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AnHOmayun

IepBuuHbIil 6GrnapHbiil xomanrut (IIBX) — XpoHUYECKOe ayTOMMMYHHOE XOJiecTaThu4deckoe 3ab0sieBaHue TIeueHH, XapaKTepU3yolieecs OIo-
cperoBaHHBIM T-TuMdOIIUTaMU TOBPEXK/IEHNEM BHYTPUIIEUEHOUHBIX OMIMAPHBIX SMUTETHATBHBIX KJIETOK U HAJTUYUEM CIEIHU(IIECKOTO Cepo-
JIOTUYECKOTO MapKepa — aHTUMUTOXOH/IPUAJIBHBIX AHTUTEJI, IIPU OTCYTCTBUHU JIEUEeHUs IIPUBO/ISAIIEe K TEDMUHAIIBHOH CTa/Iuy OGUIJIMAPHOTO IUP-
po3sa neuenu. IIBX ocraercs cepbe3HO Tpob1eMoii 061ecTBEHHOTO 3/1paBooxpaHenust. [lo HezaBHero Bpemenu [I6X 0603HauaIl KaK «II€PBUY-
HBIU OUJTHAPHBIN UPPO3», OJJHAKO 3a00JIeBaHUE YACTO JUATHOCTUPYETCS B IOIUPPOTUUECKYIO (hasy, Kora elle HeT chOPMUPOBAHHOTO IIPPO-
3a, a eCTh JIMIID yrpo3a ero pazputus. CMeHa euHUIN 6071€3HI TAPMOHUYIHO YKJIa/IbIBAETCS B PAMKH KOHIENIUY IIPEBEHTUBHON MEUITUHBI,
IIOCKOJIbKY CBOCBpeMeHHOﬁ IIOCTAaHOBKOM AHuarHosa u aHeKBaTHOI‘/JI Teparmeix’l Ty (1)33}’ 3360]IeBaHI/I$[ MOXKHO IIPOJJIUTD Ha roAbl U AE€CATUIIETUA,
OJ/IHAKO BCE ATU TO/IbI MAI[EHTA «TPABMHUPYeT» 3apaHee MMOCTaBJIEHHBINA MAarHO3 IIUPPO3a MeueHn. B KOHIle MPeIIecTBYIONETO AeCATUIETHS
6BLIO OIyOJIMKOBAHO OOJIBIIIOE YHCIIO MEKAYHAPOAHBIX KIMHIUUECKUX PEKOMEH/IAlUH 1 Taii/iyIaiiHOB, mocBsmeHHbIX [IBX. B pamkax npe/cras-
JIEHHOTO 0030pa 0 COBPEMEHHOM COCTOSIHUU 1P06sieMbl [IBX UCII0/Ib30BaHbI ITyO/IMKAIUY M3 PA3JIMYHBIX MEXK/YHAPOHBIX 623 JaHHBIX C aKI[€H-
TOM Ha ny6nn}<au1/m TEKYILIero AeCATUJIETHUA, B KOTOPBIX OTMEYaeTCA Ba>KHOCTh paHHeﬁ AUArHOCTHUKH 3a00J1€BaHNA C AKIIEHTOM Ha OuoOXuMHUYe-
CKHe MapKephl XoJiecTasa (IIpex/ie Bcero 1eounyio ¢ocdarasy) 1 UMMYHOJIOTUUYECKHE MapKePhI (B IEPBYIO OUEPE/Ib aHTUMHUTOXOH/IPUAIbHBIE
aHTI/ITeJ'Ia) U paHHEro Hayasia JieueHus C IDUMEHEHUEM IIpernapara 1-1i JINHUM — prOﬂeBOKCPIXO)'IeBOﬁ KHCJIOTHI.

Karoueewvte cro6a: nepBUYHBIN OWIMAPHBIN XOJIAHTUT, TeUHUIMs 60JIe3HU, STIUIEMIOJIOT S, AUAaTHOCTHKA, 1e09Hast ¢pocdarasa, aHTUMU-
TOXOH/IpHAJIbHbIE AHTHUTEJIA, KJINHUKA, JIEUeHNE, YPCOZE30KCUX0JIeBast KUCJIOTA, 00eTUXO0JIeBas KUCI0Ta, MOHUTOPHUHT, IIPOTHO3.
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Abstract

Primary biliary cholangitis (PBC) is a chronic autoimmune cholestatic liver disease characterized by T-lymphocyte-mediated damage to intrahep-
atic biliary epithelial cells and the presence of a specific serological marker, antimitochondrial antibodies, and which, if left untreated, leads to
end-stage biliary cirrhosis. PBC remains a major public health problem. Until recently, PBC was referred to as "primary biliary cirrhosis", but the
disease is often diagnosed in the pre-cirrhotic phase, when there is no formed cirrhosis yet, but there is only a threat of its development. The
change in the definition of the disease harmoniously fits into the framework of the concept of preventive medicine, since with timely diagnosis
and adequate therapy, this phase of the disease can be extended for years and decades, but all these years the patient is “traumatized” by a pre-
diagnosed liver cirrhosis. At the end of the previous decade, a large number of international clinical recommendations and guidelines on PBC were
published. As part of the review of the current state of the PBC problem, publications from various international databases were used, with an
emphasis on publications of the current decade, which note the importance of early diagnosis of the disease with an emphasis on biochemical
markers of cholestasis (primarily alkaline phosphatase) and immunological markers (primarily turn antimitochondrial antibodies) and early ini-
tiation of treatment with the first-line drug — ursodeoxycholic acid.
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H epBuuHbIN Ouuapusiil xomaurut (I16X) — xpoHuye-
CKOE ayTOMMMYHHOE XOJIecTaTH4ecKoe 3aboJieBaHe
[IeYeHU, XapPAKTEPU3YIOLIeecs: ONOCPeAOBaHHBIM T-rmdo-
[UTaMU IIOBPEXJIEHHEM BHYTPUIIEUEHOUYHBIX OMIMApPHBIX
SIUTETNAJIBHBIX KJIETOK U HAIMYUEM CIelu(dUIECcKOro ce-
POJIOTHYECKOr0 MapKepa — aHTHUMUTOXOH/IPHAJIBHBIX aHTH-
Test (AMA), Ipy OTCYTCTBHHY JIEY€HUS IIPUBOJAIIEE K TEPMU-
HAJIHOU CTa/IN¥ OWJIMAPHOTO IIUPPO3a IMeYeHH [1, 2].

I'ucrosnormueckn IIBX xapakrepusyercs WHPUIbTPA-
el MOHOHYKJIEADHBIX KJIETOK U pa3pylleHHeM BHYTPH-
II€YEHOYHBIX MEJIKUX KEJTIHBIX IIPOTOKOB C ITOCIIEAYIOIIIM
pasBUTHEM OWJIMAPHOTO LUPPO3a IEYeHU U B KOHEYHOM
HUTOTe IIEYeHOUYHON HeI0CTaTOYHOCTH [3].

K xapakrepnabiMm ueptam IIBX oTHOcATCA yacToe couera-
HUE C pa3IMYHBIMU ayTOUMMYHHBIMH CHHPOMaMU U 3260-
JIEBaHHUSAMHM, a TaK)Ke IIOYTH YHHKaJIbHAsA KOMOWHAIIUA
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OCJIOXKHEHUH, 00yC/IOBIEHHBIX X0siectazoM. IIBX 10 Hemas-
HEro BpeMeHH 0003HAYaIy KaK «IIepBUYHBIN OWIHApHBIA
nuppo3s» [4], Ho 3aboJieBaHME YACTO TUATHOCTUPYETCS B JI0-
OUPPOTHYECKyIo ¢asy, Koraa elne HeT chOopMHPOBAHHOTO
UPPO3a, a ecTh JIUIIb yrpo3a ero paspurus [5]. Cmena Jie-
uHUIIK 6OJIE3HN TAPMOHWYHO YKJIAJ[IBAETCS B PaMKH
KOHI[ENI[UH [TPEBEHTUBHON Me/IUIINHbI, TOCKOJIbKY CBOEBpE-
MEHHOU IIOCTAHOBKOU IMATHO32 U a/IEKBATHOH Teparuei 3Ty
(azy 3aboseBaHUA MOKHO ITPOZJTUTH HA TOMBI U JECATIIE-
THs1, OTHAKO BCE ATH TO/IbI MTAIUEHTA «TPAaBMUPYeT» 3apaHee
IIOCTaBJIEHHBIH JIUAarHO3 [UPPO3a TieueHu [6].

IIBX ocraercs cepbe3HOU NpPo6IeMOH OOIIECTBEHHOTO
371paBoOXpaHeHust [2, 7]. B KOHIe IPe/IIIIeCTBYIOIIETO Jie-
CATIIETHSA OBLIO OITyOJIMKOBAHO OOJIBIIIOE YKCIIO MEK/IyHA-
POJIHBIX KJIMHUYECKUX PEKOMEH/IAIUi U Tai/yIaitHoOB [7—
13], mocesitnenHbix [1BX. B pamkax mpejicTaBieHHOTO 00-
30pa 0 coBpeMeHHOM cocrosHuu npobiaems! IIBX mbr nc-
M0JTb30BAJIN MIYOJIMKAIIMY U3 PA3TUIHBIX MEK/YHAPO/IHBIX
0a3 JaHHBIX C AKI[EHTOM Ha ITy0JINKALINH TEKYIIETO JIECATH-
JIETHS.

Anuaemuosiorud. 15X npeumylecTBeHHO Nmopaaet
JKEHIIUH CPe/IHEr0 BO3PAacTa, U CKOPOCTh MIPOTPECCHPOBA-
Hs1 3200J1€BaHUS 3BHAYUTETHHO PA3INYAETCs MEXK/TY TaIu-
eHTamMu [1, 14]. B sIMIEeMUOJIOrHYECKUX HCCIENOBAHUAX
OLIEHUBAaEeTCA COOTHONIeHue pacrpocrpaHeHHoctd 116X ¢
HJIMYMEM aHTUMHUTOXOH/IPUAIbHBIX aHTUTEN (AMA+) 9:1
JUISL JKEHIIWMH U MYKUWH, a CPEHUN BO3PACT HA MOMEHT
IIOCTAHOBKU JUAarHO3a COCTaBJIAET OKOJIO 50 JieT [15, 16].

JKeHIMHBI CPETHETO BO3PACTa COCTABJISIIOT Jiemorpadu-
YecKyIo TpyIIily, Haubosiee yacro 3aTparuBaemyto [1BX. 3a-
60J1eBa€MOCTb Y JKEHII[UH CTapIIle 40 JIET COCTABJISIET OKOJIO
0,1% [17, 18]. CKOppPeKTHpOBaHHAA II0 BO3PACTY PaCIpPO-
CTPAHEHHOCTh HA 100 THIC. YEJIOBEK COCTABJIsSIET 65,4 CIIy-
vas y oKEHIIUH U 12,1 cJIydast y My»K4uH [14, 19, 20].

BoJiee mo3aHMe KCC/IeNOBaHUS YKA3bIBAIOT HA COOTHOIIIE-
HYE 5:1 MEX/Iy *KEHIMHAMY 1 My>KYrHaMu [20], u emre 60-
Jlee HU3KOE COOTHOIIIEHNE JKEHIIUH U MY>KYMH B 2,3:1 ObLIO
3apeructpupoBano B CeBepHoil Utanmuu [21]. IIBX penko
BCTPEUAETCS Y ’KEeHIIUH B BO3PACTE JI0 25 JIET, HO UMEIOTCS CO-
obrenus o cirydasx ITIBX y 12- v 16-7IeTHUX JIeByIIIeK [14, 18].

IosoBoii numopdusm IIBX MoxkeT OGBITH 00yCIOBJIEH
3IUTEHETUUYECKUMU (DAKTOPAMHU, BIIUSIOIIUMU Ha X-XPO-
MOCOMY, ¥ UMMYHOJIOTUYECKUMH Pa3JINUUsIMH, KOTOPbIE
MMOTEHITHAJILHO TOPMOHAIBHO OTIOCPEZIOBAHbI [22].

MHOrO4HCIEHHBIE UCCIIEA0BAHMUS IOKA3AJIH, YTO MYKCKOI
TI0JI CBSI3aH C 33JIEP’KKOU B JIMATHOCTUKE U, KAK CJIE/ICTBUE,
yBeJIMUeHreM Bo3pacra mpu BbisiBjiennu [16X [23—25].

I'eorpadusa IIBX. 3a6oseBaeMOCTs U PACIIPOCTPAHEH-
Hocth ITBX Bapbpupytores reorpaduyecku [16, 20]. Peruo-
HaMH C caMOH BBICOKOH pacrpocrpaHeHHOcThIO [IBX aB-
aaorea CesepHasa Espona u CeBepHasa AMepuka — IpH-
MepHO 28,3—46,5 Ha 100 ThIC. HacejeHus [16, 20], ¢ ore-
HOYHOU PacIpoCTPaHEHHOCTHIO 11,87 Ha 100 ThIC. HaceJe-
HUs B A31aTcKO-THX00KeaHCKOM pernoHe [16].

B nomynanuonnbix uccaenosanuax IIBX pacmpocrpa-
HEHHOCTb 3a00JIEBaHUSI BapbUPOBAJaCh OT 4,8 ciaydas Ha
100 ThIc. yesioBek B I0xkHO0# Kopee [26] 710 58,2 cayuas Ha
100 ThIC. uesioBek B IlenTpanbHoii ['peruu [27].

J1o HaCTOAIIETO BpEMEHU HE SICHO, ABJIAIOTCA JIU Treorpa-
¢uueckue pa3auyunsa 00yCI0BIEHHBIMI UCTHHHBIMU DTHU-
YEeCKUMH 1 SKOJIOTHUYECKUMHU IPUINHAMU WJIN OTIINIUSIMI
B METOJIOJIOTUSAX WCCIIEZIOBAHUSA PACIPOCTPAHEHHOCTH U
ypOBHEM riaTHOCTUKY [28].

B psne cTpaH 6pUI0 OTMEUEHO YBEIUUYEHHE PacIpocTpa-
nennoctu [1BX ¢ reuenuem Bpemenu [1]. Tak, B AuHAMUKE
3a nmocJiefiHue fecAatwierus noselimenue [15X saperucrpu-
poBano B CeBepHoii Aurynu [29], ABcrpanuu [30], Kanaze
[31] u HexoTOpBIX ApyTUX cTpaHax [32]. B CIIIA u IlIBerun
3a60J1eBa€MOCTH OCTaeTCs CTAOMIBHON Ha IPOTAKEHUH He-
CKOJIBKUX JIeCaTHIeTui [32].

HccnenoBaHue, npoBeJieHHOE B AnoHMNY, TOKA3aJ10, YTO
pacupocrpaneHHocts [IBX B 2016 r. cocraBuia 33,8, 4To
COTIOCTAaBMMO C TAaKOBOHM B 3amafHbBIX cTpaHaxX. OHAKO
pacnpocrpaneHHocTs IIBX B AnoHuu B 2004 T. COCTaB-
JIsiya 11,6, 9TO CBUIETEIBCTBYET O TOM, UTO PaCIpPOCTpa-
HEHHOCTb MOYTH yTpomiach [33]. He uckitoueHo, uto sta
pacrymas teugennus I[1BX nHabsromanach U B JPyrux
cTpaHax Asuu.

BeposiTHO, pa3/IMYHBIA ypPOBEHb 3a00JI€BAEMOCTH OTpa-
JKaeT CKopee pa3Hble BO3MOXKHOCTH TUATHOCTUKU U ITPOBeE-
JIeHUs CKPUHHUHTOBBIX IIPOTPAMM, Ye€M HCTUHHYIO Teorpa-
(uueckyo BapuabespbHOCTb [6], HO HeJIb3s HCKIIOYATH U
HWCTUHHOE yBesinueHue 3abosieBaeMocTH [19].

dTHOJIOTHA, IATOreHe3, narodusunoaorusa. Cunra-
ercd, yTo Ha pasBurhe I1BX BiuAeT pAA reHeTUYECKUX U
9KOJIOTUYECKUX (DAKTOPOB.

AnmumumoxoHdpuanvHvle anmumena. AMA ABIA0TCA
a"TUTEeaMHU, BhICOKOcTennbuaaeMU /i [1BX, koTtopsie
HaIeJIeHbl Ha KOMIIOHEeHT E2 mupyBaTmeruporeHa3HOro
xomiutekca (PDC-E2) Ha MHUTOXOH/IPUAIBHBIX MeMOpaHax
[17]. IIBX TecHO cBA3aH ¢ NOTEpel UMMYHHOH TOJIEpAaHTHO-
ctu Kk koMmnoHeHTy E2 kommiekca PDC-E2, uTo BeI3BIBaeT
JICPETYJIANNIO BPOKIEHHOH 1 a/IallTUBHOY UMMYHHOU CH-
CTEMBI U B KOHEYHOM HTOTe IPUBOJUT K IleJIeHAIIPaBJIeH-
HOMY MMMYHHOMY OTBETY MPOTHUB OMJIMAPHBIX BIIUTETU-
JIbHBIX KJIETOK [34].

Bricokocneruduaapie AMA IPUCYTCTBYIOT B BBICOKHX
tuTpax y nanuentos ¢ 116X u nanenensl Ha PDC-E2 B x0-
JIAHTUOIUTAX, BHI3bIBAS AIIONTO3 OUIHAPHBIX SIIUTETNAITb-
HBIX KJIETOK [1, 17]. [Ipe/yioskeHbl pa3auuHble 00bICHEHUS
Toro, nouyemy AMA clierfuaJibHO HaleJeHbl HA MUTOXOH/-
pun OWTMAPHBIX KJIETOK IO CPABHEHUIO C IPYTUMU MUIIIE-
HAMH. OTHO U3 O0BACHEHUH MOJYEPKUBAET YHUKAIbHBIN
MeXaHU3M aloITo3a B OMINAPHBIX SMUTETUATIHHBIX KJIET-
Kax [35].

Kpowme Toro, [IBX Takke XxapakTepusyeTcs TSKeJIOH UH-
¢unprpanueii ayropeaktuBHbix CD4+ u CD8+ T-kiieToK,
KOTOpbIe HalleJIeHbl HAa BHYTPHUIIEYEHOUHbIE OUIMapHbIE
SIIUTETNAJIbHBIE KJIETKU, BHI3bIBAs TEM CAMBIM XPOHHYE-
CKOe BOCIAJIEHUEe U B MOCJIEAYIOIIEM I[UPPO3 MevYeHu [17,
36]. Kpome TOro, Hayjn4yme rpaHyJIeMaTO3HOTO BOCIaJIe-
HUSA, BEIPAOOTKA MOJMKIJIOHAJIIBHOTO UMMYHOTJIOOyImHa M
¥ IIUTOKWHOBBIE PEAKIUH ITOAYEPKUBAIOT POJIb BPOXK/IEH-
HOTO UMMYHHOTO OoTBeTa B matorenese I1BX [34]. Ayto-
MMMYyHHasl arpeccusi M MOoTeps UMMYHHOU TOJIEPAHTHOCTU
OUITMAPHBIX AMUTETUATBHBIX KJIETOK MOTYT IIPUBECTHU K T10-
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BPEXK/IEHUIO JKEJTUHBIX IMPOTOKOB, MOCJIEYIOIIEMY XOJie-
cTasy U B KOHEYHOM uTore K pubposy nevenu [2].

Hacnaedcmeenrnocms. HaciencrBeHHass BOCIPUMMYHU-
BOCTb SIBJISIETCSI BAYKHEUIIIUM 3JIEMEHTOM, CIIOCOOCTBYIO-
M natoreHe3y [15X [1]. BoisiBJIEHBI aCCOIUAIINY C OTIpe-
JIeJIEHHBIMHU ajiesiaMu Komirekca HLA [37], B yvacTtHOCTH
c rartotrunnamu HLA B8, DR3, DR4, DR2, xapakTepHbIMU
JUIs pa3JTMYHBIX ayTOMMMYHHBIX 3a00JieBanuii [6], u 6osee
BBICOKAsI KOHKOPAHTHOCTH 3a00JI€BAHUS Y MOHO3UTOTHBIX
6ausHenos [38].

Cemeiinbiii puck [IBX /7151 JKEHIUH € OAHUM OOJIBHBIM
15X po/icTBeHHUKOM 1-1 JINHUM BBIIIIE, YEM IS KEHIIUH,
y KOTOPBIX HET OOJIbHBIX POZICTBEHHHUKOB [1]. Kpome Toro,
6bU10 OOHApyxKeHo, yTo puck [IBX yBenndyuBaercs ¢ BO3-
pacTaHueM CTeleH! CeMeNHBIX OTHOIIeHU! [39].

B mocsteiHME TO/BI TPOBEIEHO HECKOJIBKO UCCIIEI0BAHII
reHOMHBIX accoruanuit (GWAS) 717151 BbIsSIBIEHUST KOHKPET-
HBIX UyBCTBUTEJIHBIX T€HOB, OTBETCTBEHHBIX 32 Pa3BUTHE
I1BX, ofHAaKO KOHKPETHHIE TE€HBI ellle He UAeHTUDUINPO-
BaHHI [16, 40].

Bce Gostbllie JAHHBIX CBU/IETEJIBCTBYET O TOM, UTO B COUE-
TAHWUM C TEHETHUYECKOHU IPEe/[PACIIOIOKEHHOCTHIO, BAXKHYIO
pons B pasutuu [IBX umrpaior ¢axTopbl OKpyKarollen
cpenst [20, 39].

daxmopbwt oxkpydcarowell cpedsvl. PenuauBupyoIe NH-
dexnuy, HanpuMep WHOEKIUN MOYEBBIBOJSAININX ITyTeH,
BeI3BaHHbIEe Escherichia coli (srturon PDC-E2 E. coli mose-
KyssipHO cxojieH ¢ PDC-E2 uesioBeka) [20, 41, 42], a Takke
KypeHHe U (pU3NIECKOe BO3/IeHCTBHE TOKCHHOB OKPYKalo-
el cpezpl cBA3aHbI ¢ pazButreM 15X omocpenoBano kak
yepe3 MeXaHU3M MOJIEKYJISIDHOM MUMHUKDHH, TaK U Yepe3
HapyIIEHUs] IMMYHOJIOTHUECKOH TOJIEPAHTHOCTH [43, 44].

Yenoseueckuit PDC-E2 paszesnsier 3HaUNTETBHYIO TOMO-
soruio ¢ E. coli PDC-E2, ocobeHHO B 06J1aCTsIX UMMYHO/[0-
MUHAHTHBIX 3UTONOB AMA. CXOJICTBO MeX/Iy uesioBede-
ckuM PDC-E2 u E. coli PDC-E2 MoxeT 00bsCHUTD HapylIe-
HUE TOJIEPAHTHOCTH K MUTOXOH/[PHAJILHBIM ayTOAHTHTe-
Ham u nosinenne AMA [20, 45].

VYkazaHus B aHAMHe3€e Ha KypeHHe Wi 3aMeCTUTEIIbHYIO
TOPMOHAJIbHYIO TEPATIUIO TAKKE CBS3aHBI C TOBBIIIIEHHBIM
puckom IT1BX [36]. UmmyHOMORyIupyomue 3¢bdeKTs! Ta-
GaKOKypeHUsI curaper pa3HOOOpa3HbI, BKJIIOUAS yBeIUYe-
HHUE I[POBOCIAJUTEIHHBIX IUTOKUHOB WHTEPJIEHKUHA
(1J1)-1, JI-6, NJI-8 u dakTopa HEKPO3a OIyXOJU a. Xpo-
HHUYECKOEe BOCIIAJIEHHWE U HIUPOKO PACIPOCTPAHEHHOE II0-
BpEeXK/IeHUE KJIETOK, BHI3BAHHOE TabOaKOKypeHUEM, MOTYT
BBI3BATh IATOTEHHbIE A/IANITHBHbIE UMMYHHbBIE DEAKIINHU
Th1 mpoTUB Pa3JIUYHBIX KJIETOYHBIX AHTUTEHOB U Hapy-
LIUTH PETYJIANUI0 roMeocTa3a T-KyIeToK. ITO coriacyercs ¢
IIBX, B koTopoMm kyieTku Th1 siBst0TCSA TPE06IIaIal0 UMK
MHOQUIBTPUPYIOIIUME JuUM@onuTamMu, a ¢GyHKIUA KOM-
napTMeHTa T-KJIETOK HEZIOCTaTOYHO peryaupyercs [46].

Jlpyrue GpaxTophl OKpy»KaIoIIel cpesibl, TAKHe KaK MoJjie-
KyJIbl, KOTOpbIE B3aUMO/IEHCTBYIOT C JIMIIOEBON KHCJIOTOH
(KCeHOOMOTUKHU — 2-OKTHHOBAS KUCJIOTA, KOTOPAsl UCIIOJIb-
3yeTcsi B KOCMETUKE U MHUIIEBBIX IPOAYKTAX, U ee KOHBIOTAT
2-OKTUHAMUJ], & TaKyKe 2-HOHUAMWJ), ObUIM CBS3aHBI C
I[MBX-1oy106HpIM (OJIE3HEHHBIM COCTOSIHUEM B 3JKCIIEPH-

MEHTE Ha KHBOTHBIX MOJEJISAX [20, 41, 47, 48]. Uccnenoa-
HUA «CIIy4al—KOHTPOJIb» TAKKe [T0KA3aJIU, YTO KCEHOOUO-
traeckasds Mmopuduranua PDC-E2 ¢ gaHHBIMU XuMmde-
CKMMU BEIIeCTBAMU MOKET UTPaTh POJIb B pazpaboTke uM-
MyHOTE€HHBIX HEOAHTHUTE€HOB U HAPYIIEHUU UMMYHHOU TO-
snepautHoctu k [1BX [20, 49, 50].

UccnenoBaHme OCH «KUIIEYHUK—TIEYEHb» SBJIAETCS
00J1aCThI0 AKTUBHOTO HM3Y4YEHWs B PaMKax MaTOTeHe3a
[TBX, 00yC/IOBJIEHHOTO TECHOH CBS3HIO MEK/Y AHTUTE€HAMU
Y MUKPOOHOTOU KUIEYHHKA, UX TPAHCJIOKAI[UEH ITyTEM B
IIeYeHb U BBITEKAIINMU U3 3TOTO UMMYHHBIMHU U ITUTO-
TOKCHUYeCKuMHU B3aumoyeicreusimu [51]. [Ipeanonaraercs,
YTO HOBBIIIIEHHAsI TPOHUIIAEMOCTh KUIIIEYHNKA U3-3a 6apb-
epHOH ANC(YHKIUN BHI3BIBAET MHKPOOHYIO TPaHCJIOKA-
M0, KOTOPasA MOKeT BbI3BIBAThH BSAJIOTEKYII[EE BOCIIATIEHHE
IIPU pas3IMYHbIX 3a001eBaHMAX [52].

JuchyHKIUA KUMIEYHOTO 3IUTEJTHAIBPHOro Oapbepa u
MOBBIIIIEHHAS] TIPOHUIIAEMOCTh OBUIM OMKCAHbBI y TMAI[UeH-
TOB C QJIKOTOJIBHOH 0O0JIE3HBIO IE€YEHU, HEaJIKOTOJIbHBIM
cTeaTorenatuToM, nupposoM nedenu u I16X. Hapsany c no-
BBIIIIEHHON KWIIEYHON IPOHUIIAEMOCTHIO y IAIlUEHTOB C
rernaToOMIMAPHON MATOJIOTHEN ObUIH OOHApYKEHBI HH/IO-
TOKCEMUsI U POBOCHIATIUTEIbHAS IUTOKUHEMHUS [52—54].

HoBasa xoponaBupycHasa nHpexknusa (COVID-19).
B nureparype mMeIOTCS €IMHUYHBIE OMMCAHUSA KIMHIYE-
ckux ciaydaeB guarsoctuku [1BX y nmaruenTos ¢ COVID-19.
Anammns Bo3MmoxHOH cBsasu IIBX m COVID-19 nposeneH
TOJIBKO B OJTHOM MHOTOIIEHTPOBOM HCIIAHCKOM HCCJIE/I0BA-
HUH [55], B KOTOPOM OBLIIO OTMEUYEHO, UYTO KyMYJLATUBHAA
3abosieBaemoctb COVID-19 cocraBuia 7,3% (85 u3 1151) B
nomysissnuy [IBX poTuB 7% B HCIIaHCKOH I7106aIbHOH 110-
nynsanuu (p=0,567). B ¢BoI0 ouepenb, KyMyJIATHBHBIA YPO-
BEHb TOCIUTAIN3ANNHY, cBI3aHHbIA ¢ COVID-19, cocTaBmi
0,51% cpenu HacejeHus Vcmanuu mpotuB 1,74% (20 u3
1151) (p=0,0001) B nomyssanuu I1BX. Kpome Toro, KymyJis-
TUBHBIM yPOBEHb CMeEpPTHOCTH, cBA3aHHOH ¢ COVID-19 B
Wcnanuu, cocraBuia 0,10%, B TO BpeMsA Kak 5TOT IIOKa3a-
TeJb cocTaBUI 0,35% (4 w3 1151) B momyssinuu I[1BX
(p=0,01).

B OHOIIEHTPOBOM PETPOCHEKTUBHOM POCCHHCKOM HC-
ceoBaHUM [56] TPOBEZEHBI OMPOC U AHAJIU3 MEIUITUH-
CKOU JIOKyMeHTaIuu 144 manuenTos ¢ [IBX. Bee marmueHTHI
(n=144) nosy4yanu 6Ga3HCHYIO TEPAIUIO YPCOZE30KCHXOJIe-
Boit kucioroit (Y/IXK), 5 u3 HUX — JIOTIOJTHUTENTHHO (HUb-
parsl. B mepuoz ¢ mapra 2020 1o mapt 2021 r. COVID-19
niepeHecsu 50 (34,7%) MaIliueHTOB, CPETHUM BO3PACT COCTa-
BuUJI 58,8+10,7 rofa, U3 HUX IIUPPO3 II€UeHU OIpeZiesieH y
16 uesnoBek. Jlerkoe teuenne COVID-19 HabI01a710Ch ¥ 34
(68%) uenoBek, cpenHeTsKeI0e TeueHue — y 14 (28%), Ts-
JKesoe — y 2 (4%), ciiyuaeB KpaliHe TSKEJIOT0 TeYeHUsI He
3adukcrpoBano. I1o MHeHHIO aBTOPOB, 11X He sABIAETCA
¢daxropom pucka Taxkesoro TedeHuss COVID-19. ABTOpBI
IIPe/IoJaraloT BO3MOXKHBIH IPOTEKTUBHBIH 3¢ dexT
nprema Y/IXK npu nHbexknuu, Bpi3sBaHHONH SARS-CoV-2
[56].

OmpeziesieHHbIE JIOKA3aTeJIbCTBA ITPOTEKTHUBHOTO JIeH-
creua YIXK npu COVID-19 nosy4eHbl B MHOTOLICHTPOBOM
MEKIyHAPO/THOM HCCJIeZIOBaHUY [57]. ABTOPBI neHTU(U-
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nuposanu dapHe3oniHbIH X-penenTtop (FXR) kak mpsamoi
PETYJIATOP TPAHCKPUIIUNA AHTUOTEH3WHIIPEBPAIAIONIETO
dbepmenTa 2-ro tuna (ACE2) Bo MHOTHX TKaHAX, HOPAKEH-
HbIX COVID-19, BKJIIOUas PeCHUPaTOPHYIO CUCTEMY U >Ke-
JIyJIOYHO-KUIIEYHBIN TPAKT. 3aTeM aBTOPHI HCIIOJIH30BAIN
VIXK nia yMmeHblleHUA lepenauu curHaioB FXR u mo-
nasienuss ACE2 B opranoujiax Jierkux, XOJaHTUOIUTOB U
KUIIIEUHUKA YeJIOBEKa, a TaKKe B COOTBETCTBYIOIUX TKa-
HSIX JKCIIEPUMEHTAJIbHBIX KUBOTHBIX. BBLIO MPO/IEMOH-
CTPUPOBaHO, 4TO onocpenoBaHHoe Y/IXK mopasieHue
ACE2 cHmXaeT BOCIPHUMYHBOCTh K HHGekmun SARS-
CoV-2 in vitro, in vivo, a TakyKe B JIETKUX U II€YEHU YesI0-
BeKa, mepdy3upyeMbIX ex situ. B mccieroBanmu takxke mo-
kasaHo, uro YIXK camxkaer skcnpeccuto ACE2 B pecrinpa-
TOPHOM BIUTEJINH TI0JIOCTU HOCA Y JIIOJIEN.

IIpu UCTIOIb30BAHUH PETPOCIEKTUBHBIX JAHHBIX MEK/TY-
HapogHoro peecrpa manueHTtoB ¢ COVID-19 u xpoHude-
CKUMH 3a00JIeBAaHUSIMU [€YEHH, BBISABIEHA KOPPEJSIUN
mexay yedeHueM Y/IXK U IOJIOKUTETbHBIMU KJIUHUYE-
CKUMHU ucxozamu Imnocie 3apaxkeHus SARS-CoV-2, uto
OBLIO TTOATBEPIKAEHO B HE3ABUCUMOU BAIH/IAIIMOHHON KO-
ropTe PEIUIINEeHTOB TPAHCIJIAHTATA IIeUueHu [57].

Kiaunuka u auarHocruka. I16X asnsercsa nporpeccu-
PYIOIIMM XOJIECTATUYECKUM 3a00sieBaHueM reyeHu. Ilau-
enThl ¢ [IBX MOIyT BBIABIATHCS Ha JII000M craguu 3ab0sie-
Banud. [IBX guarHocrupyercs o aHaMHEe3Y, GU3HIECKOMY
0CMOTpY, 1a00pAaTOPHBIM TeCTaM U OHuoIcuy revenu [1, 58].

IToutu y 2/3 GosbHBIX 3a00JI€BaHNE BBISBJIAIOT HA Oec-
CHUMITTOMHOU CTa/INH 110 U3MEHEHUsIM aHAJIN30B KPOBH, KO-
TOPBIE BHITIOJIHSIOTCS 110 IPUYUHAM, He CBSI3aHHBIM ¢ 3200-
JIeBaHUEM IleueHu [6].

KiuHuko-1a60paTOPHBIN CUH/IPOM XOJIecTa3a XapakTe-
pu3yeTcs MPeXkZe BCEro MOBBIIIEHHEM IIeJI0UHO docda-
tassl (I[d), a Tak:ke 0b1ET0 OMIMPYOVHA, AJTAHUHAMUHO-
tpaHcdepassl (AJIT) u acmapraramMuHOTpaHCcdeEpassl
(ACT), uMMyHOTJIO0Y/IMHOB, TJIaBHBIM 00Pa30oM HMMYHO-
riobynura M [1, 10].

HawuboJsiee pacpocTpaHeHHbBIN CUMIITOM Ha PAHHHX CTa-
auax 3ab01eBaHuA — KJIMHUYECKUH CUMIITOM: 00Ias ca-
6ocTh (yCTayoCTh, aCTEHMS), OJTHAKO B CHJLY €r0 HeCIeIlH-
(uuHOCTH TPUCYTCTBUE TOJIHKO 3TOTO CUMIITOMA HEJOCTA-
TOYHO WH(OPMATHUBHO JIJIsi YCTAHOBJIEHUs AuarHosa [6],
HeCMOTpsA Ha ero yacroe Hanuuue B Jieblore IIBX, oco-
6enno y sxeHmuH [25]. IIpe/mosiaraercsi, YTO BbIpaKeH-
HOCTb YCTQJIOCTA KOPPEJIMPYET C ayTOMMMYHHBIM BO3/€H-
CTBHEM IIPOTUB MUTOXOHPHUH [59].

OcHoBHble KinHUYeckue nposaBieHusa [1BX (KoKHBIH
3yl U JKeJITyXa) 00YCJIOBJIEHBI VIUTEJILHO CYIIECTBYIOIIIM
x0Jiectasom [4, 6, 7].

KosxHBIN 3y7] — paHHUU crienupUIecKud CUMIITOM, YCH-
JIMBAIONIUICS B HOUHOe BpeMsi. KoxkHbIi 3y HabII0/1aeTcst
60s1ee uem y 1/2 6osbHbIX IIBX, TpU 5TOM OH MOKET 3a He-
CKOJIBKO JIET IIPE/IIIECTBOBATh PA3BEPHYTON KIMHUYECKOH
kapTuHe. Koppessiiuu MeJy BbIPaKEHHOCTBHIO 3y/la U
KOHIIEHTpAI[el )KeJTUHBIX KUCIIOT, KaK B CHIBOPOTKE, TaK U
B KO3Ke, He OTMeUeHO [60, 61]. B pazButun 3T0ro cumiroma
MIPE/IIOJIaTaeTCsl BO3MOKHOE BO3/IENCTBUE KETUHBIX KHUC-
JIOT WJIN JIPYrOM HEyCTaHOBJIEHHOH NPYPUTOTEHHOU CyO-

CTaHIIMY Ha TyYHBIE KJIETKU KOXKH, UTO BEZIET K BBICBOOOXK-
JIeHUI0 OMOTEHHBIX aMHHOB. PaccMaTpuBaeTrcs Takke Bep-
CHS TIOBBIIIEHUS CEKPENNH SHIOT€HHBIX OTMOUIOB [62].

JKenTyxa K MOMEHTY IIOCTAHOBKH JIMarHosza HabJiona-
€TCs OTHOCUTEJILHO PEZKO, OOBIYHO IIPUCOEUHAETCS 03]
Hee KOXKHOTO 3yZa. BpICTpO Hapacraromas »KeiTyxa pac-
CMaTpHUBAaeTCs KaK IIPOTHOCTUYECKU HeOJIaronpuATHBIA
CHMIITOM, OTPA’KAOIIUH IPOrPECCHPOBAHNE MEeYEeHOUYHOH
HEeZ0CTATOYHOCTH [6].

OOGI11e CUMIITOMBI, CBUZIETEJIbCTBYIOIINE O 3a00JIEBAHIH
[IeYeHH, TaKWe KaK Telaro- U CIUIEHOMETaJIHs, JHUCKOM-
¢opT B 0b61acTH ITPABOTO 1TO/IpEOEPhsT U CUMIITOMBI, XapaK-
TEpHBIE JUJIA [UPPO3a IE€YEeHH, TAKXKE MOTYT PacCMaTpH-
BaThcA Kak cuMIrroMbl I1IBX, 0co6eHHO Ha MMO3IHEN CTa UK
3aboseBanmsa [2].

ITopranpHas runepreH3us, GUKCUpyeMas 110 BapUKO3-
HOMY pacCIINPEeHHIO BeH MUIIEBO/IA, ABJIAETCA PACIPOCTPa-
HEHHBIM IposBieHneM (20—-82%) y mamnuentos ¢ IIBX
[63—65] u MoxkeT OBICTPO IporpeccupoBath. IIpuMeHneHne
B Tepanuu IIBX YIXK crabuinsupyer WiId CHUXKAET IOp-
TaJIbHOE JIaBJIEHUE Yy HEKOTOPhIX manueHToB [64]. ITop-
TaJIbHOE /IaBJIEHHE MOJKET OBITh 3HAUUTEIHHO IOBBIIIEHO
Ha paHHUX cTajusx 3abosieBanus [65]. KemymouHo-Ku-
[IIeYHOE KPOBOTEUYEHHUE BCJIE/ICTBHE IIOPTAIbHON THIIEPTEH-
3UM BCTpEYAeTcs NMPUMEPHO Yy 1/2 HAIUEHTOB U MOXKET
ObITh TIepBBIM npu3Hakom 15X [63, 65].

AyTOMMMYyHHBIE BHEIIEYEHOUYHBIE PACCTPOMCTBA TaKXKe
MOTYT OTMEYAThCS B KJIMHUYECKOH KapTHHE y MAIUEHTOB C
IIBX (mocruras 63%), nHanipumep cuaapom Crerpena (Ille-
rpeHa), cuaapoM PelHO, CHCTEMHBIN CKJIEPO3, AUCHYHK-
U OIUTOBUAHOHN JKesie3bl (AyTOMMMYHHBIH THPEOH/IUT),
CREST-cungpom (C — xamprumaO3, R — cungpom PeiiHo,
E — HapymeHue MOTOPUKM NUIIEBOAA, S — CKJIEPOJAKTH-
sud, T — TeJleaHrno9KTa3uM), KOTOPHIE CJIelyeT OIeHUBATh
Ha OCHOBe aHAMHEe3a U COOTBETCTBYIOLIUX JaOOPATOPHBIX
TecToB [66].

Ha pasBepHyTOll cTasnu 3a00J1eBaHNSA HA MEPBHIN IUIaH
HEPEJIKO BBICTYNAIOT OCJIOKHEHUS XOJIecTasa U Ipexe
BCETO Pa3BUTHE CHHAPOMA Masibabcopbruu [67].

Psi1 uccieoBaHME 1IOKA3asl, YTO YCTAIOCTh/00Ias ca-
00CTh W KOXKHBIM 3yJ| IIPX IIOCTAHOBKE JHMarHo3a MOTYT
OBITh CBSA3AHBI C XYAIIUMH HCXOJaMU. Tak, UTAIbSHCKHE
yueHble U3 BosoHckoro yHuBepcutera [68] mpu obeeno-
BaHHUM KOTOPTHI U3 216 MAIMEHTOB OTMETHJIH, UTO IaIlui-
€HTBl C CHMITOMAaMHU 3HAYUTEJIBHO Yalle ObUIN JKeHITH-
namu (98,6% tportus 87,2%, p=0,004) U MOJIOKE TI0 BO3-
pacty (cpemHUU BO3pACT: 49+12 JIET IMPOTHB 55+12 JIET,
P=0,003) u uMenu Gosiee TAKeNIble OHOXUMUYECKUE IIPO-
(unm, HA YTO YKa3bIBaeT BoICOKUH ypoBeHb 11D (cpemHuii:
2,93+2,00 IPOTHUB 2,12, p=0,002) ¥ aMuHOTpaHcdepassl (B
cpemHeM: 1,92+1,00 HIPOTHB 1,47+1,27, p=0,014). Kpome
TOrO, HAI[UEHTHI C CHUMIITOMaMU peXKe pearnpoBaii Ha Te-
panuio YIXK (63% npotus 81%, p=0,0006), y HUX ObICTpee
U Yallle pa3BUBAICA IHUPPO3 U JIpyrue ociokHeHu: (31%
npotus 13%, p=0,004) [68].

JlarHo3 3aBUCUT OT HAJIMYUA AyTOUMMYHHBIX MapKEPOB
[1BX. Tak, obHapyxeHne AMA ¢ THIUYHON KapTUHOH Jia-
0GOPATOPHBIX IIEYEHOYHBIX TECTOB YACTO MOXKET CJIYKUTb
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MO/ITBEPIK/IEHUEM /IMarHo3a, IMOCKOJIbKYy AMA 1OJ0XKU-
TeJIbHBI B 90—95% cirydae I1BX [20, 69, 70].

o npusnanusa AMA ceposiornueckoii curaarypoit 115X
[1] GonpmMHCTBO TAIMEHTOB OBLIM JUATHOCTHPOBAHBI HA
MO3/THUX CTA/IUSIX IUppo3a [18, 20, 71]. B anoxy 10 npumMeHe-
aua YAXK, ¢ MomeHTa nnoctaHoBKHU quarHo3a I16X Bpemen-
HOH IIPOMEXYTOK 710 (pOPMHUPOBAHUA IIPOTPECCUPYIOIIEr0
OMIMapHOTo UPPO3a COCTABJIAJI IIPUMEPHO 2 roza [72].

B penxux ciyuasx AMA-orpunarenpHoro I[IBX apyrue
aHTHUTEJIa MOTYT OBITh IIOJIOXKUTEILHBIMU, HATIPUMED aHTH-
siZilepHble/aHTUHYKIeapHble antutena (ANA) wiu aHTU-
HyKJIeapHBIH (HaKTOp, aHTU-gP210, AHTU-SP100 WJIN aHTHU-
TeJa MPOTUB JAPYTUX MUTOXOH[PUAJIBHBIX KOMIIOHEHTOB
[73]. B uccnemoBanuu, IPOBEEHHOM UTAJBIHCKUMHU yde-
HBIMU [74], BBICKA3aHO MIPEIOJIOKEHNE, YTO IPUCYTCTBUE
aQHTU-ZP210 CBSI3aHO C XY/IINM IIPOTHO30M U CHUKEHUEM
oTBeTa Ha Tepanuio YIXK.

B ToMm ke ucciiefiloBaHuu [74] aBTOpHI coobumin 06 aH-
TUreHHbIX MumeHsax 7y [IBX-cmenuduueckux ANA,
BKJIIOUas OEJIKU KOMILIEKCA SAZePHBIX HOp (gp210 U HYK-
JIeONIOpUH P62), 0eJIoK sAepHOU MeMOpaHbl (JJaMUHHBIH
peterrtop B) u koMIioHeHTH! siziepHOTO Tesia (Sp100, PML,
Sp140 u SUMO), u 6ObIO OTMEUEHO, YTO OHH YYyBCTBU-
TeJbHBI U crenududnbl s quardoctuku 116X [74]. 9t
WMMYHOJIOTUYECKUE TECThl MOTYT OBITh BOCTPeOOBAHBI B
nuarHoctuke [IBX y manueHTOB ¢ HESACHBIM JTUATHO30M.
YcraHOBIEHO, YTO METO/IOM HENPsAMON MMMyHOQJIyopec-
nennyu y nanuentos ¢ [IBX yacro obuapyskuBatoTes ANA
C «MHOKECTBEHHBIMH s1JIEPHBIMU TOuKamu» (multiple nu-
clear dots) wiu «060/1KOBH/IHBIMY/MeMOpaHHBIMUY» (Trim-
like/membranous) marrepHamu. UTanbsHCKHE y4YeHbIE
[75] coobuiuiiu, uro cernupUIHOCTD TUX ABYX BAPHAHTOB
ANA s IIBX gocruraet 99%.

Takum 0o6pasoM, Ipu OTCyTcTBUU AMA K CBABaHHBIM C
IIBX ayroantutenam otHOcATCA ANA, aHTH-SP100 U aHTHU-
gp210 [76].

CylecTByeT TakiKe BapHaHT CUHApOMa IepeKpecta
mexzay I1BX u ayTOMMMyHHBIM rernaTUTOM, IPU KOTOPOM
MOTYT MPUCYTCTBOBATh aHTUTEJIA K TJIAJ[KOU MyCKyJaType
(ASMA) u TUCTOJIOTHYECKHE JaHHBbIE MapEeHXUMAaTO3HOTO
remaTHTa U HEKpo3a [2, 7].

Psimy AMA-TIO3UTHBHBIX IIAIIMEHTOB MOTYT OCTaBaThCs 6e3
KJIMHUYECKUX TPOSIBJIEHUH B T€UEHUE OIPE/IeJIEHHOTO T1e-
pUo/ia BpeMeHH WJIU JlaKe Ha HeoIpeJleJIeHHbIN CpoK. M-
CJIeIOBAHUS TTOKA3JTH, YTO y 36—89% 3TUX ManueHToB 60-
JIe3Hb PA30BbETCS B TEUEHHE 5—20-JIETHErO IIPOMEKYTKA
BPEMEHHU CO CPe/IHMM WHTEPBAJIOM BpeMeHH Ji0 3a00jieBa-
HusA B 6 jier [77—79]. C MOMEHTa MMOCTAHOBKH JHArHO3a
IIBX nmporpeccupyeT Kak THCTOJIOTHYECKH, TaK U KJINHUYe-
CKH CO CPEJHUM IIPOIPECCUPOBAHUEM OJIHOM cTasuu Gub-
pO3a KaK/iple 1,5 rofia, XOTS 3TO IPOrPECCUPOBAHKE CUIIBHO
Bappupyercs [80]. Kpome Toro, pa3Burne JeKOMIIEHCUPO-
BAHHOTO I[[UPPO3a MEYeHH 3a 5-JIETHUH MPOMEXKYTOK Bpe-
MEHH C MOMEHTA [TIOCTAHOBKH JJUarHO3a OLIEHUBAETCs B 15—
25% [79].

Poct pacnpocrpanennoctu I1BX BoO Bcem mupe cBuje-
TEJILCTBYET O BEPOSITHO 00Jiee PAaHHEM BBISIBJIEHUH U IHAr-
HOCTHKe 3Toro 3abosieBanus [81]. /luarHocTHUUecKre KpH-

tepun 7y [IBX TpeOyroT o KpaifHel Mepe HaTU9HsA JBYX
W3 TpexX KPUTEPHEB: IOBBIIIEHHBIE XOJlecTaThuueckue dep-
menThl neueHn (I[®), Hasmume chIBOPOTOUHBIX AMA u
suMonurapHas UHOUIBTPANUs/TPaHyJIEMAaTO3HOE pas-
PYLIEHHE MEXK/IO0JIbKOBBIX JKEeJYHBIX IPOTOKOB IpU OHO-
ncuu neuenu [82].

I'mcronarosiorndeckue uccaegosanusa npu IIBX mpoge-
MOHCTPHUPOBAIN HAIMYKE TPAHYJIEMAaTO3HOTO HEIHOWHOTO
XOJIAHTUTA MEeJIKUX IIPOTOKOB, TIPOTOKOIIEHHUIO U IIPOTHde-
panuio MPOTOKOB, KOTOPBbIE MOTYT COIPOBOXKZIATBCA DPas-
JINYHBIMHU CTAIUSIMU TTIe4eHOoUHOTO hrbpo3a [2, 36, 83].

Buornicus He sBIAeTCA 0053aTeIBHBIM YCJIOBUEM JUJIA 110-
cra”HoBKH sinarHo3a [IBX, ecou HeT ommaceHU# IO MOBOJY
Hanmuua AMA-orpunarenssoro I1BX, cuaapoma nepekpe-
CTa C ayTOMMMYHHBIM TelaTUTOM WJIM QJIBTEPHATUBHOTO
WJIN COIYTCTBYIOIEro 3a00JIeBaHus IeueHu [1, 2, 84].

JlonosiHUTeIbHAA renaToOMINapHas BU3yaaIu3amusa Mo-
JKeT OBITh IIOJIE3HBIM BCIIOMOTATEJbHBIM JHATHOCTHYE-
ckuM uHcTpyMeHTOM npu [IBX 11 HCKIIIOUeHHA APYTHUX
NIPUYMH X0JIECTA3d, TAKUX KaK IEPBUYHBIN CKJIEPO3UPYIO-
IIUH XOJAHTUT WK OuinapHas oOCTPYKIHA, JJIA OLEHKH
OUPpO32a U NMOPTAIHHON TUIIEPTEH3HUH, & TAKXKE [ CKPU-
HUHTA Tenarone/utossapaoi kapuuaoMbl (I'TTK) y marues-
TOB ¢ Iuppo3om [84].

B ciryvasx nupposa, BTOpUYHOro 10 oTHomeHuto k [1BX,
KOMITBIOTEPHAs TOMOTpadusa MOXKET II0Ka3aTh reTeporeH-
HyI0 IIapEHXHUMYy II€YeHU, y3eJIKH IIOBEPXHOCTH IIeYeHH,
yBeJIMUeHHbIE JIeBble IT€YEeHOUYHBIE W XBOCTAThIE JIOJIH, a
TaKke aTPO(PUYECKyl0 IPaBYIO I€YEHOUHYIO JIOJII0 WU
CTUTMATHI NTOPTAJIBHON THIIEPTEH3UH, TaKHe KaK CIUIEHO-
MeraJsIus, aCIUT, IIOPTOCUCTEMHBIE KOJIJIATEPAJINH U PeKa-
Ha/TU3ALMS ITyIIOYHBIX BeH [84].

KommnerotepHas tomorpadus npu IIBX moxer mpoje-
MOHCTPHUPOBATh TUIIOATTATEHYaIHI0 BOKPYT BHyTpHUIIeUe-
HOYHBIX BeTBeH BOPOTHBIX BE€H, IIPEJICTABJIAIONINX IIE€PHU-
TIOPTAJIBHBIA OTEK, UTO SBJIAETCSA HeCHeru(UIeCKuM OT-
KpPBITHEM. AHQJIOTUYHBIM 006Pa3oM MarHUTHO-PE30HAHC-
Hasg Tomorpadusa obecrieunBaer 60Jiee BEICOKOE pasperie-
HUe H300pakKeHUH OWINapHOU CHCTEMBI U ITAPEHXUMBI
IleYeHH, IZe KpyKeBHOH GuOpPO3 U IepUIOPTaTIbHBIHA
opeoJ1 MOryT ObITh 3aMeueHbI B IIBX W MMEIOT 4yBCTBH-
TeJBHOCTb 69% [85]. dmacrorpadusa MoxeT OBITH IOJIE3HA
JUIsL oTIpefiesieHus craiuu Gubposa, oHAKO TaKKe He 0051-
3aTesIbHA [IJIS IOCTAHOBKU JAuartosa [2].

MHorouucsieHHbIE JIAHHBIE CBUZIETEJIHCTBYIOT O TOM, UTO
I15X yBenuuuBaer puck I'TIK [86]. AyrouMMyHHBIe 3a6071€e-
BaHUA IIeYeHU B LIeJIoM Takske nopblmaioT puck 'K, HO ¢
MEHBIIIEN CKOPOCTHIO, UeM JIpyrue 3abosieBanus eueHu [87].

Yacrora I'lIK npu 16X, 0co6eHHO y MaIeHTOB C TsIKe-
JI6IM (GuOPO30M, IHUPOKO BAPHUPOBAIACEH B IIpesiesax 1,9—
14,0% [86]. KoMOMHUPOBAaHHBI OTHOCUTEJIHHBIH PHUCK
I'IK npu I1BX Bapsupyeres ot 10,8 10 26,8% 1o cpaBHe-
HUIO ¢ HacejeHneM B riesom [88].

JKeHuHbI ¢ OrIMapHBIM IPPO30M ITedeHH B ucxozie ITbX
nmesy 6osiee HU3Ky0 yactoTy ['IIK, ueM My»K4HHBI, 3CTPOTeH
MOJKET IIPeI0TBPATUTB TeMaTOLe UTIOIIAPHYT0 KapIIUHOMY ITy-
TeM mnoziaByieHus nutokuHoB u NJI-6 [86, 88]. T1K mpu ITBX
CBA3aHA C MOKWJIBIM BO3PACTOM, MY>KCKHM IT0JIOM H COITyT-
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CTBYIOIIUMHU 3a60JieBanusIMHU [74]. JlonosHuTe IbHBIE (haK-
topel pucka I'IIK npu IIEX BKJIIOYAIOT COIYTCTBYIOLIHE
nuaber u oxxkupenue (MH/EKCH Macchl Tesa) [89]. Tem He
MeHee IIporpeccupyomuil ¢pubpo3 mnedeHu ABJAeTCs Hau-
60s1ee 3HaunTENHHBIM (hakTOpOM prcka [86, 88], ogHako y
HeKoTOopbIX nanueHToB ¢ [IBX passuBaerca I'IIK 6e3 npo-
rpeccupyomero mupposa [86]. K cKpuHHUHIOBBIM TecTam
I'IIK mpu [TIBX oTHOCATCA THIIOQIBOYMIHEMIS, TPOMOOIIH-
TOIIEHUSA W KJIMHWYECKUE IPU3HAKH IOPTaJIbHOU THIIep-
TeH3uu [88].

JleueHne

ensavu negerns I1BX apiAoTes npodniakTHKA Pa3BU-
TUSI TEDMUHAIBHOUN CcTafiuu 3a00JIeBaHUs [T€YEHU U YIIyU-
[I€HUE COMYTCTBYIOIUX CUMIITOMOB [7].

YpcoaesokcuxosieBasa kucaora. YIXK, onobpennas
VYipaBiieHreM [0 CAHUTAPHOMY Ha/[30PY 32 KAUeCTBOM ITU-
eBbIX MpoaykToB U MearkamenToB CIIIA (FDA) B 1994 T,
ocraercs npenaparoM 1-i ssuHnu Tepanuu 7 [16X. Pexo-
menayemast go3a YIXK cocrasiisier 13—15 MI/KI B CyTKH,
O0OBIYHO B JIBYX pas/ieJIeHHbIX J103ax [20]. Hebouibiiue uc-
cylefioBaHuA IOKasanu Oospliyio s¢gdexruBHOCTh YIXK
Ipu [IpUeMe BCe /10361 cpasy repes cHoM [2, 84].

Mexanusm gerctBus YJIXK MHOTOKOMIIOHEHTEH H
BKJIIOYAET B ce0s1 IPOTUBOBOCIATIUTETHHBIN, UMMYHOMO/TY-
JINPYIOUINY, >KeTYeTOHHBI WU ITUTOIPOTEKTOPHBIN Mexa-
HU3MBI, BocTpeboBanHubie nipu [1BX [17, 35, 44], koTopbie
peau3yoTCs TOCPeICTBOM: 1) MOAUGUKAIUY IIyJIa JKeJTu-
HBIX KHUCJIOT, B YACTHOCTH 3aMEHBI IIUTOTOKCHYECKUX DH/I0-
TeHHBIX TH/IPOGOOHBIX KETIHBIX KUCIIOT MeHee TOKCUYHON
rUAPOGIHHON KETIHOU KUCIOTOMU [17]; 2) UMMYHOMO/TY-
JISIAU TIyTEM CHIZKEHUS TelaTolesUTIONISIPHON U Guinap-
HOH DKCIPECCHU OCHOBHBIX AHTUTEHOB I'MICTOCOBMECTUMO-
cru I u II knacea [90]; u 3) cTUMYJIANME X0JIepe3a MyTeM
TIOBBIIIEHNS SKCIIPECCUN AHUOHOOOMEHHUKA-2 Ha TIOBEPX-
HOCTH XOJIAHTHOIUTOB [17].

AdbdexruBHocTh YIXK ObUTA IIPOZIEMOHCTPHPOBAHA B
MHOTOYHCIEHHBIX HCCIIEZIOBAHUAX C YJIYUIIEHHBIMU pe-
3yspTaTaMu QYHKIMOHAIBHBIX MPOO MEYeHU U BhIPAKEH-
HOCTH KJIMHAYECKOU CHMITTOMATHKH [10, 17, 35, 38, 43, 44,
47, 48, 51, 59]. HccnemoBanus ¢ 6oJiee IIUTEIbHBIME I1€-
proiaMu HaGJTIO/IEHUSI TaK:Ke IIPOZIEMOHCTPUPOBAJIN YITyU-
[IEHHYI0 BEIXKUBAEMOCTb [17, 35, 38, 43, 44, 47, 48].

IIpumenernne Y/IXK, ocobeHHO Ipy BBeAIEHHUU HA PaH-
Hux craauax [IBX, cymecTBeHHO 3a/1epKUBAeT THCTOJIOTU-
YecKoe IPOrPeCcCUPOBAHKE IUPPO3a U YIIyUIlIaeT BhI?KHBae-
MOCTh 0e3 TpaHCIUTaHTaruu [91, 92]. Tak, amepukaHcKue
HCCIIe/IOBATeN YKA3bIBAIOT, UYTO BBXKUBAEMOCTD 6e3 TpaHC-
wianTanuu mocie 8 set jseuenus YJIXK cocraBisieT 61%
[903] u GbLIA CylIECTBEHHO BBIIIE 110 CPABHEHUIO C BBIKU-
BAEMOCTBIO MMAI[EHTOB 0e3 JIEYEHUST WJIM HEeIOCTATOYHBIM
oumoxumuueckum orBerom Ha Y/IXK [91, 92, 94].

B Gosbiliom MexayHapoZHOM MeTaaHayiu3e [95] maru-
€HTBI, KoTopble JieurwInch Y/IXK, 3HAaUUTEeIbHO YTy 4TI
BBIXKMBAEMOCTH 0€3 TPAHCIUIAHTAIINH 110 CPABHEHUIO C Ta-
[MEeHTaMHU, He ToJIyJYaBImmu jieuerve (90% B 5 Jiet, 78% B

10 j1eT U 66% B 15 JieT IPOTUB 79%, 59% U 32% COOTBET-
CTBEHHO). DTO HCCIEN0BAHNE BKIIOUAIO 4119 IAEHTOB C
II1BX, momyuyasmux YIXK B menTpax jieueHusa 3aboseBa-
HUH nedeHu B 8 crpanax Esponer u CeBepHOU AMepuKu.
B HOpBeXKCKOM HCCJIeIOBaHUU IOKA3aHO, uyTo ipueM Y/IXK
MOZKET YBEJTUIUTH [IPOJIOJIPKUTEILHOCTD KU3HU AI[EHTOB
¢ IIBX pmomosiHUTENBHO Ha 2,2 roja [96]. MccnemoBaTenn
u3 Mayo Clinic (CIITA) yka3bIBaIOT, YTO BHI?KHUBAEMOCTb T1a-
nuenToB ¢ [I1BX, monyuaBmux Y/IXK, korjma oHa HazHayva-
eTCsl Ha PAaHHUX CTa/IUsIX 3a00JI€BaHNs, DKBUBAJIEHTHA 3/10-
POBBIM CyO'beKTaM, COOTBETCTBYIOIIMM BO3PacCTy U IOJIY
[66].

Jns maruenTtos, mosydaBmux Y/IXK, moxker morpe6o-
BaThCSA /10 OHOTO IO/, YTOOBI OMPEIEIUTh ONTUMATbHBIN
TEPANEeBTUYECKU OTBET, KOTOPHIN OY/IET MPOSIBIIATHCS Ue-
pe3 6uoxummueckoe yiyuireHue IO u obiero Gunupy-
6uHa [17, 35].

IMpuem YIXK, kak npasmwio, 6e3omnaceH. Ilo6ounble 3¢-
(bexThI BKJIIOUAIOT UCTOHYEHUE BOJIOC, YBEJIUUEHUE MaCChI
TeJa u quapero [84].

HeckoJibKO HCCIe0BaHUN II0OKA3aI0, YTO HeaJeKBaTHAS
peaxnusa Ha Y/IXK Gosee pacupocTpaHeHa y My»KUHH, YeM
y KeHIIUH [23, 97]. JIpyrue uccaeT0BaHus MOKA3aJIU, UYTO
MOJIOBBIE PA3JIMYMsl HE BIMSAIOT HA PEAKIUI0 Teparuu
YIXK [27, 98].

IIpumepHO y 20-30% mnanueHToB ¢ IIBX npoasndioTes
HenoJiHble Onoxummueckne peakuu Ha Y/IXK ¢ ycroii-
YUBO MOBBIIEHHBIM ypoBHeM III® [17]. PesysbraTsl ua-
CTHUYHBIX OTBETOB Xy’Ke, UeM IOJTHBIX PECIOHIEHTOB [99],
TIO3TOMY JIJIsI ITUX MAI[UEHTOB CJIE/IyEeT PACCMOTPETH J100aB-
JIEHUE TIPenapaToB 2-i JIMHUU [20, 92, 94], K KOTOPBIM OT-
HocATes oberuxoseBasa kucaora (OXK) u pubpats!.

OGetuxosaeBana kucaora*. OXK npescrasiser coboit
CUHTETUYECKH MOAUGDUIMPOBAHHYIO KEJUHYI0 KHUCJIOTY,
KOTOpasi SIBJISIETCSI CEJIEKTUBHBIM aroOHUCTOM peIlenTopa
dapresonzga X (FXR), KOTOpBIH HAMHOTO CHUJIbHEE, YEM ETO
SH/IOTEHHBIH aHAaJIOT, XeHOJIe30KCUXO0JIeBast KucaoTa [17].
OXK 6pu1a o106peHa FDA B 2016 T. 1 HCITOJIB3YETCA B cOve-
TaHum ¢ YAXK 7514 manueHTOB, KOTOpble HE PearupyroT
TOJIbKO Ha MOHOTepanuio Y/IXK [100, 101].

AMepUKaHCKas acconMalus Mo U3yUYeHuIo 3ab60IeBaHum
neuyeHu (American Association for the Study of Liver Dis-
eases — AASLD) u EBporetickast acconuarus no u3y4eHuro
nevyenu (European Association for the Study of the Liver —
EASL) pexomensytoT 6o komOuHaiuo Tepanuu OXK u
VXK paa manuenTtoB ¢ IIBX ¢ HeagekBaTHBIM OHMOXHUMU-
veckuM otBeroM Ha Y/IXK, mm60 monotepanuio OXK s
MaIueHToB, KoTopele He mnepeHocar YIAXK, B kadecrse
JIedeHus 2-i JIMHUH [7, 10].

OXK axtuBupyer FXR, KOTOpPBI MOZYJHPyeT CHUHTE3,
MIOTJIOIEHUE, TPAHCIIOPT, CEKPEIUI0 U MeTabO0IN3M KeTd-
HBIX KUCJIOT. B COBOKYITHOCTH 3TO MPUBOAUT K XOJIEpe3y
(ycusieHHIO CeKpelyu KeTyu U3 rneuenu) [17, 102]. B akc-
MMEPUMEHTAJIbHBIX MCCJIeIOBAHUSX HA KUBOTHBIX MOJIEJISIX
axtuBanusa FXR mpozemorcTpupoBaia aHTHGUOPO3HbIE U
npotuBoBocnauTesibHbie cBoiicTBa OXK [17].

*Mpenapar He 3aperncTpuposaH B Poccuiickoin Gepepauun (No paHHbIM vidal.ru).
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[Toaxox scKamanuy 10361 OB HCIOIB30BAH 1A OIIPeie-
JIEeHUs HawiIyulllero orsera y nanueHTos c II1BX, a gocrym-
HBIE JI03bI COCTABJIAIOT 5, 10, 25 ¥ 50 MTI. BOJIBITMHCTBO Ha-
[IMEHTOB PearupyoT Ha 7103y 10 Mr [102]. OrpaHu4uBa-
mumu 106o9HbIME 3ddexramu i OXK aBisaoTes npy-
PUT, U 5TO, BO3MOXKHO, CIIOCOOCTBOBAJIO IIPEKPALIEHHIO
nprueMa y 10—12% manueHToB Jjis JI03bl 10 MT [17, 102], u
KOKHBIH 3y7 [103, 104].

Buoxumunyeckoe yiydnieHHe ObUIO 337J0KyMEeHTHPOBaHO
B KPYIHBIX KJIMHHUYECKUX HCIBITAHUAX U PEATBHBIX JaH-
HbIX. OIHAKO JIaHHBIE O JIOJITOCPOYHOU BBIKUBAEMOCTH B
HacTosIllee BpeMs He IOJIHOCThIO JOCTYmHBI [2]. Kpome
Toro, npuMeHeHne OXK NpoTHBONOKa3aHO MalUeHTaM C
JIeKOMIIEHCHPOBaHHBIM ITuppo3oM neuenu (Child-Pugh B u
C) [17, 100]. ITaneHTaM € ITOCTOSTHHBIM IOBBIIIEHUEM ChI-
BOPOTOYHBIX (EPMEHTOB II€YEHH CJIEAYeT IIPEKPaTUTh
npuem OXK, 0co6eHHO ecii UMeIOTCsA TPU3HAKY ITeYeHO0Y-
HOM ieKOMITeHcaInu [100].

B TeueHMe NIEPBBIX MECAIEB TEPAIIUHU ITAIIUEHTHI JIOJIXKHBI
TIIATEJIPHO CJIEJUTh 332 YPOBHAMHU (PEpMEHTOB IE€YeHH,
BKIIOYasg OuaupyOuH B chiBOopoTKe KpoBu, AJIT, ACT u
@, uto6bl B3BecuTh 3(PDEKTUBHOCTH U GE30MACHOCTH
[105].

®Ouoparpl. PubpaThl OTHOCATCA K THIIOJIUIN/IEMUYeE-
CKUM CpEJICTBaM, ABJIAIOTCSA arOHUCTAMH PEIeNTopa, aKTH-
BHpOBaHHOTO Inposiudeparopom mepokcucoM (PPAR), u
perenropa nperfaHa X, KOTOPble YMEHBIIAIOT CHHTE3
JKEJTYHBIX KHUCJIOT de NOvo, HNOBBIIAIOT PEryJIALUIO Iepe-
HOCYHMKOB JKEJIYHBIX KUCJIOT U PETYIHPYIOT UX T'OMEOCTa3
[106].

PPAR cymectByet B Tpex nzodopmax: a, 8 u y. B uacrno-
cti, PPAR-a peryiupyer CUHTe3 U JETOKCHUKAIUIO >KeTd-
HBIX KHCJIOT, ceKpenuio ¢GocdoaunnioB U MyTH Bocase-
Husa [17, 38, 44]. AxruBamus PPAR-8 u -y okasbiBaer
3HAYMMOE BJIUAHHE Ha MeTa0OJIM3M JIMIIH/IOB U IJIIOKO3BI,
a TaK’Ke JIeMOHCTPUPYeT IPOTHBOBOCIIATTUTEIbHbIE 1 aHTH-
¢dbubposusle cBoiicTBa [17].

¥V nanuenTos ¢ IIBX 6putn udyueHsl 1Ba ¢pubpara: GpeHo-
¢dubpar 160 mr B feHb u 6e3adubpaT 400 Mr/cyt. OTKpBI-
TOe ucciaefjoBaHUe mokazano yiayumieHue 1P HaA 50%
rocsue 48 Hep JleUyeHUs y MANUEHTOB, Y KOTOPBIX OBLIO B
2 paza 0osIblle BepxHel rpaHuiisl HopmansHou 11O nocte
oxHoro roza jgedennsa YIXK [17].

B npyrux uccienoBaHuax Oesadubpar nepBOHAYAIBHO
usyyasics y 48 marueHToB ¢ HelmoTHbIM 0TBeToM Ha Y/IXK,
KOTOPBIE ITOJIy4YaJTH IOIIOJIHUTEIIbHOE JlIeueHne 6ezadubpa-
TOM II0 400 MT/CyT B TedeHue MeauaHbl 38 mec [17, 107].
B otHOM M3 3THX HCCIIEIOBAHUN COOOIATIOCh, UTO YPOBHU
IT® y 54% nanueHTOB CHUBUINCH 10 HOPDMBI B TedueHUe
MepBhIX 4 Mec JjeueHus [17, 107]. Kpome TOro, mOKUIbIe
MalMeHTh! U MalUeHThl ¢ MeHbIIUM GUOpPO30M Ha HCXOJ-
HOM YpOBHe ObLIN 00jiee CKJIOHHBI K OTBETY HA TEPAIIHIO
¢dubparamu. Kpome Toro, marueHTbl, KOTOPbIE JIEYUIIUCH
OezadubpaToM U HMeJNH KOMXHBIM 3yJ HA HCXOJHOM
YPOBHE, OTMETHJIN 3HAYUTEJIBHOE YIIyUlIeHHe STOr0 CUMII-
ToMa [108, 109].

bpasuibckue uccienoBaTesu MOKa3aad, 4To 50% nanu-
€HTOB, He OTBeTUBILINX Ha Tepanuio Y/IXK u nosydaBuux

JIOTIOJTHUTEIBHBIN IuIipodubpar niu 6e3adubpar, umenu
OMOXMMUYECKUI OTBET uepe3 1 rof [110].

Komb6unamusa YIXK u Gezadubpara cHuKalma CMepT-
HOCTb W YJIydlllaia BBDKHBAEMOCTb 0€3 TpaHCIUIAHTAIIUH
II0 CPaBHEHHIO C MAI[MEHTAMH, ITOJIyYaBIIMMH MOHOTEpa-
o YIXK [20, 110].

B psaze uccienoBaHUN TaKKe OTMEUEHBI ITOJIOKHUTENIb-
HbIe pe3yJIbTaThl IpuMeHeHus GuopaTos [17, 107]. Tem He
MeHee ¢ubpaTsl He onobpensl FDA mia neuenus 16X u
HCIIOJIb3YIOTCA BHE OKA3aHUH.

®ubpaTbl MOTYT BBI3bIBATH IIOBBIIIEHUE TPAHCAMUHA3,
YTO IO/Ipa3yMeBaeT UX TIATEJbHBI MOHUTOPUHT. Kpome
Toro, ¢GpubpaTel IMPOTUBOIOKA3aHbI ITAIIMEHTAM C JIEKOM-
[IEHCHPOBAHHBIM ITUPPO30M II€YEHH.

Jlpyrue JeKapcTBeHHbIE [IPernapaTsl, KOTOPble ObLIN U3-
yueHbl (xy10paMOyIwI, D-IeHunuIIaMuH, ITUKJIOCIOPUH,
[JIIOKOKOPTHUKOCTEPOU/IBI U OyZIeCOHU], a3aTHOIPHUH, MH-
ko(eHosata MopeTr1, METOTPeKCcaT, BAHKOMUIIMH, KOJIXU-
[MH, TAJIHJIOMUT® 1 MaJIOTUJIAT*), HE BBIABUJIN ABHBIX IIpe-
HUMYIIECTB B CHIDKeHNU cMepTHocty npu IIBX 6e3 TpaHc-
IUIAHTAIIUY IeYeHu [10, 17, 59].

CuMnroMaTuuyeckasi Tepamus. YCTajocTh/obInas
c1aboCTh ABJIAETCA OJHUM W3 Haubojiee paclpoCTpaHeH-
HBIX CHMIITOMOB, U JIJIfl €€ JIEYeHHs HCII0JIb30BAJIICH pas-
JINYHBIE JIEKAPCTBA, BKJIIOYAsd MOJADUHIIT®, CeJIEKTUBHBIE
HHrHOUTOPBI 06paTHOro 3axBarta ceporoHuHa (CHO3C) u
OHJIAHCETPOH, OJTHAKO IIpenapar 1-ro BbIOOpa OTCYTCTBYET
[108]. AsiprepHAaTHUBHBIE IPUYUHBI YCTAJIOCTU JOJI?KHBI
OBITH COOTBETCTBYIOIIUM 00pa30M HUCKIIOUEHBI, HAIPUMED,
TaKye KaK TUIIOTUPEO3 U JIEIIPECCH .

B sleueHNH KOXKHOTO 3y/1a B KAYECTBE TEPAIIUU 1-1 JINHUH
paccMarpuBaeTcs KoJecTupaMuH®. JI[pyrue npenaparsl, Ta-
KHe KaK HUITPEKCOH WM HaJIOKCOH, pudamnusa®, pudam-
munuH, YAXK, CMO3C u aHTUTHCTaMUHHBIE IIpenaparsl,
TaKke IPOJEMOHCTPUPOBAIN OIpesiesIeHHYI0 3¢ deKTuB-
HOCTB [62, 111].

JleueHue kcepodTaJTbMUY JJOJKHO HAUMHATHCA CO CMa-
3BIBAIOIIUX [VIA3HBIX Kalesb (MCKYCCTBEHHBIX CJIe3), a IH-
JIOKapIVH JIH LIEBUMEJIUH* MOTYT OBITh HCIOJIB30BAHBI
JUUIA TTAaIeHTOB ¢ pedpakTepHbIMU cuMirtomamu. Odrasin-
MOJIOTUYECKAsT HMYJIbCUSA IUKJIOCIIOPUHA WJIN JIUQUTET-
pact® MoryT OBITh UCIIOJIB30BAHBI JIJIs TAIIEHTOB, 3a00J1e-
BaHUeE KOTOPBIX ABJIsAETCA pedPaAKTEPHBIM K IPYTHUM IIpera-
paTtaM, IpeAIOYTHTEIbHO M0 HabironeHueM 0QpTaabMO-
siora [10]. Keepocromus u fucdarus MOryT yIpaBJIAThCA €
IIOMOIIIBI0 3aMEHUTEJIAA CIJIIOHBI C ITUJIOKAPIIMHOM WJIH Iie-
BUMEJIMHOM® B KauecTBe Tepanuu 2-1 JINHUM [10].

TpaHcIUIaHTAUA NeYeHu. 1esbl0 TpaHCIIaHTAIIT
IIeYeHH SBJIAETCA YJIydlleHHe BBDKHBAEMOCTH IaIleHTa
u/uiu KavecTsa KusHu [84]. MeTosuka TpaHCILIAHTAIIMI
neuenu npu [16X He oTimyaeTcs OT CTaHZAPTHOH MeETO-
JIUKY TPAHCIUIAHTAIIMY [I€YEeHHU I10 APYTUM [TOKA3aHUAM.

B 1mesoMm, BBI)KMBAaeMOCTb IIOCJIE€ TPAHCIJIAHTAIIUU
neuenu jy1a II6X HeMHoOro Jsiydiile, yem JUIs IPYTUX IOKa-
3aHUH K TPAHCIJIAHTAIMH II€YeHH C OFHO-, TPeX- U IATH-
JIETHUMU IIOKa3aTeJIIMU BbIKMBAEMOCTH ITAIIUEHTOB 94%,
91% u 86% cootBercTBeHHO [112]. TexyIue o0IIHe TOKa3a-
TeJTM BBDKHBAEMOCTH ITallEHTOB IIOCJIE TPAHCIUIAHTAIIUH
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TeYeHU COCTABJIAIOT 93,6% uepes 1 roj, 86,9% uepes 3 roza
u 81,2% uepe3 5 JjieT coOTBeTCTBEHHO [113]. Peruaus [1BX
1OCJIe TPAHCIUIAHTAIINY TIeUYE€HU OIleHUBaeTCs B 22% uepes
5 JieT u 36% uepes 10 jet [114]. [Ipumenenue Y/[XK mocie
TPAHCIUIAHTAI[UN TI€YEHU CBSI3aHO CO CHIIKEHHEM pHCKa
peruausa [1BX [115].

HabuoaeHue B JHHAMHKE. YUYHTHIBas BaKHOCTH
OUOXMMHUYECKHUX MapKepOB B MPOTHO3UPOBAHUU IIPOrpPec-
CHpOBaHU:A 3a00JIEBAHNA U OTBETHBIX Mep, J1abopaToOpHbIe
WCCJIe/IOBAHUS CTAJd KPAEyroJbHbIM KaMHEM B MOHHTO-
punre IIbX. PekomeH/1yeTcsi MOHUTOPUHI CHIBOPOTOYHBIX
uccnenoBanuii ([P, 6unupybuna, TpaHCAMUHA3 U KOJIU-
YecTBa TPOMOOIIUTOB) C UHTEPBAJIOM OT 3 /10 6 Mec [10].

VccitesioBaHUS IIIUTOBUTHOM JKeJIe3bI CJIEYET IIOBTOPSTH
€KErO/IHO BBUJIy PUCKA PA3BUTHS TUIIOTHPEO3a, a MUHe-
PaJIbHYI0 IUIOTHOCTH KOCTEH METO/IOM /IByXdHEpreruye-
CKOHM peHTreHOBcKoOU abcopbuuomerpun (DXA) ciemyer
OIIPEeJIENIATh KaK/ble 2 T0/la M3-3a CBA3U C OCTEONEHUEeNl U
ocTeornopo3om [2, 10, 17].

JIJ1sl ManiieHToB ¢ JKeJITYyX0H Iiesiecoo0paseH PeryIsIpHbIN
MOHUTOPUHT YPOBHSI KUPOPACTBOPUMBIX BUTAMUHOB (BU-
taMuHOB A, D, E u K). JIyisi maniieHToB ¢ IUPPO30M IeUeHr
JIOJIZKeH OBbITh 00eciedeH CKPUHUHT Ha BAPUKO3HOE PACIIIU-
penne BeH numieBoaa u MmouutopuHr 'K ¢ 6-mecadnoin
WHTEPBAJIbHON BU3yaiusaiuen [2, 10].

CKpUHUHT reHETUYECKH POJICTBEHHBIX WIEHOB CEMbU MO-
JKeT ObITh PA3yMHBIM JIJIsI PO/ICTBEHHUKOB KEHCKOTO T10J1a
1-¥ CTENEeHU POJICTBA CTapiiie 30 JIET C TOBHIIIIEHHBIM YPOB-
neMm II[® [2, 10], XOTs1 KOHCEHCYyCA 10 TON PEKOMEH/IAlNI
JIOCTUTHYTO He OBLIO.

Peaknust Ha jieueHune ObLIa ONpe/ieieHa Ha OCHOBE OMOXU-
MHYECKOTO yJiydilieHus. Pa3paboTaHbl U U3yUYeHbI pasind-
Hble KPUTEPUU JJIs1 PEKOMeH/[aluil J1abopaTOPHBIX IeJIekt:
Rochester I — II[® He npeBbIIAET 2 HOPMATBHBIX BEJTUUUH
[116]; Barcelona — cHmxenme III® Ha 40% oT 6a30BOrO
ypoBus niu Hopmasuzarus [® [117]; Paris I — IO ke
3 HopMasIbHbIX BestnunH, ACT Hipke 2 HOpM U 001U OHH-
pybuH n0 1 mr/m [118]; Paris II — III® u ACT pomyckaercs
TIOBBIIIIEHHE /IO 1,5 HOPMBI, a 00U GUIUPYOUH 710 1 MT//171
[119]; Toronto — II® He mpeBbIIaeT HOPMY B 1,67 pasa
[120]; Global — IIT® He mpeBbiiaer 2 HOpM [121].

BOJIBIIMHCTBO TPOTHOCTHYECKUX OIEHOK CXOJUTCA B
TOM, 4TO CHUKeHHue ypoBHA III® 1o ypoBHA HUXKe, YeM B
2 pasa, OT BEPXHETO IpeJiesia HOPMbI, YJIyUIlaeT BhIKUBae-
MocTh 6e3 TpaHciianTaiuu. Kpome Toro, mokasartesib 00-
1ero OMINpyOUHA SIBJISIETCS CHJIBHBIM IPEJUKTOPOM BbI-
»kuBaeMoctH 1pu IIBX, 1 5TO HCIOJIB30BaHO B OOJIBLINH-
CTBe MPOTHOCTHUYECKUX Mojesied [2]. B mexmayHapogHOM
MHOTOI[EHTPOBOM HCCJIEZIOBAHUU OTMEUYEHO, UYTO OMTHMHU-
3anus Ieied JiedeHus] U OMOXHMHUYECKUE YJIyUIIeHs
OCTalOTCs B CTAAUM W3yYEHHs, OJAHAKO JJISI IAI[UEHTOB C
I[IBX HaWMeHBITUHA PUCK TPAHCIUIAHTAIUM WA CMEpPTU
CBsI3aH C YPOBHEM OnInpybuHa <0,6 OT BepXHEH IPaHUIIbI
HopMmb! wu I[P B HOpMabHOM inania3one [121]. Cxo/HbIe
JIAaHHbBIE TIOJIYUYEHbl U B MEXKAYHAPOJHOM CPaBHUTEJIHHOM
WCCIIEZIOBAHUU [122] pa3IUYHBIX TPOTHOCTUYECKHUX TOKa-
3atesneii (Mayo, UK-PBC u GLOBE), B KOTOpBIH ObUIH
BKJIIOUEHBI 1100 MAINWEHTOB CO CPEIHUM BO3PACTOM

53,6 Toza, U3 KOTOPBIX 91% COCTABUWJIU >KEHIIUHBI, OJIy-
yaBmux JiedeHue Y/IXK, u3 7 IeHTPOB, y4aCTBYIOIIUX B
GLOBAL PBC Study Group.

Anacrorpadusa CTAHOBUTCA elle OJJHUM Ba’KHBIM METO-
JIOM MOHUTOPHUHTA U3-32 IIPENMYIIIeCTB HENHBAa3UBHOTO Te-
crupoBanus. Onenka ¢pubposa 9,7 klla npegnosnaraer mpo-
rpeccupoBaHue 3a00JIeBaHNA U HOTPEGHOCTD B TPAHCILIAH-
Tanmuu [17, 124, 125]. IlanueHTsl C JEeKOMIIEHCAI[HEH
JIOJKHBI OBITH HAIPaBJIEHBI HAa OIEHKY TPAHCIUIAHTAIIUH
rmevyeHu Ha ocHoBe mozesneir MELD wiu Mayo [2, 10, 17].
JlaHHBIE O BBDKHBAEMOCTH IIOCJE TPAHCIUIAHTAIUU SB-
JISIFOTCSI MHOTOO0eaonuMu /1uist nanuenTos ¢ [1BX u mpe-
BOCXOJIAT PE3YJIbTAThl TPAHCILIAHTAIMHY /I GOJIBIINHCTBA
JIDYTUX TIOKa3aHuil. TeM He MeHee CyIIECTBYET BBICOKHI
ypoBeHb penuansa IIBX y sTux nmanuesTos (30% B epBbIe
10 JieT u 40% B mepBbIe 15 Jiet) [10, 17, 123—125].

IIporuos. beccuMnTOMHBIE MTAIUEHTH UMEIOT 50—70%
10-JIeTHEN BBDKUBAEMOCTH, B TO BpeMsA KaK CHMIITOMATH-
YecKHe IAIMeHThl NUMEIOT CPEeJHIO BbDKHBAEMOCTb 5—
10 JIeT OT KJIMHNYecKoi MaHudecranuu [66]. B Hacrosiiee
Bpems IIBX MozkeT ObITh JUATHOCTUPOBAH B 6ECCHMITOM-
HOH CTaJM{ y MaIFeHTOB C IOBBIIIEHHBIMU (pepMeHTaMHu
nevyeHd. IlosydeHue jieueHus Ha 6ojiee PAHHUX CTAIUAX
IIPUBOJUT K OoJiee MO3UTUBHOMY IPOrHO3y [18, 49, 100].
[TATHIIETHAA BEPOATHOCTD IIEUEHOYHOU HETOCTaTOYHOCTH
npu IIbX-acconuMpoOBaHHOM LHUPPO3€ COCTAaBJAET 15—
20%. IlanueHTsl, y KOTOPBIX Pa3BUBAETCA IIUPPO3 U IOP-
TaJIbHAs TUIEPTEH3UsA, UMEIOT XyZIIIHe Pe3yJIbTaThl. Tpex-
JIETHSA BBDKMBAEMOCTD I10CJIE Pa3BUTHS BAPUKO3HOTO pac-
IINPEHUs BeH IHIIEBOJIA COCTAaBJAET 59 U 46% — mociie
[IEPBOTO BAPUKO3HOTO KPOBOTEUEHUs [14].

MHorouncieHHble uccaenopanusa n3 CesepHoil Wranun,
Kananpt u Huziepiaunios Takke omucaiu 60iee BBICOKHE TI0-
KasaTesIu cMepTHOCTH y My»4uH ¢ [IBX, yem y skeHInuH [21,
31, 126], 9T0, BO3MOKHO, CBA3aHO C YXy/IIEHHEM PEAKIINH Ha
VIXK y My>kuuH win 6ojiee BBICOKOH BEPOATHOCTBHIO Oec-
cumntoMHoro I1BX y My»K4uH, 9TO MOKeT 3a/iep-KaTh iAar-
HocTUKY [23]. Cpenm ManueHTOB € IUIOXHM OTBETOM Ha
VXK y 30% pa3BUBAIOTCSA OCTIOXKHEHUA Yepes 10 JjeT [127].

KoroprHoe uccienoBaHue, NPOBEIEHHOE MEXKIYHAPOJ-
HOU wmcesefoBaTenbeko rpymmoi mo [1BX, mokassiBaer,
YTO MAIUEHTHI, CIIOCOOHBIE JOCTUYh HOPMAaJIbHOI'O YPOBHSA
P u obiero 6uaUpyOrMHA, UMEIOT HAWIYUIIYIO BBIKH-
BaeMOCTh 0e3 TpaHCIUIAHTALUH, [103TOMy JiedeHue I1BX
JIOJI’KHO OBITH HAIIPABJIEHO HA HOPMAJIM3ALIUIO,  HE ITPOCTO
Ha yyyulieHue QyHKIIMOHAIBHBIX P00 eueHu [121].

3aknioyeHume

Takum 00pa3oM, B CIIENHAIM3UPOBAHHON JIUTEPATYPE,
nocssAmeHHON pobsieme I16X, oTMeuaeTcs: BAXKHOCTh PaH-
Hell JUarHOCTUKM 3a00JIeBaHMsA C aKIIEHTOM Ha OMOXMMM-
yecKkre MapKepsl xosiectasa (mpesk/e Becero [dD) u ummy-
HOJIOTUYECKHE MapKeps!I (B epBylo ouepenb AMA) u pas-
HEro Havasia JieueHus ¢ IPUMEeHeHNeM IIpernapara 1-i Ju-
Hun — Y/IXK.
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