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YTto Takoe MNBX?

[MepBMYHbIN BUnMapHbIi xonaHrnT (MbX), aBnaeTca XpOHNUYECKUM ayTOMMMYHHbIM 3a00M1eBaHMEM NedeHy,
NopaxkaloLMM HeDOMbLLIME BHYTPUMEUYEHOUHbIE KEeNUHbIe MPOTOKM, MPUBOAALLMM K BOCNANEHMIO B HUX. TeueHne
3aboneBaHnsa 0bbIYHO MATKOE, HO CO BpeMeHeM [BX MoxeT nprBecTn K pybLIOBOWN TKaHK B neyeHn (Grbposy) n B
KOHEYHOM UTOre LMPPO3Y, ECIN HE NEUYNTD.

IMMyHHas cucTema paboTaeT ans 3alliMTbl Ballero opraHiama oT BUPYCOB, DaKTEPUI U XMMNYECKNX BELLLECTB U

B paMKax 3TOW 3alMTbl NPOM3BOAUT aHTMUTENA. B crnyuae ayToMMMyHHOro 3aboneBaHus Balla UMMYHHasi CUCTEMa
NPOV3BOANT aHTUTENA, HAaNpPaBNEeHHbIE HA TKaHW Ballero opraH1iamMa (Ha3blBaeMble ayTOaHTUTENAMM) 1 OLLIMOOUHO
aTaKyeT KOMMOHEHTbI COBCTBEHHOrO opraHmnama. B cnyuae MNMBX uenamu aTon atakmn aBnaoTca Hebonbline
BHYTPUMNEUYEeHOUHbIE XeNYHbIe MPOTOKM, UTO BbI3bIBAET XONECTas.

XonecTas, HeCMOCOHHOCTb MeYeHW aJeKBAaTHO BbIAENATh XKeNub B KULLEYHUK, ABNAETCS OCHOBHbIM CreACTBNEM
NOBPEXAEHNSA XEMYHbBIX MPOTOKOB, BbI3BAHHOIO ayTOMMMYHHOCTbIO Npu [1BX. Hakonnenune xenun B neyern
TOKCUMYHO M MPUBOANT K CTOMKMM BOCManeHuaM 1 pa3sutuio Gnbposa, uTto, B CBOK ouepeb, yCyrybnsaeT xonecras
B MOPOYHOM KPYre, Kak MOKa3aHo Hke. [103TOMy xonecTas urpaeT KNoYeByro ponb B passutum [1bX.

MmMyHHasa arpeccus K
npoToKkam

UHTOKCHMKauma neueHn/punbpos HakonneHue >xenuHbIX KUCNOT

PaHHAa OMarHocTrka HeobxodmMma ansa Toro, YTobbl 4aTh BO3MOXHOCTb IEYEHMIO, OCOBEHHO
aHTUXONecTaTUUeCKMM NpenapaTam, MpepBaTb 3TOT MOPOYHbIN KPYT M MPeaoTBPaTUTb MK 3aMeannTb
nporpeccmpoBaHme 3aboneBaHus. [NaumMeHTbl, KOTOPble AMarHOCTUPYIOTCA PAHO 1M AEMOHCTPUPYIOT XOPOLLIYIO
peakUMo Ha NPaBUbHYIO MEAUUMHCKYIO TePanuio, UMeKT HEM3MEHHYIO MPOAOIIKNTENbHOCTb XXU3HMW.

K cyacTblo, 3TO NpomncxoamT Y noaasngatoLLero 60MbLINHCTBA NaLMEHTOB.

’:':'-.?.\ European Hepatologicql Diseases Undbopmaums ans naymentos 04/2022

;‘.;:;;:0. Eﬁiﬁg?ﬁe (ERN RARE_LIVER) HassaHue Name

https://rare-liver.eu



f'i'{,REARE' MepBUUHbIN

GUNNaPHbIN XONAHIUT

Hepatological

(MBX)

Koro nopaxxaet?

90 % naumerTOoB [MBX ABNATCA XXEHUWMHaMUK, U DOMbLUMHCTBO NALMEHTOB AMAarHOCTMPYIOTCA B BO3pacTe oT 35 Ao
55 net. PacnpocTpaHeHHOCTb 3ab0neBaHng (KoNMuecTso Cryyaes B JaHHOW NONynaumn) y >keHLwmH ctapiie 40
net oueHmsaeTca B ~ 1/1000.

NMouemy y meHs ectb MNBX?

[MprumHa 3TOro peakoro 3aboneBaHa NeyeHn HenseecTHa. [eHeTnUeckaa NpeapPacrnonoXeHHOCTb B COYETaH WM
C pakTopamu OKpyKatoLLen cpebl MOXKET ObITb OTBETCTBEHHA 32 aYTOMMMYHHYIO ANCOYHKLNIO, BbI3bIBAIOLLYIO
passuTture [1BX. OgHako 6bonblnHCTBO crydaes [MBEX HOCAT cnopagnuecknii xapaktep, 1 gpyrue uneHbl CeMbu He
CTpagatoT.

KakoBbl BO3MO)>XHble CUMMNTOMbI?

Y MHOMMX NaUMEHTOB HET HUKaKMX CUMNTOMOB. CUMMTOMbI, YUaCTO COODLLIaeMble NaLMEHTAMU, ABNAOTCS
yCTanocTbio 1 3yaoM. [lononHUTeNbHbIE CMMATOMbI MOTYT BKITIOUYATb CYyXOCTb CM3MCTbIX 0bonoYek (rnas, pTa,
NMONOBbIX OPraHoB). HekOTOpbIe NaumMeHTbl Takke CTpadatoT OT ObOM B CycTaBax.

[MocKonbKy 3TV CMMMNTOMbI YaCTO €[Ba 3aMETHbI, U HEe 0693aTeNbHO BO3HMKAIOT, OHM PEAKO NPUBOOAT K
amarHocTuke MBX. 3Tn cMMNTOMbI, OCOBEHHO YCTaNoOCTb, HE 3aBUCAT OT CTaamnmn 3abonesaHums.

BonblnHcTBo NauymeHTos ¢ MNbX MoryT Takxke cTpagaTb OT APYrvX BHEMNEUYEHOUHbIX aYyTOMMMYHHbIX 3a00M1eBaH 1M
N/MNu CUHOPOMOB, Takux Kak cuHapom LlerpeHa, cuHgpom CREST (kanbumnHo3, peHomeH PelHo, HapylueHne
MOTOPMKM MULLIEBOAA, CKNEPOOAKTUNNA U TENEAHTNIKTA3MN), ayTOMMMYHHbI TMpeonanT XalmnMOoTO, M MO3TOMY
CyLLLeCTBYET HEODXOAMMOCTb KOMMYHMKALMM MEXAY MEAULMHCKUMI CreumanbHOCTAMM.

Kak guarHoctupyercsa NbX?

B HacTosLee Bpems [1BX B OCHOBHOM OBHapy»KnmBaeTca nocne 0bblYHbIX aHaNM30B KpoBW. AHOMarbHbIe aHaNM3bl
NneyeHOUHbIX NPOb, MOKa3bIBalOLLIME XONeCTa3 B COUETaHUM C HOpMarbHbIM Y3 neueHn 1 xxenuesbiBOASALLMX
nyTen, HO MO3UTUBHOCTb aHTUMUTOXOHAPMANbHbBIX aHTUTEN (AMA) Unn cneundruuecknx aHTUAaepPHbIX aHTUTEN
(ANA) npuBoaaT K 66ICTPOM AMArHOCTUKE.

OCHOBHbIMY aHOMarbHbIMU TECTaMU KPOBU ABMSIOTCS MOBbILIEHHbIE YPOBHU LiienouHom pocdaTasbl (LLID) c/6e3
[TT, BTOPMYHbBIMM MO OTHOLLEHWIO K BOCMANEHMIO XKEMUHbIX MPOTOKOB, 1 YaCTO MOBbILEHHbIA MMMYHOTNODYNH
M (IgM), a Takke NOBbILLEHHbIN YpoBeHb xonectepuHa. Cnabo nnm ymepeHHo noaHaATble (MeHee yeM B 5 pas ot
HOPMarbHbIX 3HaUeHW) ypoBHU anaHnHamuHoTpaHcdepasbl (AJ1T) n acnaptaT ammHoTpaHcdepasbl (ACT) uacto
MOTyT ObITb HaaeHbl. AMA MOXXHO 0bHapy»1Tb y bonee uem 90 % naumeHTOoB.

Broncuio neyeHn MOXHO MPOBOANTL, HO He 0bA3aTeNbHO e MOATBEPXKAATb ANATHO3 NP HANUYNK
BUOXMMUMUECKOrO XOrecTasa U MO3UTUBHbIX ayTOaHTUTEN, CBA3aHHbIX ¢ [1BX. B HeKoTOpbIX 0CObbIX Cryyaax MOXeT
noTpeboBaTbCa BLONCKA NeYeH ang onpeaeneHma CTeneHn NopPaXKeHMsa XKenuHbiX MPOTOKOB U UCKITIOUYEHNS
OPYrx OOHOBPEMEHHbIX 32a00MEBAHMI MEUEeHU, TakMX Kak ayTOMMMYHHbIN renatuT (AWT) nnu metabonunueckas
accouuMmpoBaHHas xxmposasa bonesHb neverHn (MAXKBIT, nHorga Takke HasbiBaemaa HAXKBI).
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Mocne guarHocTukn MNBX nevaulemy Bpayy HeobxoaMMo OLIEHUTb CTaauto 3abonesaHns (cteneHb Gprbposa
neyeHu, BNNOTb A0 umppo3sa). Y3 v anactorpadus nedern (FibroScan®) moryT 6bITb MCNONb30BaHbI AN 3TOM
Lenn, 1 eCnu BbINONHAETCA BMONCKUga NeyeHu, 3To Takxke aacTt nibopmaumio o dprubpose.

Uto MoXeT caenatb MO BOKTOP?

TouHbIM AMarHO3 MMeeT OCHOBOMNOMAratoLee 3HaueHne ang onpeaeneHna COOTBETCTBYIOLLErrO NeYeHms.
Mockonbky NBX aBnaeTtca peakmm 3aboneBaHeM neyeHm, BaxxHo, 4Tobbl naumneHTb! ¢ [NBX koHTponuposanuce
renatonoramm (akcnepTbl B 3a60NeBaHNAX NeUeHm).

Baw Bpay OCMOTPUT BALL CIyYan U HA3HAYNUT U OTPErYyNMPYET NeKapCTBa B COOTBETCTBMM C BALLMM OTBETOM Ha
neyeHve. Kpome Toro, oH/oHa byfeT oLeHnBaTb BO3MOXHbIE MPOHIIEMbI, KOTOPbIE MOTMYT BO3HWKHYTb BO BpEMS
bonesHu, BkoUas apyrue 3abonesaHuns, cBsasaHHble ¢ [1BX.

CraHpapTHoe nederue [NBX - 370 ecTecTBeHHaAn eNuHasa KMCNoTa ypcoge3okcmnxonesas kncnota (YOXK).

OHO 0ObIYHO OYEHbB XOPOLLIO NEPEHOCUTCS N HE MMEET CePbe3HbIX MODOUHbIX 3PPeKTOB. PekomeHayemMas
CYyTO4YHasa 003MpOoBKa cocTaBngeT oT 13 0o 15 Mr Ha KMnorpamMMm Maccbl Tena, Kak NPaBuio, B ABYX Pa3AeneHHbIX
[003ax M npenapaT NnpegHasHayvyeH ans nedeHnsa Ha NpoTsHKeHn BCew Xun3Hun. Baww renatonor paccumntaet
NPaBUNbHYIO AO3MPOBKY ON19 BAaC, M a0anTUPYeET ee, eCnn Y BaC eCTb COOTBETCTBYIOLLIEE U3MEHEHME BECa.
Mockonbky NpaBunbHaa qosmposka YOXK cea3aHa ¢ gnuTenbHOM NPOOOIHKMUTENBHOCTbBIO XKW3HM 1 bonee

HM3KOW BEPOSTHOCTbBIO TPaHCANaHTaummn nedeHn npu [NbX, 370 MOXET cumMTaThCs BaXKHbIM A9 3aLLUMTbI Ballen
neuyeHu. [laxxe NaUMEHTOB C paHHel cTagmeln 3abonesanna cnegyeT neunts ¢ nomoulbio YOXK, utobbl n3bexaTsb
nporpeccrpoBaHua. encTemuTensHo, y 60MbLIMHCTBA NAaLUMEHTOB NPOrpeccnpoBaHme 3aboneBaHns MOXET ObliTb
OCTaHOBIEHO 1 AanbHenllee NOBPEXAeHWe NedeHn MOXeT ObITb MpeaoTBpaLLeHo ¢ nomoLllbio YOXK.

Ecnn neuenua c nomoupio YOXK HegocTaTouHo ang ctabunmnsaummn 3abonesaHma (peakums aHannsos
neyeHouHbIx Npob Ha YOXK nmeeT peluatoLLee 3HaueHmne), TO MOryT ObITb AOCTYMHbI AOMOMNHUTENbHbIE BapUaHTbI
neyeHns, Takne Kak obeTrxonesas KMcnoTa n besadpunbpat/deHodunbpat. Bol MOXKeTE 0BCYaAUTb C BaLLINM
renaTonorom Hambonee nogxoddllee neyeHne B BalleM cryyae.

YT0 KacaeTcss OCHOBHbIX CUMMTOMOB, TO AOCTYMHbI Pa3nnyHble METOMbI eUYeHUs, YUTODbI MOMbITaTHCH
KOHTPONMPOBATb 3y, HO, K COXXANEHMUIO, eLLIe HET NeKapCTBa AN neveHns yctanocTun. Bcerga pekomerngyeTca
KoppeKkuns GakToOpOB, CMOCODHBIX YCYrybuTh YCTAanoCTb, TakhX Kak HapyLleHMs CHa, aHemMuns nnm dusmyeckas
HEaKTMBHOCTb.

Urto a1 Mory cpenaTb?

Balw remaTonor oTBeyYaeT 3a KNMHMYECKoe ynpasneHue sawero NbX 1 koopamnHaumio ¢ gpyrmmuy cneumanmctamm
COBMECTHO C BaLLMM CEMENHbBIM BPAYOM.

Ho Y BaC, KaK nauneHTa, eCtb 1 0b6A3aHHOCTU: cnegoBaTb Ha3HAYeHHbIM MeTOodaM NneyYeHnd, TaK KakKk 3TO MMeeT
OCHOBOTMMOMararoulee sHaveHne and ero ycriexa; 1 3apaHee nogrotoBMTbCA K MpUemMy, 4to obnerunt ananor co
BCeEMN NMNUaMK, OCYLLECTBNAOLLMMN YXOL.

Mpu xpoHWueckoM 3abonesaHmu, kak [1BX, OTHOWEHMS MeXAY BpauOM 1 MauMEHTOM SBASIOTCS AONTOCPOYHbIMMN
1 OOSKHbI ObITb MOCTPOEHbI M MOAAEP)KMBATHCS C CaMOro Havana.

Ecnu Bbl pewnTe NCrnoib30BaTb allbTEPHATUBHbIE METOObl NNeveHnA U NMPOAYKTbI, Bbl OOJDKHbI CHa4ara O6CW:I,|/ITb
9TO CO CBOMM BPa4yoOM, MOCKOJIbKY 3TO MOXET MMETb He6ﬂa|'OI_|pl/|?|THbIe nocnencTtend.
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Kak koHTponuposatb NBX

Habniogerue 3a MNBX 0omkHO BbiTh adanTUPOBaHO K TAXECTH 3ab0neBaH g, HO 0ObIYHO MPOBOANTCA NMyTEM
OLEHKN CMMMNTOMOB, aHanM3oB KpoBW, anactorpadum neuveHn (FibroScan®) 1, B HekoTopbix crnydasax, Y3
OPIOLLIHOM MONOCTWN U 3HOOCKOMUN.

AHan13bl KPOBM, Kak MPaBMUIO, PEKOMEHOYIOTCA Kaxkable 6-12 MecaLeB, B 3aBMCUMOCTU OT TAXECTU 1 CTabUNbHOCTH
3abonesaHnga. Ocoboro BHUMaHUa MOTYT NOTPebOoBaTb MOMOMAbIE XXEHLLMHbI, MALMEeHTbl MY>XXCKOro nona n te, y
KOrO PasBUICa LMPPO3, B TOM YUCe NpoBeaeHusa perynapHoro Y3 6ptolHOM nonocTu.

MaumeHTbl, cTpagatoime [NBX, MOryT MMeTb NOBbILLEHHbIN PUCK OCTEONOPO3a (CHMXKEHME MAIOTHOCTM KOCTHOM
TKaHN). [103TOMYy HEOBXOAMMbI TECTbI Ha MIOTHOCTb KOCTHOW TKaHM (OCTeogeHCUTOMETpUS) N NpodunakTUyeckme
Mepbl.

OueHb peako nauneHTy ¢ INBX noTpebyeTca TpaHCMNaHTaLMa NeYeHu, T.e. NPU KOHEUYHOM CTaaum 3aboneBaHns
NeyeHn C UMPPOTUUYECKMMU OCNOXKHEHUSAMM, KPYMHBIM XONECTa30oM nnu HepaspelmnmblM 3ygom. OOHako, ecnu ee
BbIMOMHWUTb, TO OHA VIMEEeT XOPOLUMEe OONTOCPOYHbIE PEe3ybTaThl.

Hy>xHa nu MHe cneuyuanbHasa guerta?

HeT cneumnanbHom aneTbl ana MNBX. PekomeHpauns 6ygeT 3aknoyaTbCa B MOAAEPXKaHMN 300POBOro,
cbanaHcKMpoBaHHOIO NMTaHWA. M3berante ntobbix 0OOABOK 1 TpaB He3 KOHCYNbTaLMKM C BalLMM BPAYOM B

nepsyto ouepenp. NauneHTam c MNBX pekomeHayeTca nsberatb KypeHus, 4To, Kak bbiNo AoKasaHo, ycyrybnaer
ayTOMMMYHHblE PacCTPONCTBa B LienioM U [1BX B yacTHOCTK, a Takke ntoboe ypesmepHoe NoTpebneHne ankorons.

Mo>XHO MHe ceMblo?

[a. CpegHnii BO3pacT aMarHo3a coctaBngeT 55 neT, HO eCcnm Bbl MOMOXE M AETOPOAHOrO BO3PacTa, Bbl MOXeTEe
YTOUHWTb Y CBOEro Bpaya, KOTOPbIN AaCT PeKOMeHAaLMmM B 3aBUCMMOCTM OT CTadMu BalLero 3abonesaHmns.
O6bIYHO BepeMeHHOCTb 1 yxof 32 6OMNbHbIMIM BO3MOXHbI ANA MOAABAAIOLLErO DOMbLUMHCTBA NALMEHTOB.

YacTto Monoable XeHLWMHbI CNpaLlvBatoT, MOTYT N OHM NepefasaTb [ 16X ceonm geTam. [NBX He HacneaCcTBEHHbIN,
HO 13-3a reHeTnyeckoro GoHa 3aboneBaHns BEPOATHOCTb PAa3BUTUSA Y MPAMbIX POACTBEHHMKOB [MBX (1Mnu

OPYrvx ayTOMMMYHHbIX 3a060MeBaHMit) Bbille MO CpaBHEHMIO C 0bLLen nonynsauren. Mo oueHkam, NpUuMepHoO

5 % poOCTBEHHWKOB NepBOM NMHMK NaumeHTa ¢ [1BX, B nepyio ouepenb XXeHLWHbI, OyayT NOABEP)KEHbI PUCKY
pa3euTns MNbX. B HacTodawlee BpeMa HET OpunLUManbHbIX PEKOMEHAALMI MO CKPUHUHIY UneHoB cembk npu IMBX.

Mpususkn

PekomeHpayeTca BakyMHaums npotue Bupycos renatuta A n B, COVID-19 1, B HeKOTOpbIX Criydasx,
MHEBMOKOKKOBbIX MHbeKUMI (bakTepnii). Y NaumeHTOB C PUCKOM 3apaKeHNs TSKenbIM rpunnom (Bospact > 65
neT 1 6onbHbIE LMPPO30M) BaKUMHaLUMA MPOTMB rpuUnna peKoMeHayeTcs Kaxayto OCeHb. TeM He MeHee, ecnu Bbl
peLlInTe UMETb ApYrmMe BakLMHbI, Bbl AOMKHbI MOrOBOPUTb CO CBOMM BpayoM, UTODbI MPOBEPUTH Balll
KOHKPETHbIN Cryyan.
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fiBnserca nu NMBX nH$pekumMoHHbIM 3a6oneBaHnem?

HeT. MNBX He aBnaeTca MHPEKLMOHHbBIM MY 3aPa3HbIM.

Kak HanTu cneunanucra?

MBbX aenaeTcs peakyM 3ab0neBaHnNEM N He KaXKObl Bpay MMeeT OOCTaTOUHbIM OMbIT neyeHns naumeHTos ¢ 16X,
OH OoMmKeH KOHTPONMPOBATbCA MEAULIMHCKMM CReLmancToM B bonbHMLE C onbiToM neveHus [1BX. HekoTopble
OONbHMLbI ABNAOTCA YACTbIO HALMOHANbHOW CETU MO peaknM 3abonesaHnsaM neveHmn U/mnm obLLeeBponemncKom
ceTu no bopbbe ¢ peakmmin 3abonesaHuamm nevern, ERN RARE-LIVER.

DTO O3HaYaeT, YTo NauUMeHTbl, OTMEYEHHbIe B HOMbHULAX BHYTPU CETK, MOTYT BOCMO1b30BaTbCA OMbITOM
crneumanmcToB, paboTatoLmx B Apyrix bonbHMLax cetn. Obcy>kaeHne cnydaes B paMKax CETU MOXKET MOMOUb B
paspeLleHnn OUeHb PeaKmnx 1 0CoDbIX Cryyaes.

[ns nonyuyeHua pononHutenbHor nHdopmaumm o ERN RARE-LIVER noceTute Beb-cant https:/rare-liver.eu/.

Hawntu nndopmauuio n nogaeprxky

OpraHusaummy NnaumeHToB BaXKHbl 419 TOro, YTobbl MOMOYb BaM CNPaBUTbLCA C BO3OENCTBMEM BaLLero aMarHo3a
MBX, nogennTbca onbITOM 1 0BNErymTb Balll AManor ¢ BalMMn MeAMLUMHCKMMN paboTHWKaMn. C peakmnm
3a60MeBaHNEM HYXXHO MOHATb, UTO MPOUCXOANT C BaLLIMM 300pOBbeM. KpoMe TOro, naumnmeHTCKne opraHmsamm
NpenoCcTaBaT BaM NOOAEPXKKY 1M 3aCTaBAT BAC YyBCTBOBATb Cebsa bonee ananTmMpoBaHHbIM NTMLOM K BaLLleMY
COCTOAHMIO. Bbl MOXETE HalTK OpraHm3auymm naumMeHToB B Balen ctpaHe Ha cante ERN RARE-LIVER
(https://rare-livereu/patients/patient-organisations).

Hvcknenmep

IHdopMauma, npeaocTaBneHHas HecnnaTHO Ha HalleM canTe, bbina cobpaHa B COOTBETCTBUM C HALLMMM
3HAHMAMMN, UTODLI AaThb 3aMHTEPECOBAHHbIM UMTaTENAM NMepBOHaYanbHbI 0630p BO3MOXKHbIX 3aD0NEBaHNN 1
BapunaHTOB nedeHusa. OHM NpeaHa3HauYeHbl UCKMOUYUTENBHO B MHOOPMALIMOHHbBIX LIENAX U HM B KOEM Cly4yae He
3aMEHSIOT NMYHbIE COBETbI, 0O6CNEAoBaHMe UMK ANArHO3 YNOTHOMOYEHHbIMI BPaUuaMu,
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