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LLlo Take MNMbBX?

MepBuHHMI BiniapHMi xonaHriT (MBX), € XpOHIYHKM ayTOIMYHHUM 3aXBOPIOBAHHAM MEYiHKM, LLIO BPaXKa€ HEBENMKI
BHYTPILLIHbOMEUiIHKOBI YXOBYHI MPOTOKM, LLIO NPU3BOAUTbL 0 3ananeHHs y Hux. [lepebir 3axBoptoBaHHS, Sk NPaBuno,
M'AaK1M, ane 3 yacoMm, [NBX Moxke Npu3BecTy 00 YyTBOPEHHA pybLUEeBOi TKaHWHM B nediHui (Gibpo3) i B KiHLEBOMY
NigCYMKY OO LMPO3Y, AKLLO HE NIiKyBaTH.

IMyHHa crcTemMa npautoe, Lob 3axMCTUTK Balle TiNo Bif BipyCiB, 6akTepin i XiMiUHNX PEUYOBMH i B pamMKax LbOro
3axXMCTy BUPODMAE aHTUTINA. Y pasi ayTOIMyHHOIO 3aXBOPIOBAHHSA Balla iMyHHa CMCTEMA BUPODAE aHTUTING,
CNPSAMOBaHI Ha TKaHWHKM OpraHi3my (Tak 3BaHi ayTOaHTKTING) i MTOMUIKOBO aTaKye KOMMOHEHTK BnacHoro Tina. Y
Bunaaky 3 [NbX, winamu wiei atakm € HeBeNVKi BHYTPILLUHbOMEUIHKOBI YXOBYHI MPOTOKM, LLLO BUKIMKAE XONECTa3.

XonecTas, He3aaTHICTb NeYiHKM afeKBaTHO BUAINATU XXOBY 0O KMLLUKIBHMKA, € OCHOBHMM HACNIOKOM MOLLUKOOXKEHHS
YKOBYOBMBIOHMX LUNAXIB, BUKIMKAHMX ayTOIMYHHICTIO Npu [1BX. HakonmMueHH: X)OBUi B NEUiHL TOKCUUHE |
NPM3BOANTb OO CTIMKOro 3ananeHHs i pO3BUTKY GibpO3HMX PyDOUIB, LLO B CBOK Yepry NMOCUITIOE XONecTas B
MOPOYHOMY KON, K MOKA3aHO Hk4Ye. TOMy XOnecTas Bigirpae KMo4oBy ponb y po3suTky [1bX.

IMyHHa arpecis wopo
>KOBUHMX NPOTOK

IHTOKCHKaLia neuiHkn/ ¢ibpo3 HakonnuyeHHs )XOBUHUX KUCNOT

PaHHA OiarHOCTMKA MA€E BaXkKNMBE 3HAUEHHSA AN TOro, WO NikyBaHHA, OCODMMBO aHTUXONECTaTUYHI NpenapaTy,
[NOMOMOTIO NMepepBaTu Le NopoUHe KOO i 3anobirtv abo CnoBiNbHUTM MPOrpecyBaHHs 3axXBOPIOBaHHSA. [alieHTy,
AKi QIArHOCTYIOTbCS PAHO | MOKA3YI0Tb XOPOLUY PeakLito Ha MPaBUibHY MeOUUHY Tepanito, MatoTb HE3MIHEHY
TPUBANICTb XXUTTA. Ha wacTd, ue BigbyBaeTbca y BiNbLIOCTI MaLiEHTIB.
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Koro ypaxkye?

90% nauieHTiB 3 [BX - >iHKM, @ BINbLUICTb MALEHTIB AiarHOCTYOTbCA Y Billi Big 35 0o 55 pokis. MNoLwmpeHicTb
3aXBOPIOBaAHHS (KINbKICTb BUNaAKiB y AaHin nonynauii) ans kiHok ctapwe 40 pokis ouiHtoeTbca B ~ 1/1000.

Yomy y meHe MNBX?

[MprurHa LbOro PiaKICHOrO 3aXBOPIOBAHHS MEUiHKM HEBIAOMA. [EHETUUHA CXMBbHICTb B MOEQHAHHI 3 GakTOpamu
HaBKOMMLLIHBOrO CepeaoBmLLLa MOXe byTH BiANOBIAaNbHO 3a ayTOIMYHHY OAMCOYHKLiO, LLIO BUKITMKAE PO3BUTOK
MBX. TuM He MeHLWw, binbwicTb BUunaakis MNbX e cnopaguyHi, Npy LbOMY iHWI YneHu CiM'i He XBOPItOTb.

AKi MoXxnuei cumntTomMun?

Y baraTbOXx NaUi€HTIB HEMAE HigKMX CMMNTOMIB. CUMNTOMM, MPO AKi YaCTO NMOBIAOMNAOTb NALIEHTH, - Lie BTOMA |
cBepbix. [JogaTkoBi CUMATOMM MOXYTb BKIIKOYATK CYXiCTb CIIM30BMX OOONOHOK (0ui, poT, cTaTeBi opraHm). deaki
NaLiEHTN TaKOX CTparkaatoTb Bif OO0 B cyrnobax.

OcKinbKK Ui CMMATOMK YaCTO Nefb NOMITHI i He 0B0B'A3KOBO BMHMKAIOTb, BOHM PIAKO NPU3BOAATL A0 AiarHOCTUKM
MBX. Lli cumMnTOMM, OCOBNMBO CTOMIIIOBAHICTb, HE 3anexaTb Bif CTafii 3aXBOPIOBAHHS.

BinblwicTe nauieHTiB 3 [BX TakoXX MOXKYTb CTpaXaaTH Bifl iHLIMX NMO3amneydiHKOBMX ayTOIMYyHHMX 3aXBOPIOBaHb Ta/abo
CUHOPOMIB, Takmx Ak cuHapoM LLlerpeHa, cuHaopom CREST (kanbumHo3, peHomMeH PellHo, nopyLleHHA MOTOPUKM
CTpaBOXOMy, CKNepomakTinia Ta TeneaHriekTasii), ayToiMyHHUM TMPeoianT XallnMOTO, i, OTXKE, iCHYE HEODXiAHICTb
KOHCYNbTYBAaHHS MDXXK MEANUYHUMM CRELianbHOCTAMM.

Ak piarHoctyeTbea MBX?

B maHunu yac I'NbX B OCHOBHOMY BUSABMAETLCA NICNA PYTUHHMX aHaNi3iB KPOBI. AHOManNbHI Pe3ynbTaTh MEYiHKOBMX
Npoo, LLO NepeBnLLYyOTb HOPMY, BKa3YHOTb Ha XONecTas y NOEAHAHHI 3 HOPManbHWM YNbTPa3BYKOM MeYiHKM

Ta XKOBYOBUBIOHMX LLUNAXIB, ane no3uTUBHI aHTUMITOXOHAPIanbHi aHTUTING (AMA) abo cneundiyHi aHTUAOepHi
aHTuTina (ANA) npr3BoaaTb OO LWBUAKOI AiarHOCTUKM.

OCHOBHMMM MNOKA3HWKAMMK KPOBI, LLIO BUXOOSATb 32 MEXi HOPMM € NiABULLEHMI piBEHb NY>XHOI docdhaTasum (J1D) 3/
6e3 [TT, BTOPMHHWM MO BiAHOWEHHIO A0 3ananeHHs >KOBYHMX MPOTOK, | YaCTO MiABULLEHWI iIMyHOrNobyniH M
(IgM), a Takox NigBMLLEHMI piBEHb XOnecTepuHy. Jlerko abo noMipHoO nigBuLLEeHi (MeHLe 5 pasis Big HOpManbHOIoO
3HaueHHs) anaHiH amiHoTpaHcdepasa (AJ1T) i acnapTaT amiHoTpaHcdhepasza (ACT) uacTo MOXKYTb BYTK 3HaMOEHI.
AMA MOxyTb ByTU BUABNEHI Y BinbLu Hixk 90% nauieHTiB.

Bioncis neuiHkmn Moxe byTK NpoBeneHa, ane He NOTPiIGHa AN NIATBEPMAXKEHHS AiarHO3Y, AKLWLO € BIOXiMiUHMNA
XonecTas i NO3UTUBHI ayToaHTKTING, NoB'a3aHi 3 [bX. Y geaknx ocobnmeyx BUNagkax MoOxe 3Hagobutmnca bioncis
NeuiHKM, o6 BU3HAUMTM CTYMiHb BTPATM YKOBUHMX MPOTOK i BUKMIOUUTM iHLLI CYNYTHI 3aXBOPIOBAHHSA MEUiHKN, TaKi
aK ayToiMyHHMI renatuT (AllN) abo meTaboniyHo-acouinoBaHa »x1posa xBopoba nediHku (MAXKXTT), iHoai Takox
Ha3mBaeTbca HAXKXIT).

Micns noctaHoBkKM giarHo3y [BX nikap NOBUHEH OLIHWTK CTafito 3aXBOPIOBaHHSA (CTyMiHb GiBPO3y MeudiHkM, axk a0
LUMpo3y). 3 L€t METO MOXHa BMKopucToByBaTK Y3 Ta enactorpadito nedinky (FibroScan®), i npu npoBeneHHi
bioncii NeyiHkN Le Takox aacTb iHdopMaLito Npo ¢ibpos.
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LLlo Mo>ke 3pobuTtu Min nikap?

TouHMIM giarHo3 € pyHOamMeHTanbHKUM Ona BU3HaUYeHHs BignoBigHoro nikyesaHHa. Ockinbky [MBX € pigKicHMM
3aXBOPIOBAHHAM MEUiHKM, BaXKNMBO, LLIOD 32 navieHTamu 3 [1BX cnocTepiranu renatonoru (ekcneptu 3
3aXBOPOBAHb MEYiHKM).

Balu nikap orngaHe Bawl BUNAgoK i byae npmaHayaTh i KOpUryBaTu Niku BigNoOBiAHO OO BaLLOi BignoBigi Ha
nikyBaHHs. KpiM TOro, BiH OUIHUTb MOXMBI NPOBNeMu, aKi MOXYTb BUHUKHYTK Mig yac nepebiry 3axBoptoBaHHS,
BK/TIOUAIOUM IHLLI 3aXBOPIOBAHHSA, NoB'a3aHi 3 [1bX.

CraHpapTHUM nikyBaHHAM [BX € HaTypanbHa »KOBUHa KMCNoTa ypcopgesokecmnxonea kucnoTa (YOXK). BoHa,

AK NPaBUIoO, Oy>Ke 00bpe NepeHOCUTLCS | HE MaE CeEPMO3HMX NObIUHMX edekTiB. PekomeHgoBaHa qobosa [o3a
CTaHoBMTb Big 13 0o 15 Mr Ha Kinorpam macwm Tina, sk NpaBuno, y ABOX PO34ineHrx 4o3ax i np13HayeHa aK 4oBivHe
nikyBaHHA. Baww rematonor po3paxye npasunbHy AO3Yy ANS BAC, i adanTye ii, AKLLO Y BaC € BiANOBIgHA 3MiHa

Baru. Ockinbku NnpasunbHa go3a YIOXK nos’a3aHa 3i 36inblIeHHAM TPUBANOCTI XKUTTS | HUXKUOIO BipOrigHICTIO
TpaHcnnaHTauii nediHkn npu MBX, e Moxe BBaXaTnUCa HEODXIAHMM A9 3aXMCTy BalOi NediHkn, HaBiTe nauieHTiB
3 paHHbOIO CTafiEl0 3aXBOPIOBaHHA cnig nikyeaTn 3a gonomoroto YOXK, wob yHUKHYTU nporpecyBaHHs. [incHo, y
BINbLIOCTI NALEHTIB MPOrpecyBaHHsA 3aXBOPIOBAHHSA MOXHA 3yNMMHUTK | MOAanbLUe NOLWKOMKEHHS MEeYiHKM MOXHa
3anobirtu 3a gonomoroto YOXK.

Akwo nikysaHHa 3 YIXK HegocTaTHbO ang cTabinisalii 3axBoptoBaHHs (BignoBifab aHanisie KPOoBi, LLIO BKA3YyOTb Ha
CTaH nediHkn, Ha npuom YIXK Mae BupillanbHe 3HaUeHHSs), MOXYTb OyTW OOCTYMHI AOAATKOBI BapiaHTW MiKyBaHHS,
Taki sk obeTixonesa kicnoTa i besadibpat/ deHodibpaT. B MOxXeTe 06roBopmnTH 3 BalLIMM renaTonorom HarbinbLL
nigxogsaLLe nikyBaHHS y BaLlLIOMY BUMALKY.

LLlo cTOCY€ETbCS OCHOBHMX CUMMTOMIB, Pi3HIi METOAM NiKyBaHHA OOCTYMHI, AKi MOXXHa CNpobyBaTV Ang KOHTPOO
cBepbiXy, ane, Ha »karnb, LLie HeMa€e npenapaTiB And NikyBaHHS BTOMU. 3aBXAM PeKOMeHOYETbCs KopekLia GakTopis,
AKi MOXYTb MOTiPLIKTY CTOMITIOBAHICTb, TaKMX 9K MOPYLUEHHS CHY, aHeMia abo disnuHa b6e3mianbHiCTb.

LLlo a1 MoXXy 3pobutu?

Baw remaTtonor Bignosigae 3a kniHiuHe ynpasniHHg BawmM [1BX, a TakoxK 3a KOOpAMHALO 3 iHWWMK GaxiBuaMm
CMiNbHO 3 BALLMM CIMENHUM NiKapeM.

Ane BU, 9K MALEHT, TaKOX MaeTe 0DOB'A3KM: JOTPUMYBATUCA MPU3HAYEHOTO NiKYBaHHS, TaK aK e €
OCHOBOMOMOXXHUM ANA MOro yCnixy; i 3a34anerigb NiaroTysaT NpMU3HaYeHHs, aKi nonerwaTts Aianor 3 yciMa
gornsaganbHUKaMuy,

[Tpy XpOHIUHOMY 3aXBOPIOBAHHI, TaKOMY AK [ 1BX BIGHOCKHW Mi>XX NikapeM i NauieHTOM € JOBrOCTPOKOBUMMU i
MNOBWUHHI BYTM NOBYOOBaHI i NiATPMMYBATUCA 3 CAMOrO MOYaTKYy.

SKLLO BN BMPILLNM BUKOPUCTOBYBATU anbTepHATMBHI MeTOAM NikyBaHHS abo NPOAYKTM, BU MOBMHHI OBroBOpUTH
Le 3 NIKapeM CnoYaTKy, OCKIMbKM Lie MOXe MaTV HECTIPUATIIUBI HACTIAKM.
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flk koHTponiosaTu MNBX

CnocTtepexeHHs 3a [bX cnig ananTyBaT 4O THXKKOCTI 3aXBOPIOBAHHS, ane 3a3Bkyart NPOBOANTLCS LLUMAXOM OLLiHKM
CUMNTOMIB, aHani3iB KpoBi, enactorpadii neuvinkn (FibroScan®), a B npeakmx Bunagkax - Y3 yuepeBHOi MOPOXKHNHM
Ta eHOO0CKOMIl,

AHani3n KpoBi, 9K MPaBuUIo, PEKOMEHAYIOTECH KOXHI 6-12 MiCALIB, B 3aNeXXHOCTI Biff TAXKOCTI i CTabinbHOCTI
3aXBOPIOBaHHA. MONOALWI XXIHKKM, MALEHTX YONOBIYOI CTATi | Ti, Y KOO PO3BMHYBCA LIMPO3, MOXXYTb BUMAraTu
0CobNMBOI yBarM, B TOMy yncni perynapHoro Y3 uepesHOi MOPOXKHUHMN.

MauieHTn, aki cTpaxkgatoTb Ha [1BX, MOXYTb MaTK NiABULLIEHNI PU3UK OCTEOMNOPO3Y (IHMIKEHHS LLiINbHOCTI
KiICTKOBOI TKaHWHM). TOMy HeObXifHi TECTM LLiNbHOCTI KICTKOBOI TKaHWHKM (OCcTeopeHCUToMeTpid) i npodinakTnuHi
3axoau.

[y>xe pigko nauieHTy 3 NBX noTpibHa TpaHCnnaHTaLis NediHkyM, TinbkK Ang KiHLEeBOI CTafii 3aXBOPOBAHHA NeYiHKM
3 LIMPO3HMMM YCKNagHEHHAMM, BEIMKMM XONecTa3om abo HeBUNiKOBHMM ceepbixem. OgHak, akLo ii 3pobneHo, BiH
Ma€ XOPOLUiI AOBrOCTPOKOBI pe3ybTaTu.

Uu noTpibHa cneuianbHa pieTa?

Ocobnueoi pietn ana MNBX Hemae. PekoMeHgoBaHO 0OTPMMYBATUCh 300P0OBOI, 4ODpe 3banaHCoBaHOI

nieTn. YHukamte byob-aKkux 006aBoK i TpaB be3 KoHCynbTalii 3 nikapem B nepuly vepry. MNauieHTam 3 16X
PEKOMEHOYETLCA YHUKATY KYPiHHS, LLIO, 9K OY10 NOKa3aHO, MOCUIIIOE ayTOIMYHHI po3naan B Linomy i npu MNbX
30KPEMAa, @ TAaKOXK OY[ib-AKe HaaMIpHEe BXMBAHHSA arnKOrosto.

Uu moxxy g maTtu cim’10?

Tak. CepefgHil Bik iarHOCTUKM CTaHOBUTb 55 pOKiB, ane aKLo B MONOALLI | AiITOPOOHOrO BiKy, BU MOXeTe
MPOKOHCYNbTYBATUCA 3i CBOIM NiKapeM, KM AaCTb peKOMeHAaALI B 3aneXHOCTI Bi CTaAii BaLOro 3axBOPOBaHHS.
SIK MpaBWmo, BariTHICTb | 4OrNA0 38 XBOPUMM MOXIMBI ANA NepeBaxkHOI BiNbLIOCTI NaLieHTIB.

YacTo Monodi XXiHKM 3anUTYOTb, Y MOXYTb BOHM NepefasaTt [ 16X ceoim gitam. [MBX He € cnagkosuMm, ane
yepes reHeTUUHMN GOH 3aXBOPIOBAHHS MMOBIPHICTb PO3BUTKY NpsaMux podmuis MBX (abo iHLWMX ayTOIMYHHMX
3aXBOPIOBaHb) BULLLE B MOPIBHSAHHI 3 HAaceNeHHsM B Linomy. [igpaxoBaHo, Wo npubnu3Ho 5% poandis nepuoro
CTyneHs nauieHTa 3 [BbX, B neply uepry »)iHkn, byayTb CxunbHi 0o pr3nky po3suTky MNBX. B gaHuin yac Hemae
OQILiIMHMX peKOMeHZaLIM ANa CKPUHIHTY uneHis ciM'i npu MNBX.

BakuunHauis

PekomeHOyeTbCA BakumHalis npoTu Bipycie renatuty A i B, COVID-19, a B gesikunx B1MnagKax mMHEBMOKOKOBMX
iHbeKUin (bakTepin). Y NauUieHTIB 3 pU3MKOM 3apaXKeHHd THXKKMM rpunoMm (BikoM > 65 pokis i nauieHTam 3 LMpo30Mm)
BaKLMHALIA MPOTK rpUny PeKOMEHOYETbCA LLOOCEHI. TMM He MEeHLU, AKLLO BV BUPILLMAK 3aCTOCYBATH IHLUI BaKUMHW,
B/ MOBWHHI MOrOBOPUTM 3i CBOIM NikapeM, Wob nepesipuTy Ball KOHKPETHUIN BUMaOOK.
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Uu € NBX iHpeKLiMHNM 3aXBOPIOBAHHAM?
MBX He € iHpeKUinH1UM abo 3apas3HMM.

Ak 3HanTn paxisuya?

[MBX € pigKiCHMUM 3aXBOPIOBAHHAM i, TAKMM YMHOM, HE KOXKEH MiKap MAa€ AOCTAaTHIN OOCBIA ANS NiKyBaHHA NALIEHTIB

3 [1BX. BiH NOBMHEH yNpaBnaTruca MeanUHMM GaxiBLEM B NikapHi 3 gocBiaomM nikysaHHs [1BX. eqaki nikapHi €
Y4aCTMHO HaliOHaNbHOI MepeXi PiAKICHUX 3aXBOPIOBaHb MeYiHKM Ta/abo 3aranbHOEBPONENCHKOI MEPEXI PiIAKICHUX
3axBoptoBaHb neuinkm, ERN RARE-LIVER.

Lle o3Hauag, o nauieHT, BigMiueHi B NiKapHaX MeEPEXi, MOXKYTb CKOPUCTATLCS OOCBIAOM QaxiBLiB, AKi NpaLiooTb
B IHLWMX NikapHax Mepexi. ObropopeHHs BUMNaaKiB B MEPEXI MOXKE AOMOMOITH Ay>Ke PiAKICHUM i 0COBNMBUM
BMMaaKaM, aKi HEOOXiAHO BUDILLUTU.

[na otpumanHa gopaTtkoBoi iHdopMauii npo ERN RARE-LIVER, BigsinanTe Beb-canT https://rare-livereu/.

3HanTu iHpopmauilo Ta NiRTPUMKY

OpraHisauii naLieHTIB MatoTb BaXKMBE 3HAaUEHHA AN9 TOro, o6 ONOMOrTY BaM BMOPATUCA 3 BMIMBOM BaLLOIO
niarHosy [NbX, noginutncsa goCcBigoM Ta monerwmnTy Ball Aianor 3 nocTadanbHUKaMm MmeguuHmux nocnyr. [Npu
PiAKICHOMY 3aXBOPIOBaHHI MOTPIOHO PO3YMITK, WO BiAOYBaETHCH 3 BaLLMM 300P0B'AM. KpiM TOro, NaLieHTChKi
opraHisauii HagaayTb BaM NiATPUMKY i 3MYCATb BaC nNo4vyBaTu cebe Binbll aanToBaHWM [0 BaLIOro CTaHy.

Bu MO)keTe 3HaNTV NaUIEHTCbKI OpraHisauii y Bawiv kpaiHi Ha camnTi ERN RARE-LIVER
(https://rare-livereu/patients/patient-organisations).

Hvcknenmep

IHdopMaLia, HagaHa 6e3KOLITOBHO Ha HaLloMy camnTi, byna 3ibpaHa B Mipy HalMX 3HaHb, OO HagaTu
3aLiKaBNEHMM YMTAYaM NOYATKOBUM OrNAd MOXIIMBMX 3aXBOPIOBAHD | BAPIaHTIB NikyBaHHA. BOHW NMpu3HayeHi
BUKITIOUHO Ang iHGOPMaUIMHWX LIINel i Hi B AKOMY pasi He 3aMiHIOIOTb OCOBUCTY KOHCYIbTALLitO, 0bCTeXEeHH:A abo
0iarHOCTMKY YMOBHOBAXKEHUMM NIKAPAMMN.
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