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1 KOMEHTApIB YM iHLLIOro 3BOPOTHOIO 3B'A3KY 3aMOBHITb popMy:
$dopMa 3BOPOTHOrO 3B'A3KY LOAO L€l Bepcii HacTaHOBM

Bepcis uboro AoOKyMeHTY ANa APYKY: http://guidelines.moz.gov.ua/documents/
2918?id=ebm00218&format=pdf

HacTtaHoBM Ha 3acafiax [0Ka30BOoi MeAULIMHMN.
CtBopeHi DUODECIM Medical Publications, Ltd.

HactaHoBa 00218. NepBUHHNN
6iniapHUN XONaHriT

Ritva Koskela
Jukkapekka Jousimaa
2018-03-29

OCHOBHI NOJ1I0XXeHHSA

* PaHiwe Le 3aXBOPHOBAHHA Ha3MBaAN NEPBUHHMM BiniapHUM LMPO30M,
asie HOBA Ha3Ba - NepBMHHMI 6iniapHUi xonaHriT (MBX) - onncye noro
HaMKpaLLe: ayTOIMyHHE 3aXBOPIOBAHHSA NeYiHKK, iKe NpU NOBiIbHOMY
nporpecyBaHHi MOXe Npn3BecTM 40 LUMpPOo3y.

* XPOHi4yHe XonecTaTnyHe 3aXBOPIOBAHHSA 3 HEBIAOMOLO E€TIO/OriErD
XapaKTepM3YETbCA 3anasIeHHAM APiOHMX XXOBYHNX MPOTOK.

* Ha MOMEHT AiarHOCTMKM Y NALLIEHTIB YaCTO € /INLWE Ki/ibKa CUMMNTOMIB.
O6cTeXXeHHA pO3MOYMHAKOTbL Y 3B'A3KY 3 MiBULLEHMM PiBHEM JYXKHOI
docdatazm (J10).

* 3HayHe 36iNblUEHHA KOHLEeHTpPAaLi 6inipybiHy € 03HaKoOK aKTUBHOIO abo
NPOrpecyroyoro 3aXBOpOBaHHS.

Enigpemionorisa
» 3axBOPIOBAHICTb CTaHOBUTL 0,2-5,8 HoBUX BUNAaAKis/100 000 HaceneHHS,
nowwmpeHictb 10-50/100 000 HaceneHHA.

* 90% NALEHTIB € XiHKaMMW.
 [lMepwinpossu 3'aBnatoTbea v Bili (20-)40-60(-70) pokis.
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CnMNTOMM Ta O3HAKM

* TMNOBWM NAUIEHTOM € XiHKA CeEpeAHbOro BiKy, KA H& M3aE CMMNTOMIB
a60 HaABHa iX He3Ha4yHa KiNbKiCTb.

* AHOMa/bHY KOHUEHTpauito JIO BnABNAIOTbL BUNAAKoBO.

¢ MoXnuMBi cuMnTOMU: CBEpOIX, XXOBTAHMLSA Ta renatoMeranis.

o [eHepanizoBaHui cBepbix, CNOYaTKy NMLLIE BBEYEPI, €
PO3MOBCOAXEHMM cuMnTOMOM. CBepbix Moxe 3'aBnTnCA Nig,
4ac 33aCTOCYBaHHA ecTporeHiB abo Nikapcbknx 3acobis, Lo
BUKJINKAKOTb XONECTa3, a iHOAi i y 3B'A3KY 3 BariTHICTIO.

o JKoBTAaHMLO BUABNAOTb Y 10% NauieHTIB.

o [enaTtomeranito BUABNAOTb Y 50% NALIEHTIB Npy NepBMHHOMY
0b6CTeXEeHHI.

« CnneHoMeranito, KCaHTenasMmmn abo LUMpo3 neviHkn BUABNAIOTb Yy AeAKNX
NaLiEHTIB BXe Mic/1A iX NepBMHHOIo 06CTeXeHHS.

* HecneuundiyHi cuMnTOMM BKOYAOTb BTOMY, CyrnoboBi cMMnToMK Ta
cyxicTb y poTi abo ouax.

* OcTeonopo3 [551s"°*|OcTeonopos] € NOWMPEHNM MNPM NPOrpeCcyBaHHI
3aXBOPHOBaHHA.

O6cTe)XeHHA

» [mB. OuiHKa NauieHTa 3 BiAXWIEHHAMM pe3ynbTaTiB GYHKLIOHANIbHUX
ne4viHkoBMx NPob [H512"°%3|OwjiHKa cTaHy naujienTa (-...]

* OCHOBHi 1abopaTopHi AOCNIAXKEHHSA
o LLIOE 3a3BM4an 36inblUYy€ETHCS.

o MigBULLYETHCA PiBEHb XOJIECTEPUHY Ta XXOBYHNX KNCJIOT NPU
6inbL TAXKKOMY 3aXBOPHOBAHHI.

* PiBeHb JI® B Ns1a3Mi KpOBi 4aCTO MNOMITHO NiaBULWYETLCA. AJIT Moxe
6yT1 NOMIPHO NiABULLEHOIO.

* PiBeHb ITT Moxe 6yTn nigueHnM. binipybiH 36inbluyeTbCA NnLIE Npn
NporpecyBaHHi 3aXBOPHOBAHHS.

e AKwo 36iNbLIYETLCA TiIbKN KOHLUEHTpaLia JID, cnia npoBecTy TeCT Ha
isopepmeHT J1D.

* TecCTyBaHHA HA AyTOIMyHHE 3aXBOPHOBAHHA NEYIHKMW: aHTUTINA A0
rMaAeHbKOl MyCKY1aTypK, aHTUMITOXOHAPIANbHI aHTUTING, IgG, IgM
o AHTMMITOXOHAPIAJIbHI AHTUTINA BUABNAKOTLCA Y 95% XBOpUX.
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o CnpoBaTkoBui IgM 36inbliyeTbca y 80% nauieHTiB.

* Bi3yani3auia neviHku
o Pe3ynbTaTu yNbTPa3BYKOBOT iarHOCTUKN MOXYTb By TH
HOPMaJIbHMMM ab0 BUABJIATY 3MiHMW, LLLO CBiAYATb NPO LMPO3
(ManTe Ha yBas3i TaKOX iHLLI eTionorii).

o MP-xonaHriorpadis iHoai KopucHa Nnpu AndepeHLinHin
niarHoctuui (418 BUKJIIOYEHHA NEPBUHHOMO CKJIEPO3YHYOro
xonaHrity [NCX]).

» bioncia nevyiHKn1 3a3BMYan BUKOHYETLCA AN1A NIATBEPAXKEHHSA AiarHOo3y Ta
CTYNeHA ypaXkeHHA NeYiHKu.

* lMpwn andepeHUinHin aiarHoCTULi CNip BpaxoBYBATH iHLLI XO/1€CTAaTUYHI
33aXBOPHOBAHHA NEYIHKN | ULMPO3, BUKJIMKAHNMN IHLLUMWN NPUYMHAMMN.

JiarHocTtunka

* [1O3UTUBHI AHTUMITOXOHAPIA/IbHI AHTMTINA Ta NiABULLEHA KOHLEHTpaLif
J1® B nna3mi cBig4aTh HA KOPUCTb AiarHO3y NepBUHHWI biniapHUn
XOMAHTIT.

* CTyniHb Ypa>keHHSA NMeyviHKK1 cNif ouiHUTK 33 flonoMoroto 6ioncii neviHku.
Te PaniaA el Ba@icl Boselsl (o8]

* He BCTaHOBJIEHO XOA4HOr0 Npenaparty, AK1in 61 ynosisibHUB
nporpecyBaHHA XxBopobu. Ypcoae3okcnxoaesa kucnota (13-15 mr/noby)
Ha pPaHHiX cTaaiax noninwye NabopaTopHi NOKa3HMKMK i, UMOBIPHO,
BiZICTPOYYE PO3BUTOK LIMPO3Y Ta HEOOXiAHICTb TPAHCMNIAHTALLiT NeYiHKN,
ane HefoCTaTHbO A0KAa3iB NPO BM/IMB HA AOBrOCTPOKOBMI MPOrHO3
(65525 1C] -

» bynecoHia (6-9 Mr/noby) y Nno€aHaHHI 3 ypCcoae30KCMXOJIEBOO KUC/I0TOM
iHOZi JonoMarae y npobaieMHux BunaakKax (noraHa Bianosigb Ha
NiKyBaHHA ypPCOAE30KCMXO01EBOIO KMC/IOTO, CYTTEBI 3aMaJibHi ABMLLA 33
pe3yIbTaTaMM MCTOIONYHOro AOCAIAXKEHHS, ane BiACYTHICTb LMPO3y
neviHkm).

» CBepbix MOXHa NiKyBaTW aHTUTICTaMiHHMMM NpenapaTamuy,
pndamniumHomM abo xonecTMpamiHoOM, AKNI TaKOXK KOPUCHUI ANA
CYNYyTHbOI FinepxoieCTepUHEMiII.

e Cnig B AOCTATHIN KiIbKOCTi NPUIAMATK KasbLin i BiTamiH D, w06
3an06irTn ypa>KeHHo KiCTOoK.
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OcTeonopo3 MoXHa nikyBaTtn bicpocdoHaTamm abo eCcTporeHHnM
NNacTMPOM NiC/I MEHOMNAY3W.

Moyke 6yTn HeobXiAHO TPAHCMN/IAHTALA NeYiHKKN Y 3B'A3KY 3
ycknagHeHHAMM MNBX: ne4iHKoBa HeAOCTATHICTb, peunanBHi KpOBOTEYI 3
BAaPMKO3HO PO3LIMPEHMX BEH, aCLUNTW, AKi BaXKKO MiAAaI0TbCA NIKYBAHHIO,
HecTepnHui cBepbiX NOB'A3aHNI 3 X0OJ1IECTAa30M, TOLLO; 3a3BMYaM He
paHiwe, HiX y BiUi Big 60 Ao 65 pokis.

JlikyBaHHA Ta CNOCTEpEeXKeHHA NPOBOAATLCSA B CNeLiasi3oBaHOMY
MeANYHOMY 3aK1a4i.

YacToTa NoAanblUNX KOHTPOJIbHMX OrNAAIB BU3HAYAETbCA TAXKKICTHO
33aXBOPHOBAHHA NEYiHKN.
o (DYHKUiIOHANbHI NEYiHKOBI TECTU NPOBOAATb KOXHI 3-12 MicauiB

o Y3][] ne4iHKn KOXHi 1-3 poku

MporHos

3arocTpeHHsA 3aXBOPIOBaHHSA Jierile nepenbaynTy, HixXX y 6inbLiocTi
iHWKX umpo3i.. MiaBMLLEHA KOHLEHTPALis 6inipybiHy € 03HaKkow
NMOraHoro NporHosy.

Micna No4YaTKy CMMMTOMIB O4YiKyBaHa TPUBANICTb XXUTTS 6e3
TPAHCM/IaHTALiT NeYiHKM CTaHOBUTb 5-10 pokiB.

[NoB’'A3aHi pecypcu

KokpaHiBcbKi ornaan [595:2"|Primary biliary cirrhosi...]
I[HLWi AOKA30Bi BUCHOBKMW [§9%5%2"|Primary biliary cirrhosi...]
OHNanrH pecypcn [5o5%222"|Primary biliary cirrhosi...]

Nitepatypa [§55%2%2"|Primary biliary cirrhosi...]

HacTtaHOBM

HacraHosa 00419. OCcTeonopo3.

HactaHoBa 00213. OLjiHKA CTaHY NaLi€HTA (-KM) 3 aHOMAaJIbHUMMU
pe3ynbTaTamMu NeviHkoBux npob.
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Jokasosi ornagn Duodecim

« Jlokasosuit ornag 04630. D-penicillamine for primary biliary cirrhosis.
Jlata oHoBneHHsA: 2004-12-17
PiBeHb goka3oBocTi: B
Pestome: D-penicillamine appears not to reduce the mortality of patients with primary
biliary cirrhosis and increases the occurrence of adverse events.

« Jlokasosuit ornag 04848. Methotrexate for primary biliary cirrhosis.
Jlata oHoBneHHsa: 2010-07-27
PiBeHb gokasoBocTi: C
Pestome: Methotrexate may not be beneficial in patients with primary biliary cirrhosis
compared with placebo.

« [Joka3osuin ornag 05736. Azathioprine for primary biliary cirrhosis.
Jlata oHoBneHHsa: 2007-12-19
PiBeHb noka3oBoCTi: B
Pestome: Azathioprine appears not to be effective for patients with primary biliary
cirrhosis

» Jlokasoswui ornag 05742. Cyclosporin A for primary biliary cirrhosis.
[aTa oHoBAeHHs: 2007-12-27
PiBeHb foka3oBoCTi: B
Pestome: Cyclosporin A appears not to be effective on mortality, liver transplantation,
or progression of primary biliary cirrhosis

» Jlokasoswui ornag 03328. Ursodeoxycholic acid in the treatment of primary biliary
cirrhosis.
Jata oHoBneHHA: 2016-02-15
PiseHb goka3zoBocTi: C
Pe3tome: Ursodeoxycholic acid may not have any significant benefits on all-cause
mortality, all-cause mortality or liver transplantation, pruritus, or fatigue in patients
with primary biliary cirrhosis, although it seems to have a beneficial effect on liver
biochemistry measures.

ABTOPCbKi NpaBa Ha opuriHasbHi TeKCTN HanexaTb Duodecim Medical Publications, Ltd.
ABTOpPCbKi NpaBa Ha AoAaHi KOMeHTapi ekcnepTiB HanexXaTb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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