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OBLUASA XAPAKTEPUCTUKA NEPBUYHOIOo BUJIIMAPHOIO
XOJIAHIFMTA B MUPE. OB30OP JIUTEPATYPbI.

Ancyny E. N'annyrauH1, AnekcaHgp B. Hepcecog'2, Hasyrym A. AulummoBat:2

! Kadeppa ractpoanteponorum, HAO «Kazaxckui HauMoHanbHbIA MEAULIMHCKMA YHUBEPCUTET
um. C.[1. AccheHansaposanr, r. AnmaTbl, Pecnybnuka KaszaxcrtaH;

A0 «Hay4Ho-uccnegoBaTenbCKUN MHCTUTYT KapAUONOrMM U BHYTPEHHUX bonesHewn,
MuHucTtepctBo 3apaBooxpaHeHus Pecnyonuku Kasaxcrtan», r. AnmaTbl, Pecnybnuka KasaxcraH.

Pestome

AktyanbHocTb: [lepBuuHbin BunuapHein xonaHrut (MBX, paHee W3BECTHBIN Kak MepBUYHbIA BUIMapHbIA LMppPo3
neyeHn [54]) sBnseTcs ogHUM M3 Haubonee 3HauYMMbIX 3aboneBaHuii, KOTOPOE MPEUMYLLECTBEHHO BepuduumpyeTcs y
KeHLWmH. MBX BXxoauT B rpynny ayTOUMMYHHbIX XonecTaTuyeckux 3abonesaHni nevenn [37,3-5].

O6Lwas pacnpocTpaHeHHOCTb W yactoTa MBX ocTaeTcs HU3KOWM MO CPaBHEHWO C ApYrMMW 3aBoneBaHNsMM NeyeHu.
CornacHo AaHHbIM OpraHu3aLuW 4OCTaBKM UM TpaHCMMaHTauuu opraHos, cnydvam MBX coctaensnu Tonbko 165 n3 8 250
TpaHcnnaHTaumi neyveHn, nposeaeHHsbIx B 2018 roay. [4,45]. Obwwmit ypoBeHb 3aboneBaemocTu MNBX npopomkaeT pactu ¢
1980-x rogos. [4,5-8] MBX cuutaetca pegkum 3abornesaHWem, B MPEUMYLLECTBEHHO W3-3a HEBOMbLIOMO KOMMYeCTBa
BbIBOpKM M OTCYTCTBMS  KPYMHbIX ANWTEMbHBIX  UCCregoBaHui. bonee Toro, 3aperucTpupoBaHHble [aHHble O
pacnpocTpaHeHHOCTM 1 3a60NeBaeMOCTH YacTo PE3KO PasHUNMCh MEXAY MCCRefO0BaHUAMM U PErMOHaMM N0 BCeMY MUPY (W
paxe B pasHbix Wwrartax CLUA). [4]

Lenb uccnepoBaHuaA: 0TpasuTb oOLiMe XapaKTEPUCTMKW MEPBMYHOrO OWMMApHOTO XOMaHrUTa B MMpe, a Takke
pe3ynbTaTthbl COBCTBEHHOMO HabnogeHus Ha 6ase HAW Kapavonorm u BHyTpeHHux BonesHen M3 PK.

Crpaterusi noucka: poBedeH MOMCK M aHanu3 HaydHblx nybnukauuin B 6a3ax AaHHbx u Be6-pecypcax MEDLINE,
UptoDate, Google Scholar, Cochrane, PubMed no kntoyeBbiM cnoBam (ayTOMMMYHHbIe 3a60rneBaHns NeveHin, NepeUYHbIN
BunmapHbIit XONaHr1T, NepBUYHbBIA GUNNaPHBIA LMPPO3 NeYeH:).

W3 Bcex 0TOBpaHHbIX cTaTeil Ans nocneaytollero aHanusa 6bino BKIOYEHO 62 UCTOYHWKA, KOTOPbIE OTBEYAKOT KpUTEPUAM
BKIIOYEHWS 1 UCKIKoYatoT AyGnupoBaHWe Wi noBTOp MHGOpMaLmK. A Takke pesynbTaTbl COBCTBEHHOMO HabmniogeHns Ha base
HWW Kapawonorum u BHyTpeHHux 6onesHen M3PK B nepuog ¢ 2014 no anpenk 2021r. (ganee HAM KBB)

Pe3ynbTatbl 1 BbIBOABI:

1. MBX ogHo 13 Hanbonee 3Ha4MMbIX ayTOMMMYHHbIX 3a60reBaHuii NeYeHn, KOTOPOE BCTPEYAETCS PexXe, YeM BUPYCHbIE
renatuTbl U XnpoBas 60nesHb NeyeHn, OfHAKO B MOCMEOHWE AECATUNETUS KOHCTATUPYeTCs HEYKIOHHBIA POCT AaHHOro
3abonesaHus.

2. 3nuaemuonormyeckumn ocobeHHoctTamu 1BX B Mupe SBNSETCH NPeUMyLLeCTBEHHas PacnpOCTPaHEHHOCTb Y
KEHLWMH. PeTpocnekTuBHbIA aHanu3 nokasan, yto B 1990-x u Havane 2000-x rogoB COOTHOLIEHWE KEHLLMH: MYXYUH
coctasnsno 9:1. B ycnosuax HAW K n BB n3 189 cnyyaes 97,3% xeHwpHbl (184), 2,7% myxuunbl (5). Cpennuii Bospact
obwen rpynnbl coctasun 53,2 ner.

3. B ocHoBe aTvomorum npegnonaraeTcs 3HaueHue reHeTUHeckoid NpeapacrornoXeHHOCTH, KULLEYHOM MUKPOBMOTbI,
KENMYHBIM KUCHIOTaM W TpUrrepam OKpYXaloLLen Cpeabl, TakuM Kak KypeHue 1 MHGEKLMM MOYENONOBON CUCTEMBI.

4. Kputepusimu Ons noCTaHOBKM AuarHosa sensttcs 2 u3 3 nyHkToB: 1. [oBblweHWe (epmMeHTOB XxomnecTasa, 2.
O6HapyxeHne AMA 1 3. TunnyHas rMcToNormst NEYEHN.

5. Mo paHHbIM COOGCTBEHHOTO MCCrefoBaHus, npoBeaeHHbIM Ha 6ase HAW KBB u3 189 3admkcupoBaHHbIX Cryvaes
Bbino BepuduumposaHo AMA noanTueHbIX - 82%(155), AMA HeraTuaHbIi - 18% (34).

Knroyeenie crosa: [lepsuyHnblili bunuapHsIl xonaHaum, aymoumMMyHHble Xonecmamuydeckue 3ab0egaHusi NeYeHU.

Abstract

GENERAL CHARACTERISTICS OF PRIMARY BILIARY
CHOLANGITIS IN THE WORLD. LITERATURE REVIEW.

Aisulu E. Gainutdini, Alexander V. Nersesov 1.2, Nazugum A. Ashimov 2

1 JSC «S. D. Asfendiyarov Kazakh National Medical University», Department of Gastroenterology,
Almaty c., Republic of Kazakhstan;
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Background: Primary biliary cholangitis (PBC, formerly known as primary biliary cirrhosis of the liver [54]) is one of the
most significant diseases that is mainly verified in women. PBC is included in the group of autoimmune cholestatic liver
diseases [37,3-5].
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The overall prevalence and frequency of PBC remains low compared to other liver diseases. According to the
organization for Organ Delivery and Transplantation, cases of PBC accounted for only 165 out of 8,250 liver transplants
performed in 2018. [4,45]. The overall incidence of PBC has continued to grow since the 1980s. [4,5-8] PBC is considered a
rare disease, mainly due to the small sample size and the lack of large long-term studies. Moreover, the recorded data on
prevalence and morbidity often differed dramatically between studies and regions around the world (and even in different US
states). [4]

Aim: to reflect the general characteristics of primary biliary cholangitis in the world, as well as the results of our own
observation on the basis of the Research Institute of Cardiology and Internal Diseases of the Ministry of Health of the
Republic of Kazakhstan.

Search strategy: The search and analysis of scientific publications in the databases and web resources MEDLINE,
UptoDate, Google Scholar, Cochrane, PubMed by keywords (autoimmune liver diseases, primary biliary cholangitis, primary
biliary cirrhosis) was carried out.

Of all the selected articles, 62 sources were included for subsequent analysis, which meet the inclusion criteria and
exclude duplication or repetition of information. As well as the results of our own observation on the basis of the Research
Institute of Cardiology and Internal Diseases of the Ministry of Health in the period from 2014 to April 2021.

Results:

1. PBC is one of the most significant autoimmune liver diseases, which is less common than viral hepatitis and fatty liver
disease, but in recent decades there has been a steady increase in this disease.

2. The epidemiological features of PBC in the world are the predominant prevalence in women. A retrospective analysis
showed that in the 1990s and early 2000s, the ratio of women to men was 9:1. In the conditions of the Research Institute of
K and WB, 97.3% of 189 cases were women (184), 2.7% were men (5). The average age of the general group was 53.2
years.

3. The etiology is based on the importance of genetic predisposition, intestinal microbiota, bile acids and environmental
triggers, such as smoking and infections of the genitourinary system.

4. The criteria for making a diagnosis are 2 out of 3 points: 1. Increase of cholestasis enzymes, 2. Detection of AMA and
3. Typical liver histology.

5. According to our own research conducted on the basis of the Research Institute, out of 189 recorded cases, positive
AMA was verified - 82%(155), negative AMA - 18% (34).

Key words: Primary biliary cholangitis, autoimmune cholestatic liver diseases.

TyniHgeme
ONMEMAErI BIPIHLWII BUIINTMAPAODbIK XOJNTIAHITUTTIH XXANNbI
CUNATTAMACDGI. DAAEBMU LLUOJY.

Ancyny E. N'annytamni, Anexcanpgp B. Hepcecosi2, Hasayrym A. Auummoga?:2

! Kasak ynT1ThIK MeauumHaneik yHuBepcuteTi KEAK C.[1. AccheHaunspoBy,
FacTpoaHTeponorua kadeapacsl, AnmMaTthbl K., KazakctaH Pecnyb6nukacsi,

«KasakctaH Pecnybnukacbl [leHcaynbik cakTay MuHuUcTpniri Kapanonorus xaHe iwki aypynap fbinbiMu-
3epTTey MHCTUTYTLI» AK, Anmarthl K., KasakctaH Pecny6nukachbl.

Kipicne: BipiHwinik 6unuapnsl xonaHmt (MBX, 6ypbiH 6acTankbl Gunuapnsl Luppo3 [54] aen atanagsl) - eH MaHbI3abl
aypynapabiH, 6ipi, on HerisiHeH anengepae Tekcepinesi. PBC GayblpablH ayTOMMMYHAbI XonecTaTukarblk aypynap TobbiHa
xatagpbl [37,3-5].

MBX xannbl Tapanybl MeH xwiniri 6acka bayblp aypynapbiMeH canbiCTbipFaHAa TeMeH 6onbin Kanagbl. ¥MbIMHbIH,
OpraHZapabl XETKi3y XoHe TpaHCnnaHTauusnay xeHiHgeri manimeTttepiHe calikec, 2018 xbinbl xacanFaH 8,250 6aybip
TpaHcnnaHTauuscbiHbiH, 165 -i [BX xarganbiHaa 6ongpl. [4.45). MBX xannbl aypywaHgbirsl 1980 xbingapgaH 6epi ecyai
xanFactbipgbl. [4,5-8] MBX cupek ke3geceTiH aypy Gonbin caHanagbl, HEM3iHeH ipikTey KeneMiHiH asgbiFbiHa XaHe y3aK
Mep3imMai YNKkeH 3epTTeynepdiH 6onmaybiHa GainaHbicTel. COHbIMEH KaTap, Tapanybl MeH Tapanybl Typanbl ManiMeTTep
anemgeri 3epTTeynep MeH aiimMakTap apacbivaa (TinTi AKLL -TbiH 8p Typni WraTTapblHAa) Xui KypT e3repai. [4]

3epTTeyaiH MaKcatbl: anemgeri 6acTankel Ounuapnbl XONMaHIMTTIH, Xanmbl cunaTTamackiH, CoHAan -aKk KasakcTaH
Pecnybnukacsl [leHcaynblk caktay MAHUCTPAIN Kapanonorus xaHe ilki aypynap FbinbIMU -3epTTey UHCTUTYTbI HeridiHae
XYPprisinreH 3 bakbinay HaTKenepiH kepceTy.

I3pey ctparerusicbl: MEDLINE, UptoDate, Google Scholar, Cochrane, PubMed kinT ceagep 6oibiHwa (ayToMMMyHAbI
Bayblp aypynapbil, GipiHwinik Gunuapnsl xonaxrmT, GipiHwWinik Gunrapnbl LMPPo3) fepekTep Kopbl MeH BED -pecypcTapaarsl
FbINbIMU XapusnaHbIMOapab! i3fey XaHe Tangay Xypriingi.

KocbiMwa Tanpay ywiH TaHmanFaH Gaprblk mMakananapfblH, iliHEH €Hriy KpuTepuinepiHe CoWKeC KeneTiH XaHe
aKnapaTtTblH KalTanaHyblH HeMece KailTanaHyblH bongsipmaiiTelH 62 fepekkes eHrisingi. CoHpai -ak, 2014 xbingaH 2021
XKbIngblH, coyipiHe gewiHri apanbikta KP F3W Kapowonorus xeHe iwki aypynap HerisiHge xyprisinreH xeke Gakbinay
HaTWXEnepi.

Hatnxenep:

1. MBX - 6aybipgblH, MaHbI3Abl ayTOMMMyHAbI aypynapbiHbiH Bipi, on BUPYCTbIK renatut neH GaybipablH, Maiimnbl
aypynapblHa KapaFaHza cupek kesgecegi, 6ipak COHfbl OHXbINAbIKTapaa Oy aypyabiH, TypaKTsl ecyi 6aikanmsi.
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2. Oitengepae MNBX anemaeri anuaemMuonornsnbik epekluenikrepi 6acbim. PeTpocnekTusTi Tangay kepcetkenaein, 1990
-Wbl aHe 2000 -wi xbingapabiH backiHaa aen: epkek katbiHackl 9: 1 6ongpl. C xeHe F3U xargaibiHoa 189 xaraaigbib
iwinae 97,3% aitengep (184), 2,7% epnep (5). Xannbl TonTbIH OpTaLLa Xackl 53,2 XkacTbl Kypazp!.

3. Heriari atuonorusa reHeTukanbik 6eMiMainiKTiH, iLLeK MAKPOBUOTACHIHBIH, ©T KbILKbINAAPbIHbIH, XXOHE TEMEKi Lery
MeH 38p LUbIFapy XonaapbIHbIH, MHPEKLMANapbl CUAKTbI AKONOTUANbIK TpUrrepnepaiH MaHbi3abinbiFbiH 60mKanabl.

4. linarHocTtuka kputepuinepi 3 ynanabiH, 2 -ci: 1. Xonectas epMeHTTepiHiH xofapbinaybl, 2. AMA -HbIH aHbIKTanybl

xoHe 3. bayblpabIH, TUNTIK TMCTOMOTMACHI.

5. FbinbiMu -3epTTeY WHCTUTYTbIHBIH, BasacbiHoa XyprisinreH xeke 3epTreynepimia GoibiHwa, 189 TipkenreH
XaFpangbiH iwivge AMA nosutueTiniri Tekcepingi - 82% (155), AMA Tepic - 18% (34).
Tytiindi ce3dep: bipiHwinik 6unuapsnb! xonaHaum, 6aybipObiH aymoumMmyHObI XonecmamukanbIK aypyb.
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Beepenue

MepBuyHbin - BunnapHbin - xonawmmt  (MBX, paHee
W3BECTHbIN KaK NEpPBUYHbIN OUNMApHBIA LMPPO3 NeyveHu
[54]) sBnseTca ogHMM M3 Hambonee - 3HAYMMbIX
3abonesaHu, KoTopoe NPEenMyLLECTBEHHO
BepudpmumpyeTca y xkeHwwH. TBX Bxogut B rpynny
ayTOMMMYHHBIX XOrecTaTudecknx 3abonesaHuil neyeHm
[37,3-5].

OBwas pacnpocTpaHeHHOCTb U YacToTa [1BX ocTaetcs
HW3KOW NO CPaBHEHMIO C APYrMW 3a00NeBaHNAMM NEYEHN.
CormacHo  JaHHbIM  OpraHu3auuM  [JOCTaBkW U
TpaHCnnaHTauun opraHos, cnydvam [1BX coctaBnsnm
Torbko 165 w3 8 250 TpaHcnmaHTauui - meyeHwm,
npoBedeHHblx B 2018 rogy. [4,45]. O6wmin yposeHb
3abonesaemoct MBX npogormkaet pactu ¢ 1980-x rogos.

[4,5-8] MBX cunTaetca pedkum 3aboneeaHvem, B
NPeMMyLIeCTBEHHO  13-3a  HEDOMbLIOrO  KONMYecTBa
BbIOOPKM W OTCYTCTBMA  KPYMHBIX  ASINTENbHbIX

nccneposaHuin. bonee Toro, 3aperncTpUpoBaHHbLIE faHHbIE
0 pacnpocTpaHeHHOCTU U 3aboneBaeMOCTM 4acTo Pesko
Pa3HUNUCb Mexay WCCNedoBaHWAMM W pervoHamu no
BCEMY MUpY (1 gaxe B pasHblx wratax CLUA). [4]

LUenb uccnepoBanus: sBnseTcs 0TpasuTb oblme
XapakTepuUCTUKN NEPBUYHOTO BUNWMAPHOTO XonaHruTa B
MUpe, a Takke pesynbTaTbl COOCTBEHHbIX HAabnaeHU  Ha
6a3se HUM KBB.

Crpaterua nowucka: [lpoBedeH mnoMCK W aHanu3
HayuHbIX nybnukaumin B 6asax gaHHbIX M Beb-pecypcax
MEDLINE, UptoDate, Google Scholar, Cochrane, PubMed
Mo KMKYEBbIM CrOBaM (ayTOMMMYyHHble 3aborneBaHus
MeYeHn, MepBuYHbIA BUNMApPHBIA  XOMaHTUT, NEPBUYHBIA
OuUnnapHbIit LMPPO3 NEYEHN).

M3 Bcex oToBpaHHbIX CTaTeil Ans nocrnegyloLero

aHanuaa 0Obino  BKMOYEHO 62 WCTOYHMKA, KOTOpble
OTBEYAKOT  KPUTEPWUAM  BKMIOYEHUS U UCKMIOYakoT
pybnupoBaHMe wnu MOBTOP WHopMaumn. A Takke

pesynbTathl COOCTBEHHOrO HabniogeHus Ha 6ase HUN
Kapguonorum n BHyTpeHHUX 6onesHein M3 PK B nepuog c
2014 no anpenb 2021r. (aanee HAW KBB)

Pe3ynbTatbl paboTbl U ux obcyxaeHue: [epBuyHbIA
Bunnapubiin xomaHrut (MBX), koTtopbit go 2016 roga
oMUManbHO  Ha3biBaNCs  MepBUYHbIM  GUnMapHbImM

UMPPO30M, SBASETCA  XPOHWUYECKUM  XOMECTaTU4ECKM
3abonesaHnem neyeHn. [MBX oOTHOCMTCA K peakum
3aboneBaHusamM neyeHu. Mepsbii MALMEHT C CUMATOMaMK,
HanomuHatowmmm MBX Bbin onucaH B nutepatype B 1851
r. [54], w Tormga O6bin BBeJEH TEPMMH «NEPBUYHBINA
BunuapHbIit LMppPo3»

B cratbe, onybnukoBaHHoit B 1949 romy y4yeHbiMu
HopuHu u CuHknep Bnepsble Obin OMMUCaH NALMEHT C
cumntomamn  TBX  [3]: ¢ xenTyxoi, acuutom u
KPOBOTEYEHWEM U3 BApPWUKO3HO PAaCLUMPEHHBLIX BEH. Takium
0bpa3oM onpefeneHne «nepBuYHbIA GUNMapHbIA LMPpo3»
Obino BepHbIM. OfHAKO UCMOMb30BaHME OUMOXMMUYECKNX W
WMMYHOINOTUYECKMX TECTOB B KIMHWYECKUX  YCIOBMSX
nossonumo AuarHoctuposath MBX Ha paHHux cTagumsax. A
BBEJeHNe B kayecTBe MEPBOM  NWHUM  Tepanuu
ypcogesokcuxonesoit  kucnotel  (YOXK)  cywecTtBeHHO
CHU3WMO NporpeccupoBaHue 3abonesaHus 4o Lyppo3a.

3HaunTenbHO  OTpaxaeT — OMHaMUKY  YMyuyleHus
AMarHocTuki 1o, 4to B 1980- X rogax nonoBuHa NalWeHToB
¢ anarHosom [BL umena oguH U HECKOMNBKO CUMNTOMOB,
a yxe B 2000 r B AnoHun y 75-80% nauueHToB He Obino
HAKaKMX ~ CMMNTOMOB  MPW  MOCTAHOBKe  [uMarHosa.
CepbesHblil paspbiB Mexay NposiBieHeM 3aboneBaHust u
€ro HEBEPHbIM Ha3BaHWEM PacLLMPUNCS. TEepMUH «LMPPO3»
CcTan He TOMbKO HEKOPPEKTHBbIM, HO W CaMbiM HaCTOALLUM
KNnenMoM 151 NaLneHToB.

B cBsA3u ¢ 3TMM ObINO HEOJHOKPATHO PaCCMOTPEHO M
MPUHATO peLueHne 00 M3MEHEHUN Ha3BaHWS HOMEHKIaTYpbI
3aboneBaHns ¢ uMppo3a Ha  xomaHrut  [5,45-46].
EBponeitckas Accoupaums (EASL), Asuarcko-
TuxookeaHckas accoumauus no usyyeHnto neveHmn (APASL)
Takke oduumManbHo opobpunu  3TO  pelleHne, U B
HacToslllee BpeMs BO BCeX OMUMAnbHBIX XypHanax
NCMOMb3yeTCs  HOBas  HOMEHKNatypa  «MepBUYHbIN
BunnapHblit xonaHrmTy.[59]

Anugemunonorus.

Obwwas pacnpocTpaHeHHOCTb 1 YacToTa MBX ocTaeTcs
HW3KOW NO CPaBHEHMIO C ApYrMU 3a00NeBaHNAMU NEYEHN.
CormacHo  JaHHbIM  OpraHu3auuM  JOCTaBkM W
TpaHcnnaHTauun opraHos, cnyvam [1BX coctasnsnm
Toneko 165 w3 8 250 TpaHcnnaHTauum - neveHw,
npoBeneHHbix B 2018 rogy. [45-46]. OBwmin ypoBeHb
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3abonesaemoctu MNBX npogomxkaet pactu ¢ 1980-x rogos.
[45,46,19,11,37] MBX cunTaetca peakum 3abonesaHuem, B

npeMMmyLLeCTBEHHO n3-3a HebonbLIoro KonmyecTtea
Bbl60pKVI n OTCYTCTBMA KPYNHbIX ANUTEenbHbIX
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PucyHok 1. dnugemuonoruyeckas KapTuHa B pa3HbIX cTpaHax. [3]
Pic.1 Epidemiologigal data of PBC in different geographical regions [Atsushi Tanaka, Current understanding of primary biliary cholangitis.
Clinical and molecular hepatology. doi.org/10.3350/cmh.2020.0028 Review 2020 Dec 3]

PacnpocTtpaHeHHocTb 1 4acTota [1BX 3HaunTensHo
pasnuyatoTcs Bo Bcem Mupe (Puc 1.) [3]. 3To HecooTBeTCT-
BUE MOXET ObiTb OOBACHEHO —3MUAEMMUONOrMYECKUMU
pasMMuMaMM  MEXZYy ~ perioHamu  WnuM - nepuopamu
MCCNERO0BaHMs, pasnNuuMamMu B 13aitHe UCCNeaoBaHUi Ans
BbISIBIEHUS! UMW YCTAHOBNEHUS CIy4aeB 3aboneBaHns unu
pasnuuuamu B AuarHoctuke MBX. CTouT OTMETUTb, 4TO
ocsefoMneHHocTb 0 MNBX Bce elle HeynooBNeTBOPUTENbHA
B HeKoTopbIx cTpaHax Adpuku 1 Asuw, rae anuaemmono-
TMYECKME MCCINEeLOBaHUS HEMHOMOYMCIEHHBI, a pa3mep
BbIOOPKM B HEKOTOPbIX WCCNEAOBAHMAX OYeHb Mar.
OnuoemMuonornyeckne UCCrefoBaHusl, NpoBefeHHble B
'oHKkoHre 1 KOxHom Kopee oTpaxatot, uto IMBX cuntaetcs
B AsunaTcko-TUX00KEaHCKOM peruoHe peaKkum
3aboneBaHneM, a €0 pacnpoCTPaHEHHOCTb U
3ab0neBaemMocCTb HUXe, YeM B Apyrix pernoHax [17].

Wccnenosanue, npoBeaeHHoe B AnoHun B 2016 rogy
HaobopoT, Mokasano, YTO TOYeYHas PacrnpOCTPaHEHHOCTb
MBX coctaensana 33,8 Ha 100 000 HaceneHus AnoHum [57],
yTo 6bINO conocTaBuMo ¢ nokasatensmu B CLUA, KaHaae un
HEeKOTOPbIX CTpaHax EBponbl.

B HenaBHem o063ope u3 OxHoi Kopeu «pepnkoe
3abonesaHue» onpeaensnoch nmbo no

pacnpoctpaHeHHocT  (1500-2 500 wHa 100 000
HaceneHus), Mbo no konmuyectsy naumeHToB (<20 000).
[17,25] CornacHo atomy onpegeneHuto, MBX - peakoe
3abonesaHue, HO, CTOUT OTMETUTb CyLlecTByeT Gonbluas
pasHuMLa B pacnpoCTPaHEHHOCTN Mexay AnoHuen u FOxHo
Kopeeit unm roHkoHrom [17].

WccneposaHue, npoeeaeHHoe B CLUA B TeuyeHun 12
NEeT yBENUYeHNe pacnpocTpaHeHHOCTH Gonee YeM Ha 72%
cpeam xeHwuH (¢ 33,5 go 57,8 Ha 100 000 yenosek) u
Bonee yem Ha 114% cpeau MyxumH (¢ 7,7 po 15,4 Ha
100000 yermoBek) B TeyeHue 12-meTHero nepuoga.
Wccnenosanus B EBporne 1 Asun Takke yxe ¢ npoLuroro
AECATUNETUS Ha4ann UKCUpOBaTb CTabuMMbHbIA pocT MBX

[67,25,33,27,31].
OpHa U3 oTnnMumMTenbHbIX  4epT  MBX -
pacnpoCTPaHEHHOCTb Y XEHLUMH.  PeTpoCneKTUBHbIN

aHanu3 nokasan, yto B 1990-x u Havane 2000-x romos
COOTHOLLIEHME XEHLLMH: MyX4uH cocTasnano 9:1[53, 42).
[loMUHMPOBaHWE PACNPOCTPAHEHHOCTM CPeaM XeHLLUMH
BCE elie YETKO HabnaaeTcs M Ha CErOAHSILHWA [eHb,
OfHaKo BblpaxeHo. COOTHOLLEHME XEHLLMH N MYX4WH BbIno
mMeHee 5. 1 B camblX MOCNEOHUX 3NUAEMMUOMNOTNYECKUX
uccnegoBanuax n gaxe 2,1: 1,19. OctaeTca Ao KoHUa He
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SICHOW  MpWYMHA  YBENWYEHMS  PACMpPOCTPAHEHHOCTM  CMyyYaeB  rOCMMTanM3auWA  MauUWeHTOB C  OWarHo3oMm
3aboneBaHus  CpeauM  MyX4MH, HO BeposTHO 9T0  «[lepBuYHbIA BunuapHbIit xonaHruT» coctasuno 189.

YCOBEPLLUEHCTBOBAHWE ANArHOCTUKK (2,24).

Mo pavHbim HWW KBB, sasnstowmmecs Pecnybnu-
KaHCKMM LIEHTPOM TracTPO3HTEPONOrMM W renaTonorum, B
nepuog ¢ 2014 no anpenb 2021 rr. obuwlee KonM4ecTBo

B anHamuke BMOEH HEYKNMOHHbIA POCT KOMWYecTBa
HOBbIX cryyaeB nauuentoB c [BX. Tak, B 2014
3aukcnpoBaHo 12 nauMeHToB, a ToMbKo Ha anpenb 2021
WX KONM4eCTBO yBenuumunock o 38.(Puc 2).
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PucyHok 2. KonnuyectBo 3acpukcupoBaHHbix cnyyaes MNbX
Pic.2 Number of reported cases of PBC

/3 189 cnyyaeB 184 - xeHwwmHbl (97,3%), 5 - MyKumHbI
(2,7%). CpepHuit Bo3pacT obweir rpynnbl coctasun 53,2
roga.

Odtuonorus NBX.

FeHemudyeckasi npedpacnonoXeHHOCMb

Hakannueatowimecs AaHHble Takke CBULETENbCTBYIOT O
TOM, YTO KOMOWHaUMsi reHeTMYecKOW NpeapacnoNioXeH-
HOCTM M (haKTOPOB OKPYXaloLLei cpefpbl UrpatoT Haubonee
3HaYMMYLO POfb B HApYLUEHWUM TONepaHTHOCTW. CunTaetcs,
4TO reHeTUYEeCKas NPeapacnonoXeHHOCTb SBASETCH OCHOB-
HbIM (hakTopoM, cnocobeTayrowmm passutuio MNBX. [58]

HenasHee wccnefoBanne B McnaHguw, B KOTOPOM
NCMOMb30BanuCh MPEUMYLLECTBA YHWKANbHAs MeCTHast
reHeanornyeckas 6asa [aHHbIX, MPOAEMOHCTPUPOBABLLAS,
uto CcemeiHbIn puck BX npucyTcTBYeT He TONbKO Y
POACTBEHHMKOB MEPBOA IMHWWM POACTBA, HO Takke Yy
POACTBEHHWMKOB BTOPOM M TpeTbeit naumeHTo ¢ [BX, ¢
MOBbILLEHHbIM OTHOLLEHWEM OTHocuTenbHoro pucka (OP)
[43].

Kpome TOro, noBbiweHHbin puck [IBX  umeert
TEHOEHUMO K  3HAYMMOCTM [Jaxe Yy POLCTBEHHMKOB
yeTBEpPTON M naTol cteneHn poactea ¢ RR 1,66 (1,00-
3,02) n 1,42 (0,99-2,20) cooTBETCTBEHHO. ITWU AaHHblE
FICHO MOAYEPKMBAIOT BaXHOCTb TEHETUYECKOrO puCka B
natoreHese [BX. HemaBHwii  aHanW3  rEHOMHbIX
accoumaumin (GWAS) n3 CeepHoit AMEpUKM, EBPONEACKNX
ctpaH, AnoHun n Kutas Beiseun gpyrue annenu HLA,
KOTOPbIE TECHO CBSI3aHbl C BOCMPUMMYMBOCTLIO K [1BX, 1
BbisBun Gonee 40 annenel, He oTHocawmxcs k HLA,

KoTOpble cnocobeTayOT BOCMPUMMYNBOCTM K
MNBX.[2,38,47,44,35,48,53,21,13,62,28,60] Xota annenu
pucka  pasnMualoTCs  MeXZy — MCCMefoBaHUsSMU W

nonynaumMamMun, OHU B NEPBYIO o4epeb OTHOCATCA K reHam U

nyTaMm, y4acTBYIOWWM B MpeseHTauuMu aHTureHa u
npoaykumm uHTepneikuHa (L) -12  (IRF5, SOCS1,
TNFAIP3, NF-B wu IL-12A), aktvBaumm T-knetok w

BblpaboTke uHTepdepoHa (IFN) — y (TNFSF15, IL12R,

TYK2, STAT4, SOCS1, NF-kB u TNFAIP3), a Takxe
aktvauns B-kneTok w BblpaboTka MMMYHOrMo6ynuHOB
(POU2AF1, SPIB, PRKCB, IKZF3 u ARID3A).
[MpegnonaraeTcs YTO MMMYHHbIE CBS3WM MrpatoT 0Cobyto
ponb B natoreHese MNbX.

HapyweHrue monepaHmHocmu K aymoaHmuaeHam

Otvonorust MBX A0 cux Nop ocTaeTcst HEM3BECTHOM.
lMpeanonaraetcs 4to  MaHudecTaumio  3aboneBaHus
Bbi3biBAET ayTOMMMYyHHOE BO3[encTBMe Ha GunuapHble
anuTenuanbHele KNneTku (B3K). Hanunuve
aHTUMUTOXOHAPUANbHbIX aHTUTen (AMA), onpegensercs y
90-95% naumenToB ¢ MNBX [56,42]. AMA He sBnsioTCS
NPOCTLIMU CEPONOrNYECKUMU Mapkepamu Ans AUarHOCTUKY,
a npsMo BnusOT Ha wummyHonatonoro [BX. AMA
pacnosHalT rpynny ()epmMeHTOB, PaCnONOXEHHbIX BO

BHYTPEHHE! ~ MembpaHe  MWUTOXOHAPWW,  Ha3BaHHYH
KOMMNMekcoM 2-oKkcokucnoT — AerupporeHasa (2-OADC),
koTopas  BKkMwuaeT  cybweauwHuly E2  komnnekc

nupysatgeruaporeHassl (PDC-E2), pa3seTBneHHyto Lenb 2
-OADC E2 cybbegunuua (BCOADC-E2), cybbeanHuua E2
KOMnnekca AeruaporeHasbl 2-OKCOTyTapoBOW  KACMOTbI
(OGDC-E2) 7] AanruaponunoaMuaaernaporeHasa-
cBsisbiBatoLLmi 6enok (E3BP). [58] AMA 1 ayTopeakTuBHble
CD4 + 1 CD8 + T-kneTouHble 3nUTOMbI OrpaHnyeHbl 00LLel
NenTUaHoN MoCneAoBaTeNbHOCTbIO BHYTPEHHEO
nunouneHoro gomeHa PDC-E2 yenoseka. [43] BOK w
renatoumuTbl nauueHToB ¢ MBX akcnpeccupyloT 6onblioe
KONMYECTBO MOMNEKYN NENKOLMTapHOro aHTUreHa Yenoseka
(HLA) knaccos | u Il [23,51]. lNpeactaBneHue KneTok, u
B3aumopeincteme BOK u T-knetok MoxeT A0 OOBACHATb
MOTEPHO XENYHbIX MPOTOKOB. Monekynbl aareanu, LUTOKUHbI
N XxemokuHbl akcrnpeccupytotca BOK. A Tawke BOK
3a[eNCTBYIOT MOHOHYKNEapHbIE KNETKM B XEnYHbIX MyTsX
neyeHu. Haunyyqwum npumepom sBRsieTcs (pakTankuH
(CX3CL1), xemokuH, obrafatiowmin Kak XemoaTTpaKTaHT-
HOW, TaK W KNEeTOYHO-aAresuBHON yHKumamu. [23]
lMpeobragaHne T-xennepHbiX LMTOKMHOB 1-ro Tuna u
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nunononucaxapui B MUKpocpeae NOBPEXAEHHbIX XenYHbIX
NPOTOKOB BbI3bIBAIOT MOBBILLEHHYIO PETYNALMIO 3KCNPEeccum
tpaktankuHa B B3K ¢ nocnegytolmm xemoaTTpakTMpoBsa-
HWMEM MOHOHYKIEapHbIX KNETKOK, a Takke 3KCrpeccupyto-
wuit ero peuentop (CX3CR1), Bkntovas CD4 + n CD8 + T-
kneTku. [51,49] YpoBHW (ppakTankuHa B CbIBOPOTKE Npw
MBX BbICOKM Y NALMEHTOB C BblpaXeHHOW aKTWBHOCTHIO
xonaHrta (XA) Ha paHHWUX CTagusiX W CHUXAKTCA B OTBET
Ha neyexue. [20]

PDC- E2 - 310 6€n0K, pacnomnoXeHHbI NOYTM BO BCEX
fapocofepxallux Knetkax B OpraHusMe uYenoseka, U
OCTaeTCs HEeACHbIM, MOYeMy ayTopeaKkTUBHble T-KneTku,
cneumdunyHble ans PDC-E2, BbI3bIBAOT LMTOTOKCUYHOCTb
TOMNbKO B OTHOWeHUN BOK kneTok B meueHn. B cBasm ¢
atum [BX peunausupyeT faxe nocne TpaHCMaaHTauuu
neyewn (TM), 4TO  yKasblBaeT Ha  TO, 4TO
MMMyHonaTonoruyeckas vyscTeutenbHocTb BOK npu MBX
He SBNAeTCs cneuuduyeckon NS NaBHOTO KOMMMeKca
mctocomecTumocTn (MHC), a sBnsieTca obien uepTton,
npucywen aytonornyHbiM BIK. Tunotesa, paspelwaiowwas
3Ty 3arafKy, 3aKnoyaeTcs B TOM, YTO BHYTPUMNEYEHOUHbIE
BOK yenoseka MoryT noafepxuBaTb MMMYHOMOTUYECKM
HenoBpexaeHHbIn PDC-E2 B anonToTMYeckuX ny3blpbkax
(anoTonax) Bo Bpems anontosa. [51,20] K 3HauuTenbHbIM
HapyLLEHWUsM MPOU3BOACTBA BOCMANMUTENbHBIX LIMTOKMHOB
MOXeT npuBectv anontombl, B3K, Makpodarm ot
nauuentoB ¢ AMA nosutusHbIM MBX. [32]

IMposoyupyrowue hakmops! okpyxatousels cpedbi

B kauecTee  TpurrepoB  OKpyxatwLlein  cpedbl
KpynHomacluTabHble  MCCMEAOBaHWS  Cryyvai-KOHTPOSb
HEM3MEHHO ODHapyxuBamM CBS3b  MEXZY KypeHUEeM
TabayHbIX M30enuii N MHEKLMAMM MOYEBBIBOLALLMX MyTEN
c MBX. [12,14,18,22]

baktepuanbHas  MHMEeKUMs  MOXeT BIMATb  Ha
atmorormio MBX, notomy yto PDC-E2  umeet
MOMNEKYNAPHYI0 UMUTaLMI0 Mexay yenoBeveckummn PDC-E2
n Escherichia coli (E. coli) PDC-E2, u, Takum 06pa3om,
WHpekums E. coli MmoxeT Bbi3BaTb  HapylleHue
UMMyHoOrorMyeckon TonepaHTHocTn k PDC-E2 uenoseka.
VccnenoBauus cryyai-koHTpOIb Takxe MnoKasblBaloT, 4To
mogudukaums PDC-E2  kceHOGMOTMKaMM C  MOMOLLBHO
XMMUYECKIX BELLECTB, KOTOPbIE B M300MNWM NPUCYTCTBYIOT
B MOBCEOHEBHOW  KM3HW, TakWX Kak KOCMETUYEcKMe
n3genwus, Kpacku Ans BOMOC U Nak ANs HOrTel, urpaeT ponb
B TEHEpUpOBaHUA WMMYHOTEHHbIX HEOAHTUTEHOB U
HapyLLeHum TONepaHTHOCTU npu MBX.
[14,18,22,1,2,38,47,44]

Mukpobuoma u xenyHble KUC/10mb|

PaHHee BO30ENCTBME OKpYXalollen Ccpeabl MOXeT
MOBNWSATb Ha pa3BuTHe MUkpobroma. PacnpocTpaHeHHOCTb
MBX B 3anagHbix cTpaHax B CeBepHOM mnonywapum
NOATBEPKOAET BAXHOCTb KULIEYHOTO Mukpobuoma 1
anetbl.[22] uTaHWe - 3TO OCHOBHOWM BHELUHMI haKToOp,
KOTOpbIA BMMSIET Ha  MMKPOOMOM  KulleyHuka. [48]
OpHo3HayHO, 4TO He BCe DakTepum  OAMHAKOBO
UYBCTBUTENbHbI K KEN4YHbIM KucnoTam [53], B crnyyae E. coli
n Helicobacter spp. 6biTb 0coBeHHO cTOMKUM. XKenuHble
KACNOTbl ~ AEUCTBYKT ~ Kak  CUrHarmbHble — MOMeEKyIbl,
yyacTeytoLie B MeTabonmame NuNZoB rtoko3bl. K ocHOB-
HbIM JXEMNYHbIM KUCHIOTaM Y MoJen OTHOCATCS Xonesas
XEHOLOKCMXOMNEeBas KWUCIOThbl, KOTOPbIE CUHTE3NPYIOTCS B
nevenu. [21] XenuHble kucnoTel obnagakT pagoM Apyrux

3hheKTOB, KOTOpble NOALEPXMBAIOT 300POBbE  TKAHM
MeYeHu, BKIIYas PErynauMi0 TONepPaHTHOCTU K FTOKO3e 1
UYBCTBUTEMBHOCTM K UHCYMWUHY. JKemnuyHble  KMCMOTbl
WHOYLMpYOT npogykumio Genka-1c, KOTppbIN CBA3bIBAET
PEryNSTOPHbIA 3MEMEHT CTEPOna, a OH B CBOK O4epedb
perynupyer GWOCMHTE3  XOmecTepuHa W perynupyet
9KCMPeCCMo TEHOB MMMOreHe3a, Takux Kak rnuuyepuH-3-
occhataumntpaHcdepasa, auetun-KoA-kapbokcunasa u
CMHTa3a XMPHbIX KUCMOT, TEM cambIM o0becneunsas 3awuTy
oT runepnunuaemmu. [13] NMoMuMo cBOEro BO3QencTamns Ha
rOMeocTa3 MeyveHu, XenyHble KUCMOTbl MOTYT WM3MEHSTh
MWKPOBMOM 1 pereHepaumio nMeveHn U, TakuMm obpasom,
urpaloT ponb B natoreHese [1BX. [62] XpoHnueckuit
xonecras, Habnogaembii npu MBX, KOTOPbI BO3HUKAET B
pesynbTaTte BO3AENCTBUS HA MUKPOBMOTY XenUHbIX KUCTOT,
B CBOW O4yepedb, MOXET npuBecT K abeppaHTHOM
3KCMPECCUN MEPEHOCUMKOB KEMYHbIX KMCMOT M SAEPHBIX
peLenTopoB, KOTOpble MOXET, B CBOI OYepefb, Bbi3blBaTb
MOBPEXAEHME MEYEHMU, YTO MPUBOAUT K MOPOYHOMY Kpyry
XPOHMYECKOrO  MOBPEXAEHUS  MEYEHW € KEeNYHbIMM
KucnoTamu B KavecTe peluatowero daktopa. [28] Ponb
KENMYHbBIX KUCMOT W COMENt XEMNYHbIX KACMOT B NaToreHese
MBX KpaiHe BaxHa, W Ha Hee BIMAT psg
B3aMMOLENCTBYIOLNX MEXAHU3MOB.

OuarHoctuka

[uarHos MBX BbicTaBnseTcs npu cobnoaeHum 2 unm 3
CNeayHoLMX MyHKTOB:

1) MOCTOSHHOE  MOBbILEHME  XOMECTATUYECKUX
(hepmeHTOB,
2) obHapyxeHne AMA u

3) TMnnyHas ructonorus neyenu [3,60, 29, 61].

M3-33  O4YeHb  BbLICOKOW  YYBCTBUTEMBHOCTU W
cneummyHocTh  AMA B gMarHocTtuke MBX,
obHapyxueaemass AMA 1 NoBbILEHNE YPOBHS LLENOYHON
docarasel (W) sBnswTCA  4OCTATOYHBIMM - Ans
pvarHoctuki MBX, a Guoncns neyeHn BO MHOTUX Cryyasx
He sBnsieTcA 00si3aTenbHOA. Tem He MeHee, MOCKOMbKY
rucTonaTonornyeckas Cragus Ha  WUCXOQHOM  YpOBHE
SBNAETCA  HE3aBUCUMbIM  MPOTHOCTUYECKUM  MapKepom
BbDKMBAEMOCTH, Kak MPOLEMOHCTPUPOBANo HedaBHee
kpynHomaciutabHoe peTpocnekTuBHoe uccnegosaHue [39],
fvoncus neyveHn peKoMEeHOyeTcs ANs MPOrHO3WpoBaHWs
[ONTOCPOYHOTO UCX0AA, HO He SBRSeTCS HeobXoaMMon ans
MOCTAHOBKW [uarHo3a. [uCTonoruyeckoe uccnefoBaque
TpebyeTcs B aTUMWYHbIX Chy4yasx, B TOM 4MCMie Mpu
nogosputensHom  AMA-otpuuatensHom  [BX  u  npu
coyeTaHuM  ayToummyHHoro rematuta ¢ [BX. B
KnuHuyeckunx  ycnosusax AMA uyacTo onpefenseTcs ¢
MOMOLLbI0  UMMyHOdepMeHTHOro aHanuaa (ELISA) wnu
UMMyHOyopecLEeHUMn. Bbino  MAEHTUULMPOBAHO Kak
MWHUMYM OeBsATb nogtunoB AMA, u uyeTbipe 13 Hux (M2,
M4, M8 n M9), kotopble cBsidaHbl ¢ MMBX.[26] MMockonbky
aHTuTena k M2 6bino HanpaeneHo Ha 2-OADC, a Haubonee
cneuuduyHble antutena k MbBX, nogtun M2 AMA (AMA-
M2) B HacToslLiee Bpems ucrnonb3yetcs B kayectee AMA B
NOBCEAHEBHOMN KITMHUYECKON MPaKTUKe.

B ELISA B KayecTBe aHTUreHa UCMOMb30BANM
KOMOMHALMIO TPEX PEKOMOMHAHTHBIX MUTOXOHOPWAmbHBIX
Benkos (PDC-E2, BCOADC-E2 n OGDC-E2). Tutp AMA He
CBSi3aH C  MporpeccupoBaHueM  3aboneBaHns — Unn
KMUHUYeCKMM  TeveHuem  nauueHta.  AMA  wHorga
BbISBNAOTCS MeHee Yem y 1% 340poBbIX nwoged ¢

71



O030p JIMTEpPaTYpPHI

Hayka u 3apaBooxpanenue, 2021 4 (T.23)

HOpManbHbIMM pe3ynbTaTamn aHamusa nevenun. [50,36)
NMuua, ¢ nonoxutenbHbiM  pe3ynbTatoMm Ha AMA,
noasepraiotcs Gonee BbICOKOMY pucky passutus 16X u
TpebyloT TIWaTenbHOro HabmioaeHus, XOTS  puUcK, Mo-
BMOMMOMY, HEBbICOK, Kak cuuTanocb paHee. KpymHo-
MaclwTtabHoe KOrOpTHOE McCregoBaHue BO  PpaHuum
MPOLEMOHCTPUPOBANO, 4TO pacnpocTpaHeHHocTb AMA-
NonoXUTENbHBLIX NauueHToB 6e3  gokasatenscts  [1BX
coctaensana 16,1 Ha 100000 HaceneHus, a y Kaxgoro
wectoro nauueHta ¢ AMA-NONOXWTENbHOCTBIO U
HopmManbHbIM ypoBHeM L@ passuncsa TBX B TeyeHue 5
ner. [37,15]

M HaobopoT, a HegaBHee uccrenoBaHue, NPOBEAEHHOE
B Kutae, npogemoHcTpupoano, yto 6onee yem y 80%
naumeHtoB ¢ AMA 6e3 nosblweHus ypoBHa O Takcke
pasBMBalOTCS rUcTonmorndeckne xapakrepuctuku IBX, uto
Mo3BOMSET NPEANONOXUTb HANMYNE HEANATHOCTUPOBAHHBIX
naumeHtoB ¢ [BX cpegu nauweHToB C HOpManbHbIM
ypoBHem LU® 1 nonoxwutensHbiM ypoBHem AMA [55].
Cpeawn Heckonbkux aHTusgepHbix antuten sp100 u gp210
4acTo 0BHapyXMBAKOTCA B CbIBOPOTKE KPOBW NALEHTOB C
MBX u, Takum 06pasoMm, NOMOralT AMarHOCTMPOBaTb
nauyneHtoB ¢ BeposiTHbIM [1BX, HO HeonpedensieMbim
NONOXNTENbHBLIM AMA. KombuHaums Tpex
MWUTOXOHAPMAnbHbIX aHTUreHoB, sp100 1 gp210 («CKPUHMHT
MMBX») umena vyBcTBUTENBHOCTL 83,8% M CneundnIHOCTL
94,7% ons guarHocTuky MNBX 1 cumtanack noaxoasiieit B
KayecTBe CKPMHMHIOBOrO TecTa nepBoit NuHMK. [30]

CywecTByloT ~ [aHHble O  CXOKECTM  MOSeKyn
MUTOXOHZpManeHbIX aHtuTen u sp100 / gp210. [52]
ObHapyxeHne gp210 moxeT ObiTb  CBSI3aHO ¢
nporpeccupoBaHveM  3aborneBaHWst Yy MaLMEHTOB,
nonyyaswux YOXK, [49] Ho 3To TpebyeT manbHewllero
HabnoaeHus. McTonornyeckun narororvs MBX
NOKanu3yeTcs  MCKMKYUTENBHO B BHYTPUMEYEHOUHBIX
KEMNUYHbIX NPOTOKAX MENKoro kanubpa. XapakTepHbiMu
Npu3Hakamn  SIBMSOTCS  NNOTHass  MHUNIbTPaUmMs
MOHOHYKIeapHbIMU KneTokamm BOKpYT MenKuxX
BHYTPUNEYEHOUHBIX KEMYHbIX MPOTOKOB (MEXONbKOBbIE
XEMNYHbIE MPOTOKYW), Ha3BaHHAs XPOHWYECKUM HETHOMHBIM
pecTpyktueHbIM xonaHrutom (CNSDC), u obpasosaHue
rpaHynem. Co BpeMeHeM M3 MEYEHU WUCYe3aloT Meskue
BHYTPUMEYEHOUHbIE KEMYHbIE MPOTOKM, M MOCTENEHHO
pa3BMBAOTCA XPOHUYECKME XONeCTaTYeckne MNprU3HaKy.
AKTMBHOCTb renaTuta W MOBbILUEHUE XONEeCTaTUYECKMX

rnokasateneit cnocoGeTByioT nporpeccupytoLiemy
renatoLennionapHOMy MOBPEXAeHMIO U uBPo3y, 4TO
MPUBOAMT K  LMPPO3Yy  MEYEHM U MeYEHOYHON
He0CTaToYHOCTH.

Knaccudmkaumm Scheuer [34] nnm Ludwig et al. [40]
LONroe BPeMsl MCMOMb30BannCb B KayecTBe CUCTEMbI
knaccudmkauym - ans  rMCTONOMNYECKOr0  OmpegeneHuns
cragnn natonorvn MBX. Mo knaccudmkaumm LWoiiepa,
nopaxexue xenyHblx npotokos (CNSDC), nponudepalus
NpoTOKOB, pyOLEBaHWe U  Y3MOBOA LMPPO3  NEYEHU
SBNATCA PenpeseHTaTyBHLIMU Npu3Hakamu ctaguin 1, 2, 3
m 4 cootBetcTBeHHO. OpHako, kak onucaHo B
nepeoHayansHoM oTyete Lloiepa, pesynbTaTthl 9TUX
9TanoB B 3HAYUTENbHOW CTENeHu YacTUYHO COBMaAaloT;
CNSDC moxeT HabniogaTbCs faxe B NEYEHN NP Y3r0BOM
umppose. Kpome Toro, natonorms [BX He Bcerga
PaBHOMEPHO pacnpefensieTcs B NeYeHu; CriefoBaTenbHo,

Mpu onpegeneHnn CTagui ¢ MOMOLLBK 3TUX CUCTEM MOXET
BO3HUKHYTb OLLINOKA BbIBOPKY.

Ha 6ase HAW KBB u3 189
18 3ahMKCMPOBaHHbIX  Cyvaes
6bino  BepudmumposaHo AMA
no3nTueHbIX - 155 (82%), AMA
HeratvBHbil - 34 (18%)

(Puc.3).
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AMA no3uTuBHbIE AMA HeraTvBHbIe

PucyHok 3. UmmyHonoruyeckuii ctatyc 189 naumeHToB
¢ NBX 8B HAU K n BB 2014 — anpenb 2021 rr.

Pic. 3 Immunological status of 189 patients with PBC at Research

Institute 2014 - April 2021)

BbiBOAbI:
1. MNBX omHo u3  Haubonee  3HAYUMBIX
ayTOUMMYHHbIX ~ 3aboneBaHuit  MeyeHwm, KoTopoe

BCTPEYaeTCs PEexXe, YeM BUPYCHble renaTiTbl U XMpoBast
fonesHb MNeYeHW, OQHAKo B MOCNEgHWE [OEeCATUNETUS
KOHCTaTUPYETCS HEYKIOHHBIA POCT JaHHOM0 3abonesaHus.

2. Onugemmonormyeckumn ocobenHocTsmn BX B
MUpe SIBNSIETCS MPEUMYLLECTBEHHAs PacnpoCTPaHEHHOCTb
Y XeHLUMH. PeTpocnekTuBHbIN aHanu3 nokasan, 4o B 1990-
X 1 Hayane 2000-X rogoB COOTHOLLEHWE XEHLLUMH: MYXYWH
coctasnsno 9:1. B ycnosusx HAW K n BB u3 189 cnyyaes
97,3% xeHwpHbl (184), 2,7% myxumHbl (5). CpegHuii
BO3pacT obLen rpynnbl coctasun 53,2 ner.

3. B ocHose atvonorum npegnonaraeTcs 3HaveHue
reHeTUYECKON NpeLpacrnonoXeHHOCT!, KWLLEYHO
MWKPOBWOTLI,  KENMYHBIM  KUCAIOTaM M Tpurrepam
OKpYXXalolLlen cpefpl, TakUM Kak KypeHue W WHeKuum
MOYENONOBOI CUCTEMBI.

4, Kputepusmu  Ons MOCTAHOBKM  [uarHo3a
ssnsaTca 2 u3 3 nyHktoB: 1. ToBbleHWe (epmeHToB

xonectasa, 2. OOHapyxehme AMA n 3. TunuuHas
TUCTONOMS NeYeHu.

5. Tlo paHHbIM  COOCTBEHHOTO  MCCREeAOBaHMs,
npoBegeHHom Ha Gase HWW KBB wu3 189

3auKeMpoBaHHbIX criyyaes 6bino BepudmuymposaHo AMA
No3nTUBHbIX - 82%(155), AMA HeraTuHbIi- 18% (34).

Bknap aBTopoB. Bce aBTOpbl MpWHMManu paBHOCWBHOE
y4acTue npu HanucaHuy JaHHOM CTaTbu.

KoHnMKT MHTepecoB - He 3asBIeH.

JaHHbIn MaTepuan He Obin 3asBneH paHee, Ans nybnukawum
B OPYMX W3OaHUSIX U He HaXOAUTCS Ha PacCMOTPEHME ApYrUMM
“3paTenbCTBaMu.

®uHaHcupoBaHue - [pu npoBeneHWM [aHHOW paboTbl He
ObiN0  (PMHAHCMPOBAHWS  CTOPOHHWMM  OpraHu3auusMu U
MEAMLIMHCKAMM NpeLCcTaBUTENSMM.
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