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OpeccKkuil HAIMOHAIbHBIN MEULIMHCKU YHUBEPCUTET

CoBpeMEeHHBIE IOKA3ATECIbHbBIC
IIOAXO/IbI K JIEHEHUIO IIEPBUYHOT'O
OWJIMAPHOTO IIUPPO3a

IIpeacTaBaeH 0630p COBPEMEHHBIX PEKOMEH/IAIINIT OTHOCUTEIBHO JIEYEHHS [IEPBUYHOTO OUIMAPHOTO LIUPPO-
3a (IIBLI), KOTOpbIE OCHOBBIBAIOTCSA HA JAHHBIX JJIMTEIbHBIX KIMHUYECKUX HCUICIOBAHHUN. OTMEUYECHA BAXK-
HOCTb PAHHETO HAYAId TEPANMU YPCOLEC30KCHUXOJIEBOM KUCAOTON. ITpUBEAECHBI BO3MOKHBIEC BAPHUAHTHL U
MOCJIECTBHA KOMOMHHPOBAHHOI'O ITATON€HETUYECKOTO JIEYEHMS, 4 TAKKE JJAHHBIE OTHOCHUTEIBHO UCIIOIb30BA-
HHs UMMYHOCYIPECCUBHON TEPANHUH, T€HATONPOTEKTOPOB U OUOJIOTMYECKUX 4AT€HTOB Yy 60ibHBIX [1BLI,
Ouerorepanus npu [1BL] SBIsSETCA BAXKHBIM ACIIEKTOM JICYEHHSI OOJIbHBIX, OCOOEHHO Y HAIIMEHTOB C IIMPPO30OM
re4yeHU. JJaHbl OCHOBHBIE PEKOMEH/IAITUN OTHOCUTENBHO COATAHCUPOBAHHOCTH PAIMOHA MUTAHUA U UCTIONb-
30BaHMS TPUIVIMLIEPHUIOB C LIEBIO CPEAHEN IMHBL OCOH60€ BHUMAHUE YAEICHO BO3MOKHBIM OCIOKHEHUSAM
IBI1 1 HEO6XOIUMOCTHU PETYIIPHOTO MOHUTOPUHI'A HEKOTOPBIX JE(PUITUTHBIX COCTOSTHUI Y OOIBHBIX.

KiarogeBnle CJIOBa: NEPBHUYHBIA OWIMAPHBIA UPPO3, MATOTEHETUYECKASA TEPAIUA, YPCOAE30OKCHUXONIEBASA
KHCJIOTA, UMMYHOCYIIPECCUBHBIE aI'€HTbL, JUETOTEPAIIML.

HepBMqulﬁ 6unapusiii nuppos (IIBIL) — pex-
KO€e ayTOMMMYHHOE 3a00JieBaHIe, XapaKTepu-
3ylolieecs: MeIVIEHHBIM TTPOTPEINEHTHBIM TeYeHU-
€M BOCTIAJINTEBHOTO TpoIlecca B TOPTATbHBIX
TPaKTax U MMMYHOOIIOCPEOBAHHON JeCTpyKIIUeit
BHYTPHUIIEYEHOYHBIX JKEJUHBIX MPOTOKOB [5, 11].
Biaromaps pyTMHHOMY KJIMHMYECKOMY HCIOJIb30-
BAHMIO TECTOB JIUISI OTpe/esieHns: OMOXUMUIECKUX
(byHK1IMIT IeYeHH, a TakKe JOCTYITHOCTH 9H3UMHO-
ro ummyHocopbirontoro anaimmsa (ELISA) s
BBISIBJICHUS ~ AaHTUMHMTOXOH/IDUQJIBHBIX —~ QHTHUTEJ
(AMA) mnarnos [1BI] ycranaBimBaioT acUMIITOM-
HBIM TanueHTaM Ha GoJsiee paHHUX cragusx [15].
IdtroTtpornHoi Tepanuu s gedenus [IBI1 ne cy-
HIECTBYET, HECMOTPS HA aKTUBHOE U BCECTOPOHHEE
u3yuyeHue TeHeTHYecKnX, WHOEeKIMOHHbIX, dap-
MaKO-XUMUYECKUX TPUITEPHBIX (PaKTOPOB B MATO-
rerese JlaHHOTO 3aboJieBanust. Ha OCHOBe JaHHBIX
HECKOJIBKUX JIECITKOB KJIWHUYECKUX MCCIIe0Ba-
HUI C JUTUTETBHBIM TEPUOIOM HAOMIOEHYS pa3pa-
GOTaHbl KIMHUYECKIEe PEKOMEH/IAINH [0 BeIEHUIO
nanuenToB ¢ [1BI] — Knunnmdeckue pekomeHamnmm
EBponeiickoit accommanuu 1Mo U3y4eHUIO TeUYeHU
(EASL Clinical Practice Guidelines: Management
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of cholestatic liver diseases), a takxe AmepukaH-
CKOIT acCOIMaIi 0 U3y4YeHuto 3a60IeBaHn i ede-
Hu (AASLD Practical Guidelines: Primary Biliary
Cirrhosis). B manHoii ctaTbe mpuBeIeHb OCHOBHBIE
MOJIOKEH ST COBPEMEHHBIX PEKOMEH/IAIHIA, & TaKIKe
JIaHHbIe HOBBIX MCCJIEOBAHII Pa3HbIX aCIIEKTOB Te-
paruu [TBII,

Tepanus IIBL nepBoii JnHun

HecMmorpst Ha GOJIbIIOE KOJMYECTBO TIPENapaToB
ISl TIATOTEHETUYECKON Teparvy, JINITh HEMHOTHE
U3 HUX EWCTBUTENBHO YIYyUIIAlOT MPOTHO3 U BHI-
sxuBaeMmoctb nainenToB ¢ IIBIl. Ha cerogusamaunii
JIeHb eIMHCTBEHHBIM TIPerapaToM, KOTOPBIN PeKo-
MEH/IOBaH K TpuMeHeHuto y 6osbHbIX ¢ TTBIT kak
3HAYNTEHHO MOANDUIUPYIOMIUI IPOrHO3 3a60J1e-
BaHUs, SIBJSIETCS YPCOJIE30KCUXO0JIEBAast KUCJIO0TA
(YAXK) [1, 5, 11].

YIAXK — a1o rugpodusbHast keJaHast KHCJI0Ta,
KOTOPAs SBJISAETCS TTPUPOIHBIM KOMITOHEHTOM JKeJI-
yr. OHa OKa3bIBAET UMMYHOMO/LYJIUPYIONINH, 111-
TOTIPOTEKTUBHBIH, aHTHATIONITOTUIECKUH 9(D(DEKTHI,
a TakyKe CroCOOCTBYET CHYZKEHUIO KOHIEHTPAIy
rugpoOOHBIX  JKEJYHBIX KUCJIOT, TeM CaMbIM
YMEHbIIas IeTEPreHTHbIE CBONCTBA U TOKCUUHOCTD
JKeJTI, CTUMYJINPYS HapyIIeHHbIil oTTok [ 1, 8]. Tla-
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TOoreHeTHYeCcKnii MexanuaMm zeticteug YXK mpu
ITBI1 okonuaTesnbHO He usyves [8§, 9].

Y manuentos, noaydaBumx Y/[XK B cyTounoit
nose 13—15 Mr/Kr B CyTKH, OTMEYEHO 3HAUNTED-
HOe yJIydllieHre OMOXMMHYECKUX —[OKa3aresiei
(byuxiuii neuenu. B uccnenoBaHusix ¢ UMTebHBIM
HaOJIIO/IEHIEM TTOJTYYEHBI BHICOKUE TIOKA3aTe I Bbl-
xuBaeMocTH [5, 9, 11]. Haznauenue Y/IXK cBs3bI-
BAlOT C YMEHbIIIEHHEM HEOOXOAUMOCTH B TPAHC-
anTanyu edenn y narentos ¢ [IBIT 5, 9].

YIAXK cremyer Ha3zHauaTh ¢ MOMEHTA yYCTAHOB-
JIEHWST TUarHo3a B 1o3e 13— 15 Mr/Kr B CyTKM B /1B
npuema noxxusuenno. [lammenTs! ¢ panneii TncTo-
JIOTUYECKON CTa/iuell UPpo3a TeYeHn Pearupyor
Ha tepanuio Y/IXK Gosee 6maronpusitHo. Y marm-
enToB ¢ [II—1IV cragusamu 3a60ieBaHUS OTMEUEeHO
yIIydIIeHne moKa3aresaeil BBKUBAEMOCTH 1 YMEHbB-
eHre HeoOXOMMMOCTH B TPAHCILIAHTAIIUY TT€YeHN
[5, 11]. KoppexThas nosuposka Y/ XK ovens Bak-
Ha, TaK KaK IIpU CpaBHEHNM Tpex 103 — 13—15;5—7
n 23—25 Mr/Kr B CyTKH YCTaHOBJIEHO, YTO /1032
13—15 Mr/Kr B cyTKE siBJsieTcs: HarOosree adek-
TUBHOW M BBITOJHOU ¢ 9KOHOMUUYECKOU TOYKM 3pe-
Hus. Bo Bcex KIMHMUECKUX UCCIEIOBAaHUSIX, TTPOJIe-
MOHCTPHUPOBABIINX 3HAUNTENbHOE YIYUIIeHIE BhI-
skuBaeMmocTu y nanuentoB ¢ [IBI, mpuHnMarommx
YIXK, npumensiiach mo3a 13—15 Mr/kr B cyTKH
[3, 21]. UcnonbzoBanue Y/ XK acconumnponano co
CHWKEHHMEM KOHIIEHTPAITNN X0JIeCTePUHA JIUTOTTPO-
TEUI0B HU3KOH TIJIOTHOCTU U PUCKA KPOBOTEUEHU
13 BapUKO3HO PACIINPEHHBIX BEH MHUIIEBO/IA, Oosee
MeJIJIEHHBIM THUCTOJIOTHYECKUM TIPOTPECCUPOBAHU-
em mporiecca |3, 5,9, 11].

Hecmotpst Ha nokasannyio a(pdeKTUBHOCTb U
BBICOKHIT TTpodmiib Gesomacuoct Y/IXK, HekoTo-
pbl€ TTAIMEHTHI SBJSIOTCS PE3UCTEHTHBIMU K MOHO-
tepariu Y/IXK. Kpurepusimu cybonTuMaibHOTO
OTBeTa Ha Teparnuio an6o pesucrenTHocTH K Y IXK
SABJIAETCSA CHIDKEHWME YPOBHS TETOUYHOH (hocdaTa-
3Bl U JIPYTUX TIEYEHOUHBIX (PEPMEHTOB MEHEee YeM Ha
40 % ot HavasgpHoro yposus [13]. CyGontumarb-
HbIN oTBeT Ha Tepanuio Y/[XK — ato npeaukrop
GBICTPOTO TIPOTPECCUPOBAHUS IIUPPO3a MEeUeH. Y
JIAHHBIX KATETOPUI TMAIUEHTOB B CJIy4ae OTCYT-
CTBUSI HOPMATIM3AIK OGHOXUMUYECKUX TMOKa3are-
Jielt QYHKIUU 1eyeHu yepe3 6 Mec Tocjie Havaa
teparuu Y /[ XK cienyeT paccMOTpeTh BOTIPOC 0 Ha-
3HaUYEHUN KOMOMHUPOBaHHOW Teparmu |13, 18].

NmmyHnocynpeccuBHas Tepanus npu IIBI{

BoJIbIIIMHCTBO MMMYHOCYITPECCOPHBIX areHTOB,
KoTopble ucciaenoBanu y narueHtoB ¢ IIBIL, He
[IPOIeMOHCTPUPOBAIN 3(h(HEKTUBHOCTD U HE OKa-
3bIBAJIN CYIIECTBEHHOIO BJIMSIHUS HA TIPOTHO3 IPU
MoHoTtepanuu. [moxkokopturocteponnbl (IKC) B

nccsepopanusx y nanuentos ¢ [IBIL moryT yiyu-
IIaTh HEKOTOPbIE JIAOOPATOPHBIE TTAPAMETPHI ¥ TIPH-
BOJUTDH K YaCTUYHOMY PETPECCY THCTOJOTUIECKUX
pu3HakoB (ubpo3a IMeYeHn, OHAKO MOTEHIHab-
Hble 10o00uHble 3(hdEKTbl B BUAE yCyryOJaeHus
OCTEOMAJISIIIUY U OCTEONOP03a U YJIbIIEPOTEHHOTO
BO3/IEICTBUS OTPAHUYNBAIOT BO3MOKHOCTD ITPUMe-
nenust KC y 6osbabix ¢ ITBII. MoHoTepamnust asa-
THOIPUHOM, METOTPEKCATOM,  XJIOPaMOYIIIIOM,
D-nerunmianaMiuHOM, KOJIXUIIMHOM, ITUKJIOCIOPHU-
HOM MOJKET YaCTUYHO YJIYYIIaTh HEKOTOPbIe OOXH-
MUYECKHUe TI0Ka3aTesd, HO B HACTOSIIIUN MOMEHT
MOHOTepaIus HU OTHIM U3 9TUX ITPENapaToB He T0-
kaszana 1pu I1BII 13-3a BEICOKOro pucKa MoOOYHBIX
SIBJIEHWIT ¥ OTCYTCTBHS KaKUX-JIMOO MPEMYIIEeCTB
B BBIKMBAEMOCTH U YACTOTE TPAHCIJIAHTAIINU TIeue-
nu (tabm. 1) [4, 5, 8, 10, 11, 16].

B xozxe uccienoBaHuii UMMYHOCYTIPECCAHTOB B
couetanuu ¢ Y/IXK BbIgBIeHBI KOMOMHAIINH, 00J1a-
farone Hanbosiee ONTHUMATbHBIM TpoduieM ag-
(EKTUBHOCTH 1 HE30TIaCHOCTH.

[pexanuzomnon (10 mr/cyT) B couetannu ¢ Y/ IXK B
CTaHAAPTHON /103€ TIPOIEMOHCTPUPOBAT TTPEUMYTIIE-
CTBa B BUJIe perpecca rMCTOJIOTHUYECKUX TPU3HAKOB
dbubposa nevern y marpentos ¢ [—I1 cragueii TTBI,
a TakKe B BUJIe HOPMAJIM3aI[UU KOHIIEHTPAII 11eye-
HOYHBIX (DEPMEHTOB CHIBOPOTKH (TI0 CPaBHEHUIO C
moHotepanuen Y/IXK). IIpumenenne rnpeaHusonno-
Ha 3HAYKMTEJIHHO YCYTyOIIsIeT relaTOreHHYI0 OCTEOIH-
crpoduio y marmentos ¢ [IBIL [5, 11].

Bymeconnn B 1o3e 3 MT 3 pa3a B CyTKH B KOMOM-
Halmu co cranpaptHoit no3oit Y/ IXK rmpomemon-
cTpUpOBasl OJArONPHUSATHBIE Pe3yJbraThl B BHJIE
YIIYUIIeHUsT OMOXUMUYECKUX U THCTOJOTHYECKUX
TMapaMeTPOB y TAITUEHTOB C PAHHUMU CTaIUsSIMU
IIBII, Ho He y mamuenTos ¢ III—1IV cragueii. ABs-
SCh TTIOKOKOPTUKOUZIOM C BBICOKUM TI€U€HOUHBIM
KJIMPEHCOM, OYZI€COHU]I TIOBEPTAeTCs] aKTUBHOMY
[IPECUCTEMHOMY MeTa0OJIM3My TIPH  TIEPBUYHOM
[POXOJKIAEHNN Yepe3 TedeHb, 00Jagast BBHICOKON
adunnaocTeio kK ['KC-cBg3piBatonnM perenTopam
(B 15—20 pas Gouibliie, 4eM y TPEIHI30JI0HA), BbI-
3BIBAET MEHee BhIpasKeHHBIE TTOO0UHBIE a(PGHEKTH ¥
nanuedToB ¢ IIBIl, yem apyrue mnpeactaBUTesn
TAHHOTO KJacca mpenapartoB. MccaenoBanns ¢ aim-
TEeJILHBIM HAOJTIOIEHIEM TTIOKa3aiu Ge30MacHOCTh U
yIAy4IlieHre mokasaTesiell BBKUBAEMOCTH TaIeH-
TOB 0Oe3 TpaHcITanTaiuu rededu. CyiecTByeT Bbl-
COKUI pUCK TpoMbOO3a MOPTAJIbHON BEHBI IIPU Ha-
3HaueHnu OyjecoHnza namuentam ¢ IV cragueit
(bubposa u mopranbHOil runeprensueii [11].

IIpuMeHeHHe TeNaTONPOTEKTOPOB

V narenTos ¢ IIBI] u cybonTiuMaIbHbIM OTBe-
ToMm Ha Tepanuio Y/ XK uzyuensr ahbexTsr cumm-
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Ta6iuia 1. AMMYHOCYIIPECCAHTHI M IPYTHE ar€HThI, H3y4€HHbIE B KNIMHHYECKHUX HCCIETOBAHMAX

y nmanueHTos c¢ IIBIT

IIpenapar(br) Kommenrapmii Tlokasanus npu IIBI]
MoryT yiydiaTh HEKOTOpbIe JJAGOPATOPHbIE TAPAMETPBbI
TmokokopTIKOM/TBT YT yaLy P paTop P pol,
OKa3bIBATb MOJIOKUTETIBHOE BIUSHUE HA TUCTOJIOTNYECKITE He nokasanbt
(MoOHOTEpaInus)
npusHaku hubposza. YeyryoiisioT 0cTeonopos
MoHotepariust azaTonpuHoM  He nMeeT perMyIecTs B BBKUBAEMOCTH MAIIMEHTOB He nokazan
Monotepanust CMepTHOCTD U HEOOXOUMOCTD B TPAHCILIAHTAIIUY TIEYE€HI He noxasan
METOTPEKCATOM B 2,9 pasa variie, 4eM B TPYIITIe, TTOTyYaBIieil mianebo
Momnotepanust CHuzkaeT KOHIEHTpaIuio ounmpybuna B kposu. {imrenbHast He noxasan
XJIOPAMOYIIHIIOM Teparus IPUBOUT K MOABICHUIO (DYHKIIMN KOCTHOTO MO3Ta
D-nennmnnamuna Headdexrusen npu [1B1] He nokazan
Viyuiaer HeKoTopble JTabopaTopHbIe MoKazaTes Ik (aIb0yMUH,
Kosxuimn 6unupy6uH). He Bimsier Ha rTHCTOJIOTUYECKIE TIPOSIBJIEHUS He nokazan
[TBII. Yacrast ormena Tepanun
MomoTepanus TakpoauMycoM  Majioe KolnuecTBo HabIoaeHIi He noxazan

CraTuHbl

Koppurupytor nokasaresu juruaHoro oomena. Hebosbiime
HCCJIEZI0BAHUS ITPOJIEMOHCTPHUPOBAJIN HEKOTOPbIE
MOJIO’KUTENIbHbIE AaHTHOKCH/IAHTHBIE 3(h(heKThl (CHMBACTATHH )

IlokazaHbl TOJIBKO
MareHTaM ¢ 04eHb BbICOKIM
Kap/INOBACKYJISIPHBIM PUCKOM

AHTHPeTPOBUPYCHBIE

HpeZlBleI/ITeJIbHI)Ie PpeE3YJIbTaThl B ITMJIOTHBIX UCCJIEIOBAHUAX
CBUZCTEJIbCTBYIOT O HEKOTOPOM YJIyUIICHUN OUOXMMUYECKIX

He nokazanbr

IIperaparbl

U I'ICTOJIOTUYECKUX HOKaSaTeHeP’I, OJHAKO JaHHbIX MaJIO

MapuHa, OJHAKO 3HAYUTEJbHBIX ITOJIOKUTETbHBIX
5 (HEKTOB B OTHOIIEHUN OMOXMMUYECKUX MMOKa3a-
Tesiell (DYHKIIMY [TeYeHN UJIM MCXOJ0B JIaHHBIH re-
MATOIPOTEKTOP He TTpogeMoHcTpupoBad [11].

buosornueckue arentol B JeueHun BT

VccnenoBanust B HEOOMBIMX IPYIINAX TAIMEH-
TOB IIPOJIEMOHCTPUPOBATIH Ge30TaCHOCTD 1 9 Dek-
TUBHOCTHh MOHOKJIOHAJTbHOTO aHTH-CD20-anTHTeNa
puTyKcrMaba y manuenToB ¢ CyOONTUMATBHBIM OT-
BetoM Ha MoHoTepanuio Y/ XK. Kinamuecknii ad-
(bexT mpoOsIBISIICS B 3HAUUTENBHOM CHMKEHUM
YPOBHS MIeJOYHOU ocdaTaspl, 4TO, BO3MONKHO,
00yCJIOBJIEHO CHUKEHUEM CBIBOPOTOUYHBIX TUTPOB
AMA mytem ymenbiienns mmyJia B-kieTok maMaTy,
yBeJINYeHus1 CyOnomnyJsiiuil peryasiTopabix T-1mum-
(hornTOB, MOLY AT TTPOYKITMH ITUTOKUHOB [12].
Ectb 1anHbIE O CTPEMUTETIBHOM ITPOTPECCUPOBAHNT
[PpPo3a MOCJIe HAazHAYEeHUs PUTYKcHMaba Marfu-
€HTKeE CO 3JI0KauecTBeHHON JuMbomoii [7]. Hazna-
dyeHre GUOJIOTMYECKMX areHTOB y JaHHOI KaTero-
pun GOJIBHBIX TpebyeT 0co60il OCTOPOKHOCTH U
JaJIbHENTITNX MacIITaOHBIX HCCIEIOBAHUIL.

IIpumeHeHue Me3eHXMMANbHBIX CTBOJIOBBIX

KJIeTOK B JieueHuHu 00bHbIX ITBI]

ITustoTHbBIE NCCIEJOBAHMS C UCITOIb30BAaHUEM Me-
3eHXMMAJIbHBIX CTBOJIOBBIX KJIETOK U3 IIYITOBUHHOMN
KpoBu y 60JibHBIX [TBI] ¢ pesncTeHTHOCTHIO K Tepa-

mun Y/IXK mpomeMoHCTpUpPOBAIN XOPOIITYIO TIepe-
HOCHMOCTD TOZI00HOW Teparnuu, yJaydlieHne HeKO-
TOPHIX OUOXUMHMYECKMX IMOKasaTeseil (CHUKeHue
YPOBHsT M1es0uHOl hocarasbl, raMma-TayTaMuII-
TpaHcmentuaasbl ). He mokazamno 10cToBEpHOTO BIH-
SIHUST Ha OMOXMMUYECKIE TIOKa3aTes i OHOCHHTETH-
YecKol (PYHKIIMM TIeYeH! U JJATbHEHINI TPOTHO3
[19]. s BHenpeHMs] TAHHOTO METO/A JIEYEHUS B
KJIMHUYECKYIO TIPAKTUKY HEOOXOAMMO ITPOBecTH GO-
Jiee MaciTabHble KOHTPOJIMPYEMbIE UCCIIEI0BAHMSI.

MeToabl 3KCTPAKOPIIOPAJILHOI

neroxkcukanuu B Jedenuu ITBI]

[Trasmacdepes, remocopOIUss U aibOyMUHOBBII
TNATN3 TIPUMEHSIIA Y TIAIUEHTOB C TEPMUHATBHON
craauei uppo3sa neuenu [11]. Boicokas croumocTb
[POLIEYPbI, MOTPEGHOCTh B BBICOKOTEXHOJOIMY-
HOM OCHAIIEHUU SIBJISIIOTCSI CYIIECTBEHHBIMU OTPa-
HUYUBAIOMUMY (DAKTOPAMU B IPUMEHEHUN TaHHBIX
MeTO/IMK. MyJIBTUIIEHTPOBOI KOMOMHMPOBAHHBIN
aHaJIN3 B MAJIBIX TPYTIIaX MAIfHEeHTOB MOKa3al ad-
(hEKTUBHOCTH CUCTEMBI MOJIEKYJISIPHOI aJcopOIu-
onnoii permpkysasai (MARS) B tepanim pesu-
CTEHTHOTO K MEIUKAMEHTO3HOMY BO3J/IEHCTBUIO
3ynay 6osbabix ¢ ITBIL [14].

Tpancniiantauusi nedenu y 601bHbIX ¢ IIBIT

EmunctBennbiM MeTosioM Jiedenus mipu [TT—IV
crapuu IIBI1 gaBasierca TpaHciiaHTalug neyeHu. Y
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GosbimHCTBA MareHToB AMA coxpaHsiioTest B Te-
YyeHue BCell JKU3HM 1I0CJIe orepanuu, 0koso 20—25 %
GOJILHBIX HYJKIAIOTCS B PETPAHCIVIAHTAIINK BCJIE/I-
cTBHe perunBa 3aboseBanust. [Iporuos y naieHTonB
¢ ITBI1 rocie TpanciianTaImy nedenu Gosiee 6iaro-
[IPUSITEH, YEM Y TIAIIUEHTOB, MTOJ[BEPIIINXCS JAHHON
orepanuu 1o ApyruM mokazanusam [11]. Tommanas n
[ISTUJIETHSISE BIDKUBAEMOCTb 110CJI€ TPAHCILIAHTAIINT
cocrasiisieT 86 1 60 % cooTBeTCTBEHHO [8].

JlnuTeabHoe HAOMIONeHUE TAIlMeHTOB

¢ IIBII u nporuo3

B pexomenmamuax AASLD n EASL rosoputcs o
11eJ1eCO00PA3HOCTH  JUIMTEJIBHOTO — KJIMHIYECKOTO
HAOJIOIeHUST U PETYJISIPHBIX IUArHOCTUYECKUX BMe-
mraTesibeTB y nanuenToB ¢ IIBIL ¢ 1enbio BbisgBIIe-
HUS W TUKBUAZAITNN COMYTCTBYIONINX Ae(UITNTHBIX
COCTOSTHUII W CBOEBPEMEHHOHN TPOPUIAKTUKHI
ocnoxaenuit [, 11].

Hcnosb3oBaHue IMPOrHOCTUYECKUX MOJIe el BbI-
&uBaeMocTH y narpeHTos ¢ [IBI] o6ycioBieHo or-
HOCUTEITHHO KOPOTKUM TIPOMEKYTKOM BPEMEHU OT
Hayaja 3a00JeBaHNS 10 BOSHUKHOBEHWS IHPPO3a 1
MeYeHOYHON HEeOCTATOYHOCTH, YTO AUKTYET He0O-
XOIUMOCTD MHANBULYATBHOTO OTIPEeeHIT PUCKA
BO3HUKHOBEHUSI OCJIOKHEHUII M IIOKa3aHUuil K
TpaHCTIIaHTauu eueHn. CpenHss BBLKUBAEMOCTh
y HaiueHToB ¢ OeccuMITOMHBIM TedeHueM [TBI]
cocrapysieT 10—16 sreT, y marieHToB ¢ KINHITIECKHT
MaHudecTHbIM 3a00seBaneM — 7 siet [8, 9]. TIpu-
MeHeHNUe KT PUCKa U IIPOTHOCTUYECKUX MOIeei
[103BOJIAET OOBEKTUBHO OLEHUTH HEOOXOAUMOCTH
TpaHCIUIaHTAUM Tieyenu g nanuenta ¢ [IBIIL
HauboJiee 4acTo MCHOIb3yeMOi MTPOTHOCTHYECKOI
MOJIENTBI0 BBIKUBAEMOCTH SIBJISIETCST TITKAJIAa PUCKA
Mbiio, KoTOpasi BKJIIOYAET OIEHKY TaKUX TapaMeT-
POB, KaK BO3PaCT, YPOBEHb OUIMPYOUHA 1 alibOy M-
Ha, IPOTPOMOMHOBOE BPEMSI, TEPAITHIO TNy PETHKA-
MU, Hamn4due nepugepudeckKux OTEeKOB 1/MJIN ac-
nuta [20]. Hlkama Maiio umeer psifi HEZIOCTATKOB U
orpanmuenwit. [Tockompky 50—60 % manueHToB Ha
MOMEHT yCTAHOBJIEHUS JIMATHO3a ACUMITTOMHBI U HE

UMEIOT BbIPAKEHHDBIX HAPYIIeHUH (DYHKIIUY [Te9eHn
0OBEKTUBHO OIEHUTh BBIKMBAEMOCTDH C TIOMOIIBIO
JTAHHOTO MTPOTHOCTUYECKOTO MHCTPYMEHTA He TIPe/I-
CTaBJIsIETCS] BO3MOXKHBIM |6, 17].

BenenctBue BeipakeHHOTO X0JecTa3a 1 HapyTie-
HUST JKUPOBOTO 0OMeHa OOJIBITNHCTBO MAIUEHTOB €
[TBII ncTpITRIBAIOT TTOCAEACTBUS MeDUITUTA KUPO-
pacTBOpuMbIX BuTaMuHOB [2]. Haubomee nebaro-
TIPUSATHBIME B TIJIAHE MaTbHENTIIETO TPOTHO3A SIBJIS-
foTcst neunut Butamuia K u BosHukaromnme xoa-
TYJIOTIATHH, a TaKXKe OCTEONIOPO3 BCJIEACTBIE nedu-
mta BuTamMuHa D 1 MasibabcopOunn Kasbimst. C
TIeJTbI0 CBOEBPEMEHHOTO BBIIBJIEHNS Ae(pUIINTA BU-
TAMUHOB BCEM IAllMe€HTaM, KOTOPBIM ObLJ yCTAHOB-
nen auaruos ITBII, pekomengyercst XoTst Gbl OJHO-
KPaTHO OIPeNeIUTh KOHIEHTPAIUIO JKUPOPACTBO-
PUMBIX BUTAMWHOB B KPOBU C TTOCTETYIOMIUM Ha-
6uofenreM Kaxpie 12—24 mec (taba. 2) [2, 11].

¥ nanuentos c¢ [TBI] puck BO3HUKHOBEHUS reria-
tonemonspaoi kaprimaombl (I'TIK) ropaso Beiie,
YeM CPeTHETIONyIAITUOHHBIH, HO HITKe, 9eM Y TIaIli-
€HTOB C XPOHMYECKUMH BUPYCHBIMU TeIaTUTAMU.
Het osH03HaYHOTO MHEHKSI OTHOCUTEILHO HEOOXO-
TUMOCTH W TE€PUOJANYHOCTH MOHWTOPUHTA CIEIH-
(praeckoro maprepa I'TIK — a-detonporenna, pe-
IeHNE O 11e1eCO00Pa3HOCTH TAHHOTO UCCIIEI0BAHS
HEeOOXOAMMO IPUHUMATh HHAUBUAYanbHO [11, 17].

JAuerorepanus y 60abHbIX ITBI]

Parmon nuranug 6oabubix IIBI] gomxen ObITh
MaKCUMaJIbHO —cOamaHCupoBaHHBIM  (Genkn  —
1,0—1,5 r/xr, yriaeBogbl — 4—5 T/KI, HEKOTOPOE
orpaHuYeHMe JKUPOB 3 CUET HACHIIIEHHBIX U TPAHC-
skupoB 110 1,2 r/kr). [lateHTsl ¢ BbIpaKEeHHON HYT-
PUIMOHHON HEIOCTATOYHOCTHIO MOTYT II0JIy4aTh
napeHTepasibHoe Tutanue. [[pu BeipakeHHOM X0JTe-
cTaze MaToreHeTHYeCKr 0OOCHOBAHHBIM OYIET TIpH-
eM CMecell JIJIsT SHTEPAILHOTO TTUTAHUST CO CPeiHe-
1ENOYEYHbIMU TPUTJIUIIEPUIAMU, KOTOPbIE HE TPe-
OYIOT 9MYJIbTUPOBAHUS C YIaCTUEM SKETIHBIX KHC-
JIOT JIJIS TIOJTHOTIEHHOTO BCACBIBAHUS U METAbOJIH3-
Ma [2]. He cyiecTByeT /J0Ka3aTeIbHBIX IAHHBIX OT-

Ta6muia 2. MOHHTOPHHT Je(PHITHTA HEKOTOPHIX MUKPOHYTPHEHTOB Y ITalfHeHTOB c ITBI],

Hyrtpuenr Tun 1 yacToTa MOHUTOPUHTA

Buramun A

Ornpeziesienrie KOHTIEHTPAITIY B CBIBOPOTKE KPOBU Kaskibie 6—12 mec

Buramun K

Ompeniesierne IPpOTPOMOUHOBOTO BpeMeHU Kask/ibie 6—12 mMec

Buramun D
a Kasxble 6—12 mec

Ormpenenenne B coiBOpoTKe KpoBH yposist 25( OH)-kambitdeposna u 1,25-auruapokcukabiindeposa

Buramun E OrpesiesieHne BeJTMYNHBI COOTHOIIEHNST BUTaMUH E /umuiel B ChIBOPOTKE KPOBH Kakpie 12—24 mec
Kaupiinit JlercutoMeTpust KOCTHOM TKaHU Kaxk/bie 12—24 mec
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HOCHTEJIbHO OIPEIeJIEHHbIX BUOB UM KOMIIOHEH-
TOB THUIIH, KOTOPbIE IOJZKHBI ObITh OTPAaHMYEHBI
WJTV UCKJTIOYEHbI U3 PAIloOHa Y JTAHHOM KaTeropuu
60JibHBIX. TaK:Ke He CyIIecTByeT 0O0CHOBAHHBIX Pe-
KOMEH/IAIIUI OTHOCUTENLHO yroTpebeHust (huro-
npernapatos [ 11]. [lesecoobpasHoii siBJIsieTCst PEKO-
MEH/IAINsT KaTeropuIecku n3berath yrmorpedieHus
AJTKOTOJISI.

BuiBoabI

N3-3a orcyrcTBug ahheKTUBHON 3THOTPOTTHOMN
tepanuu IIBIl eauHCTBEHHBIM OIpaBAaHHBIM C
TOUKU 3PEHUS T0KA3aTETbHON MEUTTUHBI SBISIETCS
paHHee U JJINTebHOe (TTOKU3HEHHOE ) TIPUMEHEH e
YIXK B mose 13—15 mr/xr B cytkn. Heoxmosmay-
HbIe Pe3yJIbTaThl UCCJEOBAHUI TI0 U3YYEHUIO 3h-
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M. M. Ilepeniemrox, B.I1. ITickosaripka, M. B. JleMuieHKO
OneChbKUN HALIOHAIbHUNA MEAUYHUN YHIBEPCUTET

Cy4acHi JOKAa30Bi i/IXO/U 10 JIiIKyBAHHSA
EPBUHHOT'O OUTiapHOIO IIUPO3Y

IIpeaCcTaBaeHO O] Cy4aCHUX PEKOMEHJIALN MO0 JIKYBAHHA IIEPBUHHOIO OiniapHoro nuposy (I1BLD), axi
I'PYHTYIOTBCA HA JAHUX TPUBAIUX KIHIYHUX JOCIPKEHb. HarojaomeHo Ha BAKIMBOCTI PAHHBOIO IOYATKY
TEpaMil ypCoAE30KCUXOIEBOIO KUCIOTOX0. HaBEIEHO MOXIINBI BAPIaHTH T4 HACTIJKM KOMOIHOBAHOTI'O IATOI€HE-
TUYHOTO JIIKYBAHHs, 4 TAKOXK JIAHi IIIOI0 BUKOPUCTAHHSA iMyHOCYIIPECHUBHOI TEPATIi], TEMaTONPOTEKTOPIB Ta Oi0-
JIOT{YHUX areHTiB y xsopux Ha I1BI1, Jietorepamnia npu I1B1] € BaXIMBUM ACIEKTOM JIIKYBAHHS XBOPHX, OCO0-
JIMBO Y ITAII€HTIB 3 IIUPO30M MEYiHKHU. JJaHO OCHOBHI PEKOMEH/IALLT IO/IO 30JIAHCOBAHOCTI PAIiOHY Xap4YyBaH-
HA T4 BUKOPUCTAHHSA TPUIILIEPU/IB 3 JTAHIJIOTOM CEPESHBOL TOBKUHNA. OCOOIMBY yBATy IPUIUIEHO MOXIINBHUM
ycknaaaeHHsaM [TBL] Ta HeOOXiTHOCTI PETYIAPHOrO MOHITOPUHIY JEAKUX JEPIIUTHUX CTAHIB Y XBOPHX.

KiI¥049oBi ¢J10Ba: ICPBUHHUH OUTiapHUI [TUPO3, IATOIEHETUYHA TEPAIlisl, YyPCOAC30KCUXO0IEBA KUIOTA, iMy-
HOCYIIPECHBHI aI€HTH, Ji€TOTEPATTis.

M. M. Perepelyuk, V. P. Piskovatska, M. V. Demidenko
Odesa National Medical University

The modern evidence-based approaches
to the treatment of primary biliary cirrhosis

The article presents the review of current recommendations regarding treatment of primary biliary cirrhosis
(PBC), based on the data from the long-term clinical trials. The importance of the early start of the therapy
with ursodeoxycholic acid has been outlined. The possible variants and consequences of the combined patho-
genetic treatment have been presented, as well as the data regarding the possibility of the use of immune sup-
pressive therapy, hepatoprotectors, and biological agents in patients with PBC. The diet therapy in PBC is an
important aspect of treatment, especially in patients with liver cirrhosis. The basic recommendations have
been given for the well-balanced diet and the use of triglycerides with chain of medium length. A special atten-
tion has been paid for the possible PBC complications and necessity of the regular monitoring of several defi-
ciency states in patients.

Key words: primary biliary cirrhosis, pathogenetic therapy, ursodeoxycholic acid, immune suppressive agents,
diet therapy.
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