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OCHOBHI NOJ1I0XXeHHSA

» CKNepo3yrunin XONaHTIT - Le XpoHivyHe, dibpo3He, KOHCTPUKTUBHE
3anaJ1IeHHA XXOBYOBUBIAHMX WWNAXIB, AKEe NOBIZIbHO NPOrpecye i
NpM3BOAMTb A0 X0J1IeCTAaTUYHOIO YPaXKEHHSA NEeYiHKK, LUMpo3y Ta B
AEeAKNX NALEHTIB A0 XONAHTOKAPLMHOMM

* Hanpuknag, y cKaHANHABCbKUX KpaiHax MOLWKWPEHICTb CKJIEPO3YHOYOro
XOJIaHTITY 0c06/1MBO BNCOKA i Lie Hanbinbll NolMpeHe NoKasaHHa aAna
TPAHCMIAHTALIT NeYiHKN.

Enigpemionoria

e MowwupeHicTb 5-10/100 000
* YacTiwe y YON0BIKIiB, HiXX Y XIHOK

* Bik nepwmx NnponaBiB CTaHOBUTb 25-45 poKiB, asie 3aXBOPLOBAHHA
3YCTPIYAETbCA TAKOX Y AiTEN.

ETionorisa

» 70-80% BMnaakiB NoB'A3aHi 3 3aMa/IbHUMKM 3aXBOPHOBAHHAMM
KnwweyHnka (33K), 30kpema 3 BMpa3koBMM KOiTOM. BignosiaHo, y 2-7%
XBOPMX 3 BUPA3KOBMM KOJIITOM [iarHOCTYOTb CK1€PO3YHOUYNIA XONAHTIT.
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» Acouiauii HLA (nt0aCbKOro NeMKOUMTApPHOro aHTUreHy), iHWIi CynyTHi
AYTOIMYHHI 3aXBOPIOBAHHSA Ta LMPKY/IFOKOUI QHTUTING CBiAYATb Npo
AYTOIMYHHY eTioNorito.

o Hemae cneuymdivyHmx aHTnTin (PANCA, aHTUHYKJ1eapHUX abo
aHTUTIN 00 rNaZleHbKOT MYCKYaTypK)

CMMNTOMM, O3HAKW Ta AiarHOCTUKA

e BinbWicTb NALIEHTIB HE MaOTb CUMMNTOMIB Mij YacC AiarHOCTUKMU;
BMN3AKOBO BUABMEHI BiaAXMNeHHS GYHKLIIOHAIbHUX NeYiHKoBUX Npob
(ny>xHa dpocdarasa).

e Ob6cTexXeHHn
o Owm.. cTaTtTio OUiHKA NALIEHTA 3 BiAXWIEHHAMM B pe3y/ibTaTax
PYHKLIIOHANbHUX NeYiHKOBUX Npo6
[66513"°%%|OuiHKa cTany nauieHTa (-...]

o YNbTpa3ByKOBeE AOCNIAXKEHHA NeYiHKN

o MPT ney4iHKkn Nnpn3Ha4vatoTb Npu 6iNbll HU3BKOMY PiBHi, HiX
3a3BMYan y NauieHTa i3 33K [Ha5:"°®|Bupaskosuin Konit]
[i5573"°%2|XBopo6a KpoHa] , AIKNI MAE KOJIMBAHHSA pPe3y/bTaTiB
nevyiHKoBMX Npob.

* MOXXNMBWMIN XONAHTIT 3 INXOMAHKOK. BTpaTa Macu Tinla Ta XXOBTAHNLSA €
CMMNTOMaMM Ni3HbOI $a3n 3aXBOPHOBAHHA.

» JliarHo3 rpyHTYETbCA HA NATOJIONYHMX O3HAKAX NPW AOCNIAXKEHHI
XKOBYHMX LLNAXIB.
o 1N CKPUHIHTY BUKOPUCTOBYETLCA MP-xonaHriorpadis.

o EHpockoniyHa peTporpagHa xonaHriorpadis (EPXT) - ue
"30/10TUI CTAHAAPT": NiATBEPAXKEHHA AiarHO3Y, 3pa3ku 3
6iniapHoro TpakTy (UMTONOrIA, NPOTOYHA LMTOMETPIA),
OAHOMOMEHTHA AMNATaLIA Ta CTEHTYBAHHSA XXOBYHMX MPOTOK 33
HeobXxigHOCTi.

o bioncis neviHkun: y BUNaaKy HecneumdiyHoi rictonorii, npu
AndepeHLUirHIN AiarHOCTMLi 3aXBOPHOBAHb MaJINX XXOBYHMNX
NPOTOK abo iHLWNX XPOHIYHMX renaTnTiB, rpadaLia 3anasieHHs Ta

$ibpos

* YCiM nauieHTam cnig NpM3HaAYaTN KOJTOHOCKOMIKO 3 METO BUABJIEHHSA
6e3CMMNTOMHOrO KOJITY.

* AYTOIMYHHMW XONAHTIT € PiAKICHUM aNIbTEPHATUBHMM AiarHO30M.
o [Maui€HT YaCTO MAE iHLWIi ayTOIMYHHI 3aXBOPOBaHHSA; 33Ky MeHLW
Hi>XX 10%
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o LiarHocTmka: MPT; niauLieHnmn piBeHb cnpoBaTkoBoro IgG4;
TMMNOBA FiCTONOTIA COCOYKA/>KOBYHNX NPOTOK, IgG4-NO3NTNBHI
KNITUHW N1a3MHU

o XOpOoLa BiANOBiAb HAa Tepanito rOKOKOPTMKOIAAMM

YcknagHeHHA

» CtpukTtypu biniapHoro TpakTy

* [iaBULLEHNN PU3NK YTBOPEHHS XXOBYHMX KAMEHIB Ta PaKy >XOBYHOrO
Mixypa. AHOMasibH1I ab0 3 KOHKpPEMEHTaMM XXOBYHUI MiXyp chif
BUOQ/INTM NANAPOCKONIYHO.

* XonaHriokapumHoma po3BmBaETbCA Y 10-15% nauieHTiB.

* Llnpo3 nevyiHKn po3BMBAETLCA HA KiHLEBIN CTaAil 3aXBOPHOBAHHS.

JliKyBaHHSA

* Hemae XoaHNX A0Ka3iB edpeKTUBHOCTI byab-AKOro NikyBaHHA [5%52|D] .

* 3a3BMYaN BUKOPUCTOBYIOTb YPCOAE30KCMX0NEBY KMCNOTY 15-20 Mr/Kr Ha
006y, AKy AinAaTb Ha 2 npuiomun. ByacHo po3noyaTta Tepanis
YPCOAE30KCNXOIEBOID KNCJIOTOIO YMOBI/IbHIOE MPOrpeCcyBaHHA
3aMnaJIeHHs i 0 NeBHOT Mipn KOpPUrye 6ioXiMiuHi MOKa3HMKK GYHKLT
neviHkn [2%2|A], ane € aediunT AOKaA3iB 3 NPMBOAY KJiHIYHNX NepeBar.

e MeTpoHiga3zon (600-800 Mr/po6y) Moxxe ynoBiIbHUTM MPOrpecyBaHHA
3aXBOpPIOBaHHA. lNpenapar c/ig BUKOPUCTOBYBATH, AKLLO HEMAE
BiANOBIAi HA YPCOAE30KCMXO01EBY KMCOTY.

* CTPUKTYPWU XXOBYHUX NPOTOK MOXHA PO3LLUMPUTU | CTEHTYBATHU
eHgockonivyHo (EPXT).

* JliKyBaHHA yCKNagHEHb
o XONaHriTV NiKYIOTb aHTN6IOTMKAMM (4acTo TOPXiHOIOHAMMN).

o JlikyBaHHA cBepbHexy, KM NOB'A3aHMN 3 XO1€CTA30M:
aHTUriCTaMiHHI npenapaTtn, pudamnilumH, X0/IeCTUPAMIH.

o Llmpo3 nevyiHKK: iKkyBaHHSA NMOPTAJIbHOI FinepTeH3ii Ta acuunTy,
OUB. [5e512"°%°|LInpo3 neviHkK] .

» CKNepo3yrunin XONaHrIT € HaNbiNbLL NOWMPEHMM NOKA3AHHAM A9
TPAHCNNAHTALiT NeYiHKM Y CKAHAWHABCbKMX KpaiHax. NoKa3aHHA
BKJ1H0O4Al0Tb

° nepeapakoBi CTaHW, TaKi AK 36iN1bLUEHHA KOHUEeHTpaUil
nyxanHHMx mapkepis (CA19-9, CEA) Ta nigo3spina uurtonoris,
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° LUBWAKE NPOrpecyBaHHA CUMNTOMIB, aHOMAaJ1bHi 1abOpPaTOPHi
NOKA3HWKK ab0o 3MiHW, BUABJEHI MNiJ 4acC eHA0CKOMIYHOT
peTporpaaHoi xonaHriorpadii,

° peunamvBHi XONAHIITK, WO CYyNPOBOAXKYIOTbCS JIMXOMAHKOLO,

° YCKJIaAHEHHSA LMPO3Y NEeYiHKMN.

CnocrepexxeHHA

* PerynspHe cnoctepe)eHHS BiabyBaeTbCA B cneLianizoBaHOMy
MeANYHOMY 3aK1aAi.

o JlabopaTopHi TeCTn KOXHi 3-6 Micauis (TecTu, Wo BifobpaxaTb

PYHKLIO NeYiHKK1, MapKepu NyXJINH)

o Bi3yanizauinHi obcTexxeHHs BignoBiaHo Ao cuTyauii (MPT, EPXT,
KT)

o llopi4Ha CKpUHiIHroBa KOJIOHOCKONIA y NauieHTiB 3 33K
(nipBULLLEHMI PU3NK ANCNIA3IT KNLLEYHUKA)

[NoB’'A3aHi pecypcu

» OHNanH pecypcn [58722|Primary sclerosing chola...]

* JlitepaTtypa [555:°*|Primary sclerosing chola...]

HacTtaHOBM

* HactaHosa 00213. OLiHKA CTaHY NaLi€HTA (-KM) 3 aHOMAJIbHUMMU
pe3ynbTaTaMu NeviHkoBux npob.

* HacraHosa 00194. BupaskoBum Konir.
* HactaHoBa 01073. XBopo6a KpoHa.

* HacraHosa 00215. Linpo3 neviHkw.

Joka3osi ornagn Duodecim

» Jlokaszoswui ornag 04585. Glucocorticosteroids or D-penicillamine for primary
sclerosing cholanagitis.
Jata oHoBneHHA: 2010-04-19
PiseHb goka3oBocTi: D
Pe3tome: There is no evidence to support or refute the use of peroral
glucocorticosteroids or D-penicillamine for patients with primary sclerosing
cholanagitis.
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« Jlokasoswuii ornag 05163. Bile acids for primary sclerosing cholangitis.
JlaTta oHoBneHHA: 2016-02-17
PiBeHb goKa3oBoOCTi: A

Pestome: Ursodeoxycholic acid leads to a significant improvement in liver biochemistry,
but there is insufficient evidence on its clinical effects in patients with primary
sclerosing cholangitis.
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