reHe3a 3abone-
BaHUS C MOMOLLbIO UMMYHO(DEPMEHTHOrO aHann3aa
NPOBEAEHO ornpeneneHne aytoaHtuten. Boigene-
Hbl B BbICOKOM TUTPpe AMA M2 1:2560. ANA, LKM-1,
PANCA, cANCA, SLA/LP, SMA, LC-1 He obHapyxe-
Hbl.

Ha ocHoBaHuKn xano6 naumeHTa (KOXHbIA 3ya,
XenTyxa, cnabocTb), HaNNYNa BUOXUMMNYECKUX Map-
KEepOB x0JiecTasa B OTCYTCTBME OMNIMapHOM rmnep-
TeH3uu, BbigBIeHna AMA M2 B amarHOCTUYECKOM
TUTpe yctaHosneH guarHoa NbL, knacc B no Child-
Pugh (9 6annos). MNopTanebHas runepteHsns. BPBI
1ct. MMN3.

nsa yTOYHEeHUs rMcToNorM4eckon ctaaum 3abo-
NIeBaHMS NauyeHTy Obina NpoBeAeHa MyHKUVMOHHAs
6uoncusa nedenn (MBI). CnegyeT NOAYEPKHYTb, YTO
n3-3a BbiCOKOW cneunduniHoctn AMA, HekoTopble
KJIMHULMCTbI OCNapuBaoT BONPOC 0 HE0OX0ANMOCTU
MBMy naymenTos ¢ lNBL. Tak, nposeaeHue MBI gns
amarHocTuku NBLL He 06a3aTenbHO Y XXEeHLMH cpes-
HUX NeT ¢ XanobamMm Ha yCTanoCTb, KOXHbIN 3yA, C
Hann4ynemMm BUOXMMUNYECKOrO CMHAPOMA XONecTasa,
NOBbILLEHHbIM coaepxaHuem IgM 1 nonoxurens-
HbiM1 AMA M2. OgHako, npoBeAeHME NYHKLIMOHHOM
MBIy My>X4MHbI C NATEHTHBLIM TEYEHNEM XPOHUYEC-
Koro 3aboneBaHusA neveHn odycrnoBeHo Heobxoau-
MOCTbIO YTOUYHEHUS AnarHo3a, akTMBHOCTWK 3abone-
BaHWS, NCKJTIIOYEHNS «MEPEKPECTHOr0» CUHAPOMA.

lenatobuontat Ne 16652-16655 - BblpakeHHbIN
nopTasibHbIi GUBPO3 C HANWYMEM MpoapepaLmm
XKesIYHbIX MPOTOKOB, MEJIKOOYaroBOro xoJsecrasa.
OTtmevaloTcsa rpybble nopTonopTasbHble CEenTbl C
rycton numboungHon niounstpaumen. ObHapyxe-
Hbl €OMHUYHbIE NOXHbIE OONbKK 0e3 LEeHTpasnbHbIX
BeH. [JaHHble MBI ceBnaeTensCTBYIOT 0 GopMMpoBa-
Hum M. Kak npaBuno, B renatoduontaTtax npu MBL,
MOXHO HabntogaTb 2 n 6onee ctaanii 3aboneBaHns,
4yTO HabngaeTcsa U B AAHHOM Cly4yae.

MpennoXxeHo HECKOSIbKO MPOrHOCTUYECKUX MO-
nenen Ons OUEeHKM BbDKMBAEMOCTU 00sbHbIX MMBLL.
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Bce oHM BkOYalOT onpeaenieHne ypoBHS bunmpy-
OuHa B CbIBOPOTKE. HM npm ogHOM nccnegoBaHUn
He ObIsI0 BbISIBNIEHO NPOrHOCTUYECKOW LIEHHOCTU TS-
XXECTM CUMMTOMOB, Hann4ns AMA B BbICOKOM TUTPE,
aktmBHocTn LD, vnm ammnHoTtpaHchepas. Cpean
NPOrHOCTUYECKMX Mopaenein Hambosiee 4acto umc-
NnoJsib3yeTcs MOAENb KIMHUKKM Meno, ydmnTbiBatow,as
BO3pPacCT, YPOBEHb OuNMpybuHa, anbObyMWHOB Cbl-
BOPOTKM KPOBM, NPOTPOMOMHOBOE BPEMS U aCLIUT,
He3aBucMMo OT peaynbtaToB Bl [8]. MNporHos cy-
LLEeCTBEHHO pasnmnyaeTcs Yy 00JIbHbIX C KIIMHUYECKOMN
CUMMTOMATUKOW M Npyv 6E€CCUMNTOMHOM TEYEeHUW.
YCTaHOBNEHO, 4YTO Aaxe npu AJAUTENbHOM OTCYTC-
TBUN KITMHNYECKMX nposBaeHnii NBLL BbikMBaeMocTb
OONbHbIX HUXE, YeM B 00LLEl nonynauum n npuonm-
>XaeTcs K nokasaTtensiMm nauyeHToB C akTUBHbIM NPO-
LLeCCOM, COCTaBNsAs, N0 AaHHbIM Pa3HbIX aBTOPOB,
7,5-10 neT, a B nepmoa, NpeaLwecTBYIOWNIA TPaHC-
naaHTauym nNevYeHn, BbKMBAEMOCTb NaUMEHTOB Ba-
pbupyeT oT 5,5 oo 11,9 net. Oxnoaemas BbixvBae-
MOCTb Y J@HHOro 60IbHOrO COCTaBNSET 2 roaa.

B nocnegHmne roabl Ons OLEHKM pucka neTtanb-
HOCTM nauueHToB ¢ LI Hawna npumeHeHne cuc-
Tema MELD (Model for End-Stage Liver Disease)
— MoAeNb TepMuHaNbHOM cTaamn 6onesHn nedye-
HU, pa3pabdoTaHHasa AN OONbHbLIX, HYXOAIOLLIMXCS
B TPaHCNAaHTaUMK NMedYeHn, C Uenbio onpeneneHus
CPOKOB NMpoBeaeHna onepauum [6]. Y Hawiero naum-
eHTa no cucteme MELD cymma 6annoB coctaBuna
44 (po 40 6annoB — BbIXXMBAEMOCTb TP MECALLA).

JNeywenne TMBL, npegnonaraeT npeaynpexaeHne
nporpeccupoBaHug LI, a Takke npodpunakTuky
OCNOXHEHUIM — 0CTeonoposa, gedumumTa Xupopac-
TBOPUMBbIX BUTAMWHOB, MOPTa/IbHOW FMNEepPTEeH3UN,
MeYeHo4YHoW aHuedanonatuun. MNMauneHTy Ha3Ha4ve-
Hbl YOXK 750 mr/cyT. u npenapatbl Ans ne4yeHns oc-
NOXHEHUIM (CNMPOHANOKTOH, alodanak, rena-mepu,
aHanpuivH, BUTAMUHHO-MWHEPASIbHbIA KOMMIEKC
C Kanbumem n ButammHom D). Komnnekc neyebHbix
MeponpuaTUA cNocoBCTBOBaN OOCTUXEHUIO MOMO-
XUTENbHON OANHAMUWKWN: NCYE3 KOXHbIW 3y4, HopMa-
JIN30BasICS COH.

3aknioyeHune. OnmcaHne JaHHOro KIIMHUYECKO-
ro HabnoaeHVs CBUAETENBCTBYET O HEOOXOAMMOC-
TW BKJIIOYEHUS B ANArHOCTUYECKWUIA MOUCK Takoro
penKoro ans MyX4nH 3aboneBaHuns neyveHu, kak NbL,
Hapsaay C OAPYrMMU XPOHMYECKUMM 3aboneBaHnsMm
nedyeHn (X3I1). Y naumeHTOB MNOXMAOro BO3pacTta
npwn Hann4ium X3I1 ¢ xonecta3om, UMEETCS BbICOKMIA
PUCK pPasBUTUS 3/10Ka4eCTBEHHbIX HOBOOOpa30oBa-
HUI. NpoaoMKeHo HabnaeHWe, BKOYaloLLLEee K-
HUKO—OMOXMMUYECKUIA MOHUTOPUHE, Y3W opraHos
OPIOLLHONM MOJIOCTU, KaXable TPU MecsLa.
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CAYYAW NEPBUYHOTO BUAUAPHOTO
LUPPO3A Y MYXY4UHbI MOXUAOIO
BO3PACTA

rn. CTOPOXAKOB, WU.T. PEAOPOB,
M.A. YU4KHUHA, C.A. KOCIOPA,
H.B. METPEHKO, A.IO. UABMEHKO

M0 HEM3BECTHBIM MPUYMHAM NEPBUYHBIM OUK-
apHbIM LMPPO30M CTPaaloT MNPENMYLLLECTBEHHO
XEHLLUMHbI, OTANYUTENbHAs OCOOBEHHOCTb — OTHO-
CUTENbHO pekas 3aboneBaeMocTb MyX4uH. Mpea-
CTaBJIEHHOE KJIMHMYeckoe HabnaeHne OEeMOHC-
TpuUpyeT peakuii cnydan passutusa MNBL, y My>XuUKHbI
B MOXWJIOM Bo3pacTte. Takum o6pa3om, JaHHOEe 3a-
6oneeaHne HeobXOAMMO BK/OYATb B AMArHOCTU-
4YeCKMUn MOUCK Hapaay C OPYrMMn XPOHUYECKUMMU
3ab0N1eBaHNSAMM NEYEHN Y BCEX MPYNMN MAaLMEHTOB C
X0NeCTa3oMm.

KniouyeBbie cnoBa: nepBUYHbIA  OUAMAPHBLIN
LMPPO3 NeyeHn, ayTOMMMYHHble 3abonieBaHna ne-
YeHU, aHTUMUTOXOHAPUANbHbIE aHTUTENA
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THE CASE OF PRIMARY BILIAR CIRRHOSIS
IN THE OLD MAN

STOROZHAKOV G.I., FYODOROV I.G.,
CHICHKINA M.A., KOSYURA S.D.,
PETRENKO N.V., ILCHENKO L.Yu.

For the unknown reasons, women suffer mainly
primary biliar cirrhosis, distinctive feature - rather
rare disease of men. The submitted clinical supervi-
sion shows a rare case of PBC development in the
old man. Thus, it is necessary to include the given
disease in diagnostic search alongside with other
chronic diseases of liver at all groups of patients with
cholestasis.

Key words: primary biliar cirrhosis of liver, au-
toimmune diseases of liver, antimitochondrial anti-
bodies



