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[lepBuunsbrii Oummapasiii xomanruT ([16X), panee n3BecTHBIN Kak MepBUYHBIA OUIHAPHBIA TUPPO3, SBISETCS
oprasocnenu(puieckum ayToMMMYHHBIM 3a00J1€BaHHEM, KOTOPBIM CTPaJat0T IPEUMYIIECTBEHHO KEHIINHBI CPelI-
HET0 BO3pacTa U KOTOpOe He BeTpeuaercs y nered. Pacnpocrpanennocts [1BX pasnnyaeTcs B 3aBUCMMOCTH OT
reorpauuecKoro pactoioKeHus cTpansl. 3a nociaegHue 30 1eT OTMedeH pocT 3a00JIeBAEMOCTH M OTHOBPEMEHHO
JOCTUTHYT 3HAUYUTEIbHBIN Iporpecc B oHMMaHuu narorenesa [1bX 6maropapst pa3BuTHIO HHHOBAIIMOHHBIX TEX-
HOJIOTHH B MOJIEKYJISIpHON OMOIOTHH, MUMMYHOJIOTUH U TeHeTHKe. Hannune aHTUMUTOXOHAPUAIBHBIX AHTUTEI U
X0JIecTa3 Npy OMOXUMHYECKOM aHaIN3€ JOCTATOYHBI AJIsI IOCTAaHOBKHM AWArHo3a, 0e3 HeoOXOMUMOCTH POBEACHHS
ouoncuu neueHu. Mumensmu npu [1BX sBnsitoTcst Menkue U cpegHue skemyHble npoToku. [Ipu nepBoii craguu
3a00seBaHusl HaOMIoaeTCs TpanyaeMaTo3Hast AeCTPYKIHS KETUYHBIX IPOTOKOB; MIPU BTOPOH — MOTEPSI KETIHBIX
MIPOTOKOB, UX MpoNUQepanys, yBeIMIeHHE Pa3MEPOB MOPTAIBHBIX TPAKTOB ¢ XPOHHUYECKUM BOCIAJICHUEM; TIPH
TpeThel — prudpo3 ¢ 00pa3zoBaHKEM CENT, MOTEPS JKEMIHBIX IIPOTOKOB H X0JIECTa3; IPH YETBEPTOM CTAJANH — IUPPO3
neueHM. Panee BepkuBaeMocCTh nmanueHToB ¢ [16X cocrasisna ot 7,5 1o 16 e, Ho 0HA 3HAYUTEIBHO ITOBBICHIIACH
MIPY JICYCHUH YPCONIE30KCUXOJIEBOM KUCIIOTOW U 00eTHX0IeBO KucioToi. [Tpu orcyreTBrm 3 dekTa OT IedeHus!
Y Pa3BUTHH TEPMUHAIBHON CTaNH MEUEHOYHON HEJOCTATOYHOCTH MPOBOAAT TPAHCIUIAHTAIUIO TICYSHH.

Knrouesvle cnosa: nepsuunwiii bunuapmusiti xonaneum, IIBX, namozenes, axmopul pucka,
YPCOOE30KCUX0Ne8as KUCioma, o0emuxonesas KUciomd.
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Primary biliary cholangitis (PBC), formerly known as primary biliary cirrhosis, is an organ-specific autoimmune
disease predominantly affecting middle-aged women. It does not occur in children. PBC prevalence varies depen-
ding on the geographic location of the country. Over the past 30 years, there has been an increased incidence of
PBC, while significant progress has been made in understanding the pathogenesis of PBC due to the development
of innovative technologies in molecular biology, immunology and genetics. The presence of antimitochondrial
antibodies and cholestasis on biochemical analysis is sufficient to make a diagnosis, without the need for liver
biopsy. Small- and medium-sized bile ducts are the targets of PBC. In the first stage of the disease, granulomatous
destruction of the bile ducts occurs; in the second stage, loss of bile ducts, their proliferation, increased size of
the portal tracts with chronic inflammation; in the third stage — fibrosis with septal formation, loss of bile ducts
and cholestasis; in the fourth stage — liver cirrhosis. Previously, the survival rate of PBC patients ranged from 7.5
to 16 years. However, it has improved significantly with ursodeoxycholic acid and obeticholic acid treatment. If
there is no effect from treatment and end-stage liver failure sets in, liver transplantation is performed.
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BBEAEHUE

[NepBryHBI OUTHMAPHBINA XOTaHTUT, H3BECTHBIN paHee
KaK TePBUYHBIN OMIIMAPHBIN ITUPPO3, 0 HACTOSIIIETO
BpEMEHH NpUBJIEKaeT BHUMaHNE TeNaToJIOroB, TPaHC-
TJIAHTOJIOTOB U Bpavel IPYTHX CIIEIHATLHOCTEH. 3a 11o-
caennue 30 neT nmpousolIen 3HaUUTENbHBIN porpecc
B M3Y4YEHUHU SIUIEMUOIIOTHH U TIATOTeHe3a, a TaKxkKe
nuarnoctuku 116X. Ha3naueHne ypcone3okcuxoneBoit
KucnoTel 006HEIM [1BX cTasno peBooIoHHOM BeX0ii B
TEparuu 3TOro 3a00JIeBaHuUsl, II03BOIMIIO 3aMEUIUTH €T0
IIPOrPECCUPOBAHNUE A0 LUPPO3a U TEPMUHAIBHOMN CTaUH
MIEYEHOYHOM HEJOCTATOYHOCTH, & TaKXKe CHHU3UTH IO-
TpeOHOCTH B TPaHCIUIAHTALUK MeueHH. Llenbio craThy,
npeniaracMoil BHUMaHHUIO YUTaTeNIeH, SBIIIETCS 0030p
JIUTEPATYPHI 110 BOIOLMH IpeacTasieHui o [1bX.

KPATKAS CMPABKA O MOSBAEHUM TEPMUHA
«MEPBUYHBIA BUAUAPHBIA XOAAHTUTH

[Iporpeccupytoree 3ab60aeBaHNe IEUCHN C THCTOJO-
THYECKMMHU TPU3HAKaMU [IUPPO3a, HaUWHas ¢ TIEPBOTO
onucanud B 1949 rony [1]u go 2015 roga, nomyuuso yc-
TOWYMBOE HA3BaHUE «TIEPBUYHBIN OMIHAPHBIN IUPPO3Y,
HPUHITOE BCEMU I€aTOJIOTaMU U FACTPO3HTEPOIOTAMH
mupa. Oxgnaxo B 2014 u 2015 ronax EBponeiickas acco-
rars ccienonanus neueHu (EASL) m AmepukaHckas
acconuanus uccienoBanus nedeHu (AASLD) ogo6pu-
T U3MEHEHHE Ha3BaHMS C «IIEPBUYHOTO OMIMAPHOTO
LUPPO3a» Ha IIEPBUYHBIA OMIIMApHBIN XOMaHTHT» [2].
B Anonuu B 2014 rogy 18 skcmepToB COIIaCHINCH T1e-
PECMOTPETh HOMEHKJIATypy HNEpBUYHOTO OMIMAapHOTrO
Uppo3a, HO EAUHOAYIIHOTO coracus He O0bu10. CeMb
9KCIIEPTOB IMOCYUTAIIH, YTO «OUITNAPHBII» U «XOIAHTUT
3ByYar Kak U30BITOYHOE TIOBTOPEHHE, & «XOJAaHTUT» He
OTpakaeT TOYHO IaTOIOTNYECKHE N3MEHEHUS B IEYCHH
OOJTBHBIX C IEPBUYHBIM OUITHAPHBIM IUPPO30M. DKCIIep-
ThI 3aKJIIOUMIIN, YTO B OyIyIeM JI0JKHA OBITh CO3aHa
aNbTEpHATHBHAsT HOMEHKJIATypa AJsl TIEpBUYHOTO Ou-
mapHoro xonanrura (I16X), kotopas Obr 6omee ToO4HO
oTpakala CyIIHOCTbh 3a0oneBanus [3].

3aMeHa Ha3BaHUs IEPBUYHOTO OUIIHMAPHOTO IIUPPO3a
Ha [IBX ObIna aprymMeHTHpoBaHa CIenyomuMy GakTa-
Mu: 1) BHEIpeHUE B KaUECTBE HHCTPYMEHTA OIIpE/ICIICHIE
AQHTHMUTOXOHAPHANIBHBIX AaHTHUTEJN HO3BOJIMIO Bpayam
JMarHOCTUPOBAaTh NMEPBUYHBIA OMIMAPHBIN LUPPO3 Ha
OoJsiee paHHUX CTaAUAX, A0 Pa3BUTHS LUPPO3a IIEUCHY;
IIMPOKOE MPUMEHEHHE YPCOAE30KCHXOJIEBOM KHUCIOTHI
B Ka4yecTBe Ipernapara nepBoi JINHUHU CII0coOCTBOBAIIO
MHTUOMPOBAHUIO NTPOTPECCUPOBAHNS 3a00IeBaHHM T1e-
YEHU JI0 LMPPOTUUECKOM CTaUH Y 3HAUUTEIBHON YacTH
OonbHBIX [4]; B Anonnn npumepHo y 70—-80% mnarueH-
TOB 3a00JIeBaHKE NMPoTeKaeT OeccuMIITOMHO [3]. OnHuUM
U3 apryMEHTOB B M3MEHEHUU HAa3BaHUS MOCITYKHIIO TO,
YTO B aHIIMMCKOH TpaHCKpuUMiuu ab0peBuaTypa oooux
Ha3BaHui opnHakoBas — PBC. S. Shimoda u A. Tanaka
(2016) [5] B cooTBETCTBUM C OOIIMM COTIIAIIICHUEM TIPH-
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3BaJIM BCEX YICHOB STMIOHCKOTO OOIIECTBA I'eMaToioroB
WCTIOJIb30BaTh HA3BaHHUE «IIEPBUYHBIN OMIHAPHBIA XO-
JAHTUT» TSI 3a00JI€BaHUs, U3BECTHOTO 1O aO0peBu-

arypoi I1BLI.
AMUAEMUOAOTUA NBX

[epBuuHbIH OUIMAPHBIA XOJAHTHUT SIBIISETCS Opra-
HOCTIeNU(hUISCKUM ay TONMMYHHBIM 3a001eBaHueM [6],
MIPY KOTOPOM HaOJIOIAI0TCSl XPOHUYECKOE BOCIIAJICHUE 1
xonectas [7—11]. 3aboneBanue ¢ pa3IMIHON CKOPOCTHIO
mporpeccupyet a0 onmapuoro muppo3sa [12]. bes neue-
HUS CPEIHSS MPOOIHKUTEIFHOCTD BEKUBAHUS MAITACH-
ToB ¢ [IbX cocrasuser 7,5 roga y CUMITOMaTUYECKUX
MAIMEHTOB U 16 jeT y 6eCCUMIITOMHBIX MarueHTos [13].

3abomneBaroT MpPeruMyIeCTBEHHO KEeHITUHBI [6, 10—
12, 14] crapiue 40 ner, ¢ wacrotoit 1 va 1000 [9]. B Be-
nukobpuranuu, CeBepHoit AMepuke u 1IBeriu cooTHO-
IIEHUE KSHIITIMH ¥ MY>K9HH cocTaBisieT mpuMepHo 10 : 1
[15], a B Kutae — 6,1 : 1 [16]. 1o ganubim T. Kogiso ¢
coagt. (2017) [10], mepBUYHBIM OMIIMAPHBIM XOJTAHTUTOM
B 90% HaOIIONEHMIT CTPaIat0T XKEHINUHBL. B oTirume ot
JIPYTHX ayTOMMMYHHBIX 3a0oneBanuii neueHu 16X He
BcTpedaercs y aerei [17].

Omupemuonorus [1bX 0coOeHHO MHTEHCHUBHO H3Y-
yajachk B nociegnue 30 mer. B GonpmmHCTBE HCcie-
JIOBaHUH OBLIO OTMEUYCHO 3HAYMTEIILHOE YBEIMUYCHUE
3200JICBAEMOCTH M PACIIPOCTPAHESHHOCTH 3TOTO 3a00J1e-
Banusi. ML.L. Prince u O.F. James (2003) [18] npuBoasT
MHOTOYHCIICHHBIE BO3MO)KHBIE ()aKTOPHI, BEI3BIBAIOIITHE
poct uncna 60msHBIX ¢ [IBX. OHM canTarot, 9T0 31O, BO3-
MOYKHO, CBSI3aHO C TIOBBIIIEHHBIM BO3IEHCTBHEM HE H3-
BECTHOTO B HACTOSIIIEE BPEMsI STHOJIOTHIECKOTO areHTa
OKpYKaroIIeH cpe/ibl 1100 qeMorpaduiecKuMu u3MeHe-
HUSIMH — POCT YHUCJIAa TIOKUIIBIX JIIOACH, TIOABEPKEHHBIX
pucky. He HCKIII04aIOT, UTO YBEITMYEHUE PACTIPOCTpa-
HeHHocTH [1BX npou3onuio u3-3a yBeIU4YCHUS BBIKU-
Ba€MOCTH IMalIMeHTOB, MO0 U3-3a yIYUIICHHS yXOia,
00 u3-3a 0oJilee paHHEHW TUArHOCTHUKH 3a00JIeBaHUS.
Kpome Toro, BO3MOXKHO TaKKe YIy4IIeHHUE CTIOCOOHOCTH
KJIMHULUCTOB pacno3Hasars [1bX Ha ocHOBe KiIMHUYEC-
KOU KapTHHBI. ABTOPHI 3aKJIFOUAIOT, YTO KAKOBBI ObI HU
ObLTM TpUYUHBI Bo3HHKHOBeHUs [1BX, ero smuaemu-
OJIOTHSI Pe3KO M3MeHmnach 3a nociuegnue 30 net. Teo-
rpadudeckue pa3nuuus B dyactore 3aboneBanus [16X
yOeauTEeNsHO CBUACTEIHCTBYIOT O HAIMYHMH TTOKA eIIe
HE WICHTUQHUIMPOBAHHBIX (pakTOpoB pucka [18].

B CIIA TIBX BcTpeuaeTcsi OTHOCUTEIBHO PENKO, 10
39,2 uenoseka Ha 100 000 nacenenus [19]. B Asuarcko-
THXOOKEaHCKOM pernoHe 001asi paclpoCTPaHEHHOCTh
IIBX B cpeanem coctasnsiet 118,75 (ananazon: 49,96—
187,55), a 3abomeBaeMocTh — 8,55 (muamazon: 8,05-9,06)
YyeJloBeKa Ha MIJUIHOH HaceneHus B rof. [Ipudaem camas
BBICOKAsI pacIpOCTPAHCHHOCTh OTMEUCHA B SIMOHUM U
Kurae (191,18 Ha MUIUTHOH HaceleHUs), CPEAHSSI — B
Hogoii 3enanguu (99,16 Ha MUIUTMOH HACENICHUS) U HU3-
kas — B }O>xHoit Kopee n ABctpanuu (39,09 Ha MuyuimoH
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HaceneHus). COBOKyIHas MATUIICTHSS YaCcTOTa JICKOM-
MEHCAIIUY, TeNaTOLUEIUTIONIIPHON KapIIMHOMBI U CMEPTH
WM TpaHCIUIAHTalUU nedeHu y namnueHTos ¢ [1bX co-
craBmia 6,95% (2,07-11,83%), 1,54% (0,9-2,19%) u
4,02% (2,49-5,54%) cootBercTBeHHO [20].

STUOAOTUA U NATOTEHE3

Otuonorus [1bX n3ydyena Henocrarouno. Panee B
Ka4eCTBE DTHOJIOTHYECKUX (DaKTOPOB paccMaTpuBaiu
KypeHHUE CUTapeT, JIaK IS HOr'Tel, HH()EKIINA MOYEBbI-
BOJSIIIUX MYTEW U HU3KUH COLMANIbHO-PKOHOMHYECKUM
CTaTyc, HO HU OJIMH W3 HUX HE HaIleJ MOATBEpXKJIe-
Hus [21].

[leyens sBNsETCA BaXKHEUIIUM OpPraHoOM, KOHTPO-
JUPYIOIIAM HMMYHHYIO ToJI€paHTHOCTh. HecMoTps Ha
CBOIO HCKITIOYHUTEIBHYIO CIOCOOHOCTh K MHIIYKITUH TO-
JIEPAHTHOCTH, TIEYEHb OCTAETCSI OPraHOM-MHILEHBIO JUIS
ayTOMMMYHHBIX 3a005eBanmii, B ToM uncie u [16X [22].

OtkpriTue B 1987 rogy MHUTOXOHJpHUATIBHBIX ayTO-
AHTUTeHOB, PACIIO3HABAEMbIX aHTUMHUTOXOHAPHAIbHBI-
MU aHTHUTEJaMH, 03HAMEHOBAJIO Hayajo HOBOMU 3pHI B
uccienopanusx [16X. C Tex mop ObUT JOCTUTHYT 3HAa-
YUTENBHBIN TpOTpecc B MOHUMaHUU 3TOTO 3a00JeBa-
HUA, OTYACTH Onaromaps pa3BUTHIO WHHOBAI[MOHHBIX
TEXHOJIOTHH B MOJIEKYIISIPHOI OHOIOTHH, IMMYHOJIOTHHT
U reHeTuke [23, 24].

[NepBruHbIi OUTHAPHBINA XOJIAHTUT SBISAETCS OOIE3-
HBIO HApYyLIEHUS UMMYHHOTO PETYIMPOBAHMSI, BKIIO-
yas MOTEPI0 TOJEPAHTHOCTU K MHUTOXOHAPHAIBHBIM
anTureHam [7]. ¥V 95% nanueHTOB B CBIBOPOTKE KPOBH
MPUCYTCTBYET LENOE CEMEICTBO AHTUTEI K Pa3INYHbIM
MHTOXOHIPHATEHEIM aHTHTeHaM [25]. [Toatomy cepoo-
rudeckuM npusHakoM [1bX sBnseTcs Hamm4Yue aHTUTEN
K MUTOXOHJIPHSIM, 0COOCHHO K KoMIoHeHTy E2 nupysart-
JErHIPOreHa3HOro KoMiuiekca [9].

MexaHu3MBbl, ¢ TOMOUIBIO KOTOPBIX aHTUMHUTOXOHI-
pHUAaNbHbIC AHTUTEIIA BBI3BIBAIOT IOBPEKICHHUE TKAHU I1e-
YeHd, Hen3BeCTHHI. OTHAKO HATMYHE STHX aHTHTE 103~
BOJIWJIO JETAIbHO ONPENENINTh aHTUTE€HHBIE DITUTOIIHI,
MIPUPOY PEAKTUBHBIX ayTOAHTUTEN U XapaKTEPUCTUKY
T-kierounsix peakiuii. B HacTosiee BpeMs npeamnonia-
raroT HECKOJIBKO MEXaHNU3MOB, CBSI3aHHBIX C IMMYHHO-
OMOCPEAOBAHHBIM MOBPEKICHUEM >KETYHBIX TPOTOKOB
npu [1BX, BKiIroYasi BO3MOXKHYIO pojib T-KIETOUHOM 1u-
TOTOKCHUYHOCTH U BHYTPHUKJIETOUHOI'O B3aUMOJIEUCTBHS
MeXTy Kj1accoM IgA aHTUMUTOXOHIPHATEHBIX AHTUTEN
Y MHTOXOHJIpUaNbHBIMU ayToaHTureHamu [17]. duc-
OanaHc IUPKYIUPYIOINX PEryIATOPHBIX U XEIMEPHBIX
T-keTox MOkeT OBITh BOBIIeUeH B marorenes 116X [31].

[Ipeanonaratot, yto narorenes I1bX, umes aytoum-
MYHHBIM MEXaHU3M BO3HUKHOBEHUS, PA3BUBAETCS Y re-
HETHYECKH BOCTIPUUMYNBEIX CyOBheKTOB. Kpome Toro, B
naroreHese [1bX yuacTBYIOT He TOJNIBKO F€HETHUECKHUE,
HO U dKoJIorrueckue (paktopsl [7, 27]. MHOro4YHCIeHHBIC
WCCIIEIOBAHMUS I0Ka3alId, YTO (aKTOPhl OKpYKaromen
Cpelpl, HAacJIEeACTBEHHAs! T€HETHYECKas MPeApacIoo-

KEHHOCTH ¥ TIOTEPS TOJIEPAHTHOCTH YYAaCTBYIOT B Ta-
torenese [1bX [28].

UccnenoBanne reHOMHBIX acCOIMALANA BBISBUIIO
CHJIBHYIO CBSI3b MEXKITY OIpeiclieHHBIMU ajutesivu HLA
u [16X [21]. Panee ObLI10 IOKa3aHO, YTO TOJILKO JIOKYChI
HLA Il kmacca (HLA-DRB1*08, *11 u *13) accormupo-
Banbl ¢ [IBX. Ilo3nHee ycTaHOBIIEHA accouanus ¢ 3a-
OoyleBaHMEM MHOTHX APYTHX JIOKYCOB, BKitodast IL12A,
IL12RB2, STAT4, IRF5-TNPO3, 17q12.21, MMELI,
SPIB, u CTLA-4. Bce 310 B COBOKYITHOCTH TIOATBEPIK-
JTaeT BYKHYIO POJIb BPOXKIEHHOTO U aIallTHBHOTO HMMY-
Hurera B pa3Butuu [1bX. BrisiBneHue J10KycoOB pucKa,
CBSI3aHHBIX C 3a00JIeBaHUEM, MOXKET CIIOCOOCTBOBATh
pa3paboTKe palMOHANBHBIX, CIEIU(PUIHBIX METOIOB
nedeHus B Oymymem [7].

MexaHuU3M MOBPEXKIEHUS KETTHBIX IIPOTOKOB aHTH-
MHUTOXOH/PUATbHBIMH aHTUTEJIAMH CBSI3aH C IMMYHHOM
arakoi Ha abeppaHTHO IKCIIPECCUPOBAHHBIC MOJICKYITbI
aHTUreHoB E2-koMmruiekca mupyBaTAerHIpOTeHa3bl U
SMUTETUOLHUTHI KETYHBIX MPOTOKOB. HekoTopsie MUK-
pOOHBIE IPOTEHUHBI TOCPEACTBOM MOJICKYJISPHON MH-
MUKPHUH CTaHOBSTCS MON00HBIMH E2-KOMIUTEKCY MUpy-
BaTIeruaporenassl. [103ToMy IMMYHHBIH OTBET MOXKET
OBITH HAIPaBIICH U POTHUB ONPEACIEHHBIX OaKTEepHUil B
CTEHKE KEITYHBIX IIPOTOKOB C IMOBPEKICHHEM UX JIIH-
TEUOUUTOB [29].

ITonunuHeNHbI UMMYHHBIH OTBET HA Pa3IUYHBIX
craausax paszButus [IBX BkiIrouaeTr BoBjIcUeHUE ra-
JIeKTHHA-3 B maroreHes 3toro 3aboneBanus. HemaBHO
OblJIa OTIMCaHa €ro POJIb B CHENU(PUIECKOM CBSI3BIBA-
Hrn ¢ NLRP3-nH(pIaMMacoMbl 1 akTHBAIIX BOCITAJIH-
TenpHOTO Tporiecca B Moaensix [1bX. 'anextun-3 — 3o
[B-rajlakTo3uACBSI3bIBAIOIINI JIGKTUH, KOTOPBIH HrpaeT
Ba)KHYIO POJIb B PA3IMYHBIX OMOJIOTHYECKHX MPOoIieccaXx,
BKJIIOYas KIIETOYHYIO nposudepanuio, tuddepeHunpos-
KY, TpaHC(OPMAIIMIO | aIloNTOo3, crutaiicuHr npe-MPHK,
BocnanieHue, puopo3 u 3ammTy xo3suHa. UHprmammaco-
ma NLRP3 npexncrasnsier cob0oit MyTbTUMEPHBIN KOMII-
JIeKC OEJIKOB, KOTOPBIN MOCJe aKTUBAIIMH WHUIIMHPYET
BOCHANUTENBHBIN TIporiecc [30].

AWATHOCTUKA

AHTUMUTOXOHApUATbHBIE aHTUTENa Tuna M2 u
cnenuduueckne aHTHHYyKIeapHble anTtuTena (gp210 u
Sp100) SABIAIOTCS THIMMHYHBIMH W CIICTH(DIIHBIMEA IS
I1BX. Hanmmaure 3TUX aHTUTEN U X0JIecTa3 MpH OMOXIMH-
YEeCKOM aHaJIM3€e JJOCTATOYHEI JJIs IOCTAHOBKHU JUArHO-
3a, 0e3 HEOOXOAUMOCTH MPOBEACHUS OUOTICHH TICUCHU
[6, 11].

CornacHo SIMOHCKUM HAallMOHAJIbHBIM PEKOMEHIA-
M, nuarao3 I1bX Mo)kHO TOCTaBUTh, €CIIH HMEIOTCS
XOTsI OBI 1Ba M3 CIIEAYIOIINX TPEX MPU3HAKOB: TIOBHIIIIE-
HUE X0JIECTaTHICCKUX (DEPMEHTOB, HATMINE AHTHMHTO-
XOHPHUAITEHBIX ayTOAHTHTEN U HAJTMIHE THCTOJIOTHIEC-
KHUX TMIPU3HAKOB [6].
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Bonesnp yacTo 06HApYKMBAIOT HA OCHOBAHUU aHO-
MaJIbHOTO TOBBIIICHNSI aKTUBHOCTH MIEIOUHOU (hocda-
Ta3bl C NOCICAYIOINUM MOATBEPKACHUEM ITPU HATTUIUH
AHTUMUTOXOHIpHUANbHBIX aHTuTeN [21]. Hanuuus antu-
MUTOXOH/IPUAITEHBIX aHTHTEI WITH BBICOKOCTIEI(DUIHBIX
qust [IBX aHTUHYKJI€apHBIX aHTUTEI B COYETAHUU C XO-
JIeCTa30M OOBIYHO JTOCTATOYHO JJISl YBEPEHHOM MOCTa-
HOBKH auarHosa I1bX [8].

Pexomenmyercs olleHUBATh TSKECTh U AKTUBHOCTH
3a00JeBaHMs Ha UCXOHOM YPOBHE M BO BpeMs JICUCHUS
JUTSI BBISIBIIEHUS JIHII C TIOBBIIIIEHHBIM YPOBHEM OWITHPY-
OmHa, KOJTUIECTBOM TpoMOOITuTOB HIDKE 150 mim Ono-
XUMHYECKOW aKTUBHOCTBIO 3a00JI€BaHHS TP JICUCHUH.
CrnenyeT mpOBOJUTH YIBTPa3BYKOBOE HCCIIEIOBAHHE
TIEUEHH IS BBISBIEHUS SBHOTO LIMPPO3a U CIIEHOME-
TaJTuY; TPAH3UTOPHYO AACTOTPadUIO sl OOHAPYKESHUS
MOBBIIICHHOM JKECTKOCTH eueHu [8].

OOmIenpUHATEIM HEMHBA3UBHBIM ITOKA3aTeJIeM CTeTle-
HU (ubpo3a reueHn spissercs Gopmyna Fib-4, koropas
BKJTIOUAET BO3PACT, YPOBEHb acrapTraraMuHOTpaHcdepa-
3Bl U KOMYEeCTBO TpoMOoruToB. OHa OblLIa MPOTECTH-
pOBaHa 1 BaJJMIUPOBaHA PH Pa3INYHBIX 3200JICBaHUSIX
neuenu, Bxiatoyas [16X [31]. Unnekc oTHomeHus ac-
rnapraraMuHOTpaHc(epasbl K KOIIMYECTBY TPOMOOITUTOB
(APRI) orpakaeT HaW4¥e UM OTCYTCTBHE MPOTPECCH-
pyromero Gpubdpo3a wim ruppo3a nedenu mpu [16X [32].

NATOMOP®OAOTUA

Mumensmu npu 16X BIsIOTCS MEIIKHE U CpEHUE
JKETYHbIE TPOTOKH [7, 33], 4TO CBA3BIBAIOT C XPYIKOC-
THIO KJIETOK OMJIMApHOTO SIUTENHs, 00yCIOBIEHHON
amornTo30M, crapeHneM u ayrodarueit [6]. 3abonena-
HUE XapaKTepu3yeTcs XPOHNIECKAM IPOTPECCUPYIOIIUM
paspylIeHUeM MEJIKUX BHYTPHUIICYCHOYHBIX KEITTHBIX
npotokoB [34, 35] ¢ mopranbHEIM BocmaneHueM [11] u
B KOHEYHOM utore Gudposom [17] u upposom [6, 11].

HccnenoBanne OMONTATOB MEYEHH MOKA3ajl0, YTO
passurue [IbX npoucxoaut B uetbipe craguu. [lpu nep-
BOW CTaINU HAOITIOAETCS TPaHyJIeMaTO3HasI IECTPYKITUS
WHTEPIOOYISIPHBIX M CENTaJIbHBIX KEITIHBIX TPOTOKOB.
IIpu BTOpO# cTaguu — NMOTEPS KEITUHBIX IPOTOKOB, UX
nponudepanus, yBeIMueHUE Pa3MepoB MOPTaIbHBIX
TPAaKTOB C XPOHUYECKUM BOCTIaJICHHEM (MHUIBTpanus
MOHOHYKJICAPHBIMH KJeTKamu). st TpeTbelt cranuu
XapaKTEepPHBIM SBISIETCS CeNTaNbHBINA (HUOpPO3, moreps
JKETTYHBIX MPOTOKOB U xonecrtas. IIpu uerBeproi cra-
MW — Uppo3 TedeHn. Taxkoe pasneneHue Ha CTaIUN
SIBJISIETCS] YCIIOBHBIM, TaK KakK B Pa3JIMYHBIX OTAENax
MEYCHU OJTHOTO M TOTO XK€ OOJBLHOTO MOTYT OBITH THC-
TOJIOTHYECKHE U3MEHEHUsI, XapaKTEePHbIE IJIs1 Pa3HbIX
craguii [1BX [36].

[To muenuro T. Warnes et al. (2019) [37], mis mo-
cTaHoBKu auarHo3a [1bX Ouomncuto neuenu HeoOxoau-
MO BBIIONHATH TpuMepHO y 20% manuenToB. OTieHKH
craguu [1bX mo cucreme Ludwig (cuHycounaibHbBIN
¢ubpo3, OTINOKEHNE OPCENHA, TIOTEePs JKEITYHBIX MPO-

165

TOKOB U XOJIECTa3) UMeeT OOJBIIYIO IPOTHOCTHYECKYIO
IIEHHOCTh, yeM Apyrue cuctemsl (Ishak n Nakanuma),
HO OCHOBHBIM T'HCTOJIOIMYSCKUM ITapaMeTpoM, odecrie-
YHMBAIOIIMM HE3aBHCUMYIO IIPOTHOCTHYECKYIO ICHHOCTD,
SIBJIICTCS. HAJIMYME WM OTCYTCTBHUE CHHYCOHIAIBLHOIO

¢ubpo3a.
KAUHUKA

BonbImHCTBO MAIMEHTOB OCTAOTCs OECCUMITTOMHEI-
MU U TMaTHOCTUPYIOTCS TPH CIYYaitHOM 00OHApPYKEHUH
X0JIecTa3a ¥ MOBHIIICHWN YPOBHS MIENOYHOH docdara-
361 [11]. BrisgBiieHne 3a00s1eBaHUs B MOJIOZIOM BO3pacTe
(Menee 45 eT) ¥ My>KCKOU ITOJI SIBJISIFOTCS IPETUKTOPAMU
Oonee Tsxkenoro teuenus [16X [8]. Uuaekc oTHOICHUS
acnapTaraMHHOTpaHC(epasbl K TPOMOOIIUTaM PEILUITHU-
€HTA, IPEBBIIAIOIINM 2, OTPULIATEIBHO CBA3aH C BELKU-
BaeMocCThI0 marueHToB (p = 0,0018) [38, 39].

Knnandeckne cCUMITOMBI BKITFOYAIOT KOXKHBIA 3V,
KOMITJIEKC CYXOCTH, YCTaJI0CTh, AUCKOM(OPT B JKHUBO-
Te, apTpanruu u 6omm B kocTax [11]. Haubonee gac-
TeiMu cuMnromamu npu I[IBX sBnstores ycTaaocTs U
3ya, Berpeuaromuecs y 85 u 70% manueHToB COOTBET-
ctBeHHO [40, 41]. Y mauuentos c [I6X ycranocTs u 3yn
BO3HHMKAIOT HE3aBUCHUMO OT TSKECTH 3a0oieBanus [42].
B pabote J.A. Talwalkar et al. (2003) [43] 3yx BcTpe-
qaJics MpuMepHO y 55% manmenToB. TsoKemnsIil 3y 3Ha-
YUTEIHHO CHIDKAET KaueCTBO JKM3HU TMAIMEHTOB [44].
[TodecriBaHUE IPAKTHYECKU HE IPUHOCUT OOJICTUCHIS,
a MTHTEHCUBHOE MTOYECHIBAHUE MOXKET IIPUBECTHU K CEPh-
€3HOMY TOBpexKAeHUIO Kok [45]. [Toutu Tpu ueTBepTU
MAIMEHTOB COOOIIUITH, YTO 3y/] MEIIaeT M CIarh, a 3,6%
MalMEHTOB YeCAUCh 10 KpoBU [46]. XonecTupamuH siB-
JISIeTCSl €AMHCTBEHHBIM TIpenapaToM, OJOOPEHHBIM YTI-
paBJICHHEM TI0 KOHTPOJTIO 32 IMTPOAYKTaMH | JIEKapPCTBAMHU
CHLIA, nns neuenus 3yaa y 6oapHbIX ¢ [IBX. OqHako o
MOJXKET BBI3BIBAThH KEIYIOUHO-KUIIICYHBIE OCIOKHEHHUS,
YTO OFPAHUYMBAET €T0 KIMHUYECKOE IpuMeHeHue [45].

M.K. IlpamsoBa ¢ coasrt. (2018) [47] npu o6cneno-
BaHuu 97 sxeHuuH ¢ [IBX BoisiBunn y 48,9% nanueHToB
octeoropos, a y 30,0% — ocreonenuto. [lo MHEHHUIO
aBTOPOB, HE3aBUCUMBIMU MTPETUKTOPAMH PA3BUTHUS OC-
Teonopo3a npu [1bX ABisAt0TCsS BO3pacT U JUIMTETbHOCTh
MEHOTIAY3HI, a IEPEJIOMBI B TOCTMEHOTIIAY 3¢ ACCOITUUPO-
BaHBI C HU3KUM COZICpKaHUEM OeJIKa B IHUIIIE.

VY nanuenToB ¢ [IBX mMoxker ObITh coueTaHue ¢ pas-
JUYHBIMH IPYTHMH 2y TOMMMYHHBIMU 3a00JICBaHUSAMH,
TaKUMHU KaK CHCTEMHas KpacHas BONYaHKa, pEBMaTo-
WIHBIN apTpUT, HO Hanbojee gacTo (mpumepHo y 60%
naruenToB) ¢ cuaapomoM Llerpena [48]. OTcyTcTByeT
€IMHOE MHEHUE O BIIMSHUH HA BBDKUBAEMOCTH MAIHCH-
toB ipu coueranuu [16X ¢ cunapomom Illerpena. Onun
aBTOPBI COOOMIAIOT O TOM, YTO OOIAsi BBKUBAEMOCTh
MAIUEHTOB 3HAYUTEIBHO HUKE TIPU TAKOM COYETaHUH,
yeM Toabko npu 116X [49], a npyrue aBTOphl HE HaXo-
IIAJTA Takux pazmmauit [50].
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V onnoro u Toro ke namuenra [1bX moxer oxHo-
BPEMEHHO COUYETAThCSl C ayTOUMMYHHBIM T'€aTUTOM.
006a 3Tux 3a001eBaHUS UMEIOT TUITHYHBIE KITHHUIICCKUE
MIPOSIBJICHUS U THITMYHBIE THCTOJIOTHUECKHAE TTPU3HAKH.
[Ipu I1IBX nporucxoaut pa3pylIeHUE )KETYHBIX IPOTOKOB,
¥ MHOT/Ia 00pa3yroTCs TPAaHYJIEMbI, a IPH ayTOMMMYH-
HOM TenaTuTe HaOII0AeTCsl BEIPAKEHHOE MOPTAIBHOE
U JONIbKOBOE TMM(DOTIIIa3MOUTapHOE BocnaneHune. Tem
HE MEHee /17151 TOCTAaHOBKHU JUarHo3a U Ha3HaYeHUs COOT-
BETCTBYIOLIEH Tepanuu 00oux 3a0o01eBaHui TpedyeTcs
THIATENbHBIN aHATTN3 KITMHIYECKUX U THCTOJIOTHYECKAX
kputepueB. Tepanus neppoil tuauu npu I1BX — yp-
COJIE30KCHXOJIEBast KUCIIOTA, & IPH ayTOMMMYHHOM Te-
natute — uMMyHocynpeccus. O6a 3a00yeBaHNs MOTYT
MporpeccupoBars 10 Iuppo3a neuenu [51]. Cemeiinble
CIydyad MepeKpecTa ayTOMMMYHHOTO TelaTuta u mnep-
BHYHOTO OHMJIMApHOTO XOJAHTHUTA BCTPEUAIOTCS pel-
KO [52]. ABTOpHI IPEACTABUIN TaKHe HAONIONEHUS Y
cn6ocoB. [Ipu momo3pennu Ha coderanne [16X ¢ ayronm-
MYHHBIM T'€IIaTUTOM HEOOXOIUMO BBITTOJIHEHUE OHOTICHH
reyeHu [8].

Onucansl HaOMoneHMs, B kotopbix [16X coderancs ¢
ayTOMMMYHHBIM T€MIaTUTOM U TeHEPaTU30BaHHBIM Cap-
kon030M [53]. OnHaKo B CBSI3U € TEM, YTO I'paHyjIeMa-
TO3HOE MopakeHre redeHu Habmronaercs u ipu [16X,
TIPH CapKOMI03€, HEOOXOINMO TIPOBOIUTE MOP(]OIOTH-
qecKyto AudhepeHITNAIBHYI0 JHATHOCTUKY dTUX JABYX
3a0oneBanuii [54].

BHEMEYEHOYHbBIE NMPOABAEHUA MBX

K BueneuenounsiM nposiBienusiMm 16X otHocuTCS
MOPa’KEHUE JIETKUX C BOBICUCHUEM B MMAaTOJOTUYECKUN
MpoLECC MAPEHXUMBI, COCYIOB, IIEBPHI U PETHOHAPHBIX
muMQpaTHIecKuX y3J10B. B Jerknx BO3MOXKHO pa3BUTHE
(hubpo3a, OT BEIPAKEHHOCTH KOTOPOTO 3aBHCHT CTETICHB
JIIXaTebHOM HemocTarouHocTu. Hanbonee mocroBep-
HBIM METOZOM JMATHOCTUKH SIBJISIETCS KOMITbIOTEPHAS
ToMorpadus BBEICOKOTO paszperieHus [55]. ABTopbl
MOJIaraloT, YTO B CBSI3U C BO3MOXKHOCTBIO JJIUTEIBHO-
ro 6ECCHMIITOMHOTO TE€YEHWS JIETOYHOTO IMPOIlecca ¢
pa3BUTHEM HEOOpPATHMBIX M3MEHEHHH y TAIeHTOB C
[BX nenecooOpa3HO MpoBeleHHEe CKPUHUHTOBBIX HC-
CJIEZIOBAHUI /1151 CBOEBPEMEHHOTO BBISIBIICHUS U JICUCHUS
MOPaXCHUM JETKUX.

AEMEHUE

Panee BepkuBaemoctsb nanueHToB ¢ [1IbX cocrasmsiia
ot 7,5 no 16 ner [13]. OgHako oHa 3HAYUTENHHO YIyd-
IMJIach MOCJIE JEYEHUS YPCOJIE30KCUXOEBOM KUCIOTOM
[56-58], koTopas ABIsIeTCA MpenapaToM MepBoi JINHUU
tepanuu [1BX [59]. Ee neueOnriii 3¢ dekr mHOTOpa-
HeH: 1) yBeJIMUMBAET HACBHILLICHUE KETTUH XOJIECTEPUHOM,
CHIDKAET BA3KOCTh XKEJUH U YIydlIaeT ee OTTOK; 2) OKa-
3BIBAET MPOTHBOBOCTIAIUTENFHOE ACHCTBHE, TONABIIA
skcripeccrto HLA-anTurenoB xinacca I Ha remarorurax
U IIPOAYKIHIO IIPOBOCHAIUTEIBHBIX IUTOKUHOB, PEry-

upys (arounTo3 U peaKkuuy MePEeKUCHOTO OKUCIICHUS;
3) aKTUBHPYET renaToUTapHbIE aHTHAIIONITOTHYECKUE
MEXaHHU3MBL; 4) BIUSAECT HA JIUIUIHBIA U TIIIOKO3HBIN 00-
MeEH HOCPEICTBOM B3aMMOJICHCTBUS C AAepHBIMH (ap-
HE30UJIHBIMU perienTopaMu X-KJIE€TOK TOHKOW KUIIKHU
U TIEYCHU; 5) BIHMACT Ha (PYHKIHOHAILHOE COCTOSHHUE
KUIIEYHUKA, OKa3bIBas ocaadsioniee AeHCTBHE, CTU-
MYJHpYs KAIIEYHYIO CEKPELMIO U MePUCTAIBTUKY [60].

Bpuranckoe 00111eCTBO TaCTPO3HTEPOIOT UK PEKOMEH-
IyeT y Bcex nmauueHToB ¢ [IbX nmpuMeHsTh B KauecTBe
(hapmakoTepany NepBoi TMHUH YPCOIE30KCUXOTIEBYIO
KHCTOTY B 03¢ 13—15 mr/kr/cyT per os. Jledenne, kak
MPaBUJIO, JOKHO OBITh MOXH3HEHHBIM. [IpuMeHeHue
ypcoae3okcuxoneBoit kucaotel pu 116X 3anep:xusaer
THCTOJIOTHYECKYIO POTPECCHIO 3a00JIEBaHus 1 IPOJLIe-
BaeT BBDKMBAEMOCTH MALIMEHTOB 0€3 TPaHCIUIAHTALUU
neuenu. Ilpeanonaratot, 4yTo 3aMeieHHE IPOrpeccu-
poBaHMA 3a00JI€BaHNS IPOUCXOAUT 33 CUET CHHKECHUS
XOJIECTAaTUYECKOTO TIOBPEXKACHUA ITyTEM BO3EHCTBUS
Ha IeJIeBbIe KJIETKU OmuapHoro snutenus [61]. XoTs
JICUCHUE YPCONIE30KCUXOICBON KUCIOTON y OOJIBIIMHC-
TBa MALMEHTOB MOKA3bIBAET XOPOIIUN KIMHUYECKUI
pesynsrar [62], octarorcs npumepHo 40% OONBHBIX C
TIBX, xoTopble aJeKBaTHO HE PEarupyroT Ha TEparuio,
YTO CONPOBOXKAAETCS BEICOKUM PUCKOM CEPbE3HBIX OC-
noxHeHu# [61].

Ypcozae3okcrxoneBas KHCIOTa — 3TO CHeHUPHIECKOe
JICYEHHUE C OTIIMYHBIM OTBETOM Oosiee ueM y 60% marnu-
enToB. Korna nmonoxurensHbli 3QeKT oTCyTCTBYET,
JIeYeHUEe MOXKHO IIPOJOJKATh B KOMOMHALIMU C APYTH-
MH TIpernapaTamMy, TAKUMH KaK 00€THXO0JIeBast KUCIIOTa 1
dubparsr [11]. OGeTuxomoBas KuciIoTa (aroHucT dap-
He3oumHOTo X-perentopa — FXR), koTopyio orneHmIH
Kak mpernapar Tepanuu Bropoi nuaud npu [16X, Obuia
JIMLIEH3MPOBaHa YIIpaBIeHNEM 10 KOHTPOIIIO 3a TPOAYK-
TaMH MUTAaHUS U JIekapcTBaMu U EBponelickum areHt-
CTBOM I10 JIEKAPCTBEHHBIM CPEICTBaM IS UCIIOIb30Ba-
HUSl y TAIMEHTOB, IPOSBIIIOMINX HeaJeKBAaTHBII OTBET
Ha yPCOAE30KCUXOJIEBYIO KHCIOTY MJIM HE CHOCOOHBIX
ee epeHocuTs [61].

Jleuenue obeTrxoneBoii kucinorol nanueHTos ¢ [1I6X
MOKa3aJI0 MHOT0OOEIIAroIIHe pe3ynbTaThl. B yactHOCTH,
yKe TpY NMEPBOHAYANBHBIX KIMHUYECKUX HCTIBITAaHUSIX
IpUMEHEHHE 00CTHXO0JIEBOI KHCIIOTHI (B IOIOJIHEHHE
K yPCOAE30KCHXO0IJIeBOH KucioTe) y maruenTos ¢ [1bX
C HeaJeKBaTHBIM OTBETOM Ha yPCOAE30KCHXOJIEBYIO
KHCJIOTY MPUBOANIIO K 3HAYUTEIFHOMY CHIKEHHIO ChI-
BOPOTOUHOM IienouHoit pocdaraser [21]. B pangomu-
3UPOBAaHHOM JIBOMHOM CIIETIOM HcCClieoBaHuu 3 dek-
TUBHOCTH 00ETHXOJIEBON KUCIOTHI NpH Jedenuu 116X
npumepHo y 50% nauneHToB ObIIO TaKKe JOCTUTHYTO
3HAQUYNUTEIBHOE CHUKEHUE CBIBOPOTOYHOMN IIEITOYHON
docdarazsr — Mapkepa, IpeacKa3bIBAIOIIETO TPOTPECCH-
poBaHue 3a00eBaHys1, TOTPEOHOCTH B TPAHCIUIAHTALIMU
TICUSHH WJIU CMEPTh naruenTa [63]. XoTs goka3zaHo 6uo-
XUMHUYECKOE YayqIlIeHHEe TP JICUSHUH 00ETUXOJIEBON
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KHCJIOTOM, HET YOCAUTENBHBIX IJAHHBIX O TOM, YTO OHA
CHIDKAET TSKECTh KIIMHUYECKUX UCXOJIOB WITH YITyUIllaeT
KauecTBO XKu3HU. KpoMe Toro, o0eTnxonesas KUCI0Ta
HE TOIXOIUT MAIMeHTaM C 3y[0M, TaK KaK OHA MOXKET
€ro ycwiuThb [61]. DTOT npenapar He y BceX NallUeHTOB
OKa3bIBACT JIOCTATOYHBIH JIeueOHbBIH 2 (HEeKT; IpUMEpHO
50% manueHTOB MOTYT HYXKAAThCSA B IPYTHX METOAAX
nedeHus [64].

[TosToMy cymiecTByeT ocTpasi HEOOXOAUMOCTH B 00-
nee 3QPEKTUBHBIX METOAax JICUCHHUsI ITOTO MPoOIeM-
HOTO 3a0oneBannsi. HecKobKo Ipyrux mpenaparoB B
HAaCTOsIIIIee BpeMs M3Y4aloTCS B KaueCTBE Tepaluu y
nanueHToB ¢ ITBX, KoTopble HE OTBEYAIOT HA JICUCHUE
ypcone30KkcuxofieBoi kucnmotou [21]. Jpyrue HOBBIC
MpernapaThl, HaxXoAIIHecs B HaCTOsIIee BpeMs B CTa U
KJIMHUYECKOH pa3paboTKH, BO3MOXKHO, OyTyT C MEHBIINM
KOJINUECTBOM TOOOUHBIX 3 dexToB. Pudparsl 001a1at0T
TaKWM MIOTEHIINAIIOM, HO B HACTOSIIEE BPEMSI OTCYTCTBY-
0T JI0Ka3aTeIhCTBa, MOATBEPKAAIOIINE Tenecoodpas-
HOCTB UX PYTHHHOTO KJIMHUYECKOTO MCIIOIH30BAHMS TIPH
IBEX [61]. B SInonuu 6e3adgudpar 4acTo UCIOIb30BaH
JUTSL 3TOM 1eNn, OJJHAKO KJIMHUYECKHE MCTIBITAaHUS He
CMOTJIM YETKO MPOJEMOHCTPUPOBaTh 3)HEKTUBHOCTD
9TOro npenapara [5].

B nacrosmee BpeMs 0CHOBHOE BHUMAaHHUE yAETsIeT-
Csl ICCIIEIOBAHNIO MOAYJISIIUH SACPHBIX PEIETITOPHBIX
MyTel, KoTopble cienuduuecku U d3PPEeKTUBHO yIyd-
IIAI0OT XKETYEOTACNIeHHE, YMEHbBIIAIOT BOCIAIEHUE U
ocnabmsror Gpudbpo3. DPpdekruBHBIMU ABIISIOTCS ap-
MaKOJIOTMYECKUE aroHUCTHl (hapHE30UAHBIX X-peLer-
TOPOB W PELENTOPOB, aKTHBUPYEMBIX MEPOKCHCOM-
HBIMH TIponudeparopamu. UMMyHOTepamnus octaercs
CJIOXHOW 3a7a4yel, Tak Kak He ONpECIICHbBl MULICHU
BO3JEHCTBUS IPENAPATOB U INIEHOTPOITHBIE UIMMYHHBIE
myTd. CUMIITOMaTn4ecKkoe JedeHne, B YaCTHOCTH KOXK-
HOTO 3yJa, BJISIETCS 3HAUMMOM LEJbI0, TOCTUTHYTOU
npu pazpaboTke palMoOHaIbHON Tepanuy anuKaabHbI-
MU HaTPHUII3aBUCUIMBIMU HHTUOUTOPAMH TPAHCTIOpPTEpa
KEITYHbIX KUCHOT [ 12]. JIeueHue XoaecTaTu4ecKoro 3yaa
MPOBOJIAT MpeNapaTaMy NEPBOi TUHUH (CEKBECTPAHTHI
KEJTYHBIX KUCIIOT) WM BTOPOH TUHHUU (pUDaMITHIINH).
OnHaxo 3TH JIeKapCTBEHHBIE CPEJICTBA TIOXO ITEPEHOCT-
Cs MAIlMeHTaMU ¥ UMEIOT To0ouHbIe A dekTr [8]. Jst
JieYeHHsl TIOBBIIEHHON YTOMIISIEMOCTH/CJIa00CTH TpU
3a00NeBaHMsIX Me4eHH, B yacTHOCcTH [1BX, rcmonb3ytoT
aZIeMETHOHHH, KaK OJMH U3 HanOoJiee MepCIeKTHBHBIX
MperaparoB, KOTOPHIH OKa3bIBAET CYIIECTBEHHOE TI0JIO-
KHUTEJILHOE BIMSHHUE HA COCTOSIHHE OOIBHBIX [65]. [pu
Pa3BUTHH LIUPPO3a MALUEHTHI HYKJa0TCs B TPaHCIIIaH-
TalUy MEYECHH.

3AKAIOYEHUE

[lepBuuHbIli OMIIMAPHBINA XOJNAHTUT SBJSETCS ay-
TOMMMYHHBIM 3a00J€BaHHEM, KOTOPOE C Pa3InIHON
CKOPOCTBIO IIPOrPECCUpyeT A0 OUIMApHOro LHUPPO3a.
be3 neuenus cpenHsas MpoaOIKUTEIBHOCTh BEIKHIBA-

Hus nauueHToB ¢ [IbX cocraBnger 7,5 roga y cumi-
TOMATUYECKUX TAIUEHTOB U 16 JIeT y 6€ CCHMITTOMHBIX
MAIMEeHTOB. 3a00JIEBAIOT IPEUMYIIIECTBEHHO YKEHIITHHBI
crapuie 40 net. B HacTodiiee BpeMst OTMEUEHO 3HAYU-
TEeTHLHOE YBEIWYCHUE 3a00JIEBAEMOCTH U PACIIPOCTpa-
HeHHocTH [IBX. Ero sTHonorus uzyueHa HeioCTaTOuHoO,
HO TOYHO YCTaHOBJICHO, YTO MPOUCXOTUT 00pa3oBaHUE
AHTUTEJT K Pa3TMYHBIM MUTOXOHIPHAILHBIM aHTUTCHAM.
AyTOMMMYHHBIN MEXaHHU3M Pa3BUBACTCS Y TEHETHYECKU
BOCHPUUMYHBBIX CyOBEKTOB B YCIIOBHUSX BO3JCHCTBHS
sKkosorudeckux Gaxropos. Mumensimu ripu [1BX siBs-
FOTCSl MEJTIKHE B CPEIHHE KeTIHBIE TIPOTOKH C TIPOTPeEC-
CUPYIOIIMM UX pa3pylICHHEM U Pa3BUTHEM XOJIeCTasa,
YTO BEJCT K MOPTAIbHOMY BOCIAJICHUIO U B KOHCUHOM
UTOTE K IUPPO3Y. BOTBIIMHCTBO MAIIMEHTOB OCTAIOTCS
O6eccuMnTOMHBIMY. KiTMHMYECKIE CUMITOMBI BKITIOYAOT
KOXKHBIH 3y, KOMIUIEKC CyXOCTH, YCTaJOCTh, TUCKOM-
(hopT B KUBOTE, apTPAITHH U OOTH B KOCTAX. JleueHme
OCHOBaHO Ha NMIPUMEHEHUHU YPCOIE30KCUXOJICBON KHUC-
JIOTBI, KOTOpAasi SIBJISIETCS MpErapaToM IepBOW JTUHUU
Tepanuu 1 3 dexTuBHa Oonee yeM y 60% MmarueHTos.
Korna monmoxutensHbiid 3h(HEeKT OTCYTCTBYET, JIeYeHUE
MPOIOJIXKAIOT B KOMOMHAIIMM C JPYTUMU TIperapaTamH,
TaKUMHU KakK o0eTuxoJieBas Kuciaora u ¢udparsl. Pan-
HsIS IMarHOCTUKA U CBOEBPEMEHHOE JICUCHHE CHU3HITU
KOJIMYECTBO MAIMEHTOB, HYXJAIONIUXCS B TIEpPECcajiKe
niedern. OHAKO MPH Pa3BUTHN TEPMHUHAIBLHON CTaIHH
[IBX Ge3anbTepHATUBHBIM METOJIOM JICUESHHS ATHX IIa-
IIUEHTOB OCTAETCS TPAHCIUIAHTAITUS TICUCHHU.
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