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CaxapHbIii AMa0eT ¥ XPOHUYECKHE 3a00/IeBAaHUS TeYeHN.
YacTtp 1: 001mme MexaHU3MbI 3THOJIOTUH Y TIATOreHe3a

3.A. KaambikoBa, M.B. KoHoHeHko, A.IO. Martopos
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AHHOTaums

B nocaeaHue roabl MAET akTUBHOE 06CYKAeHMe CBsi3u caxapHoro anabeta (CA) u xpoHudecknx 3aboaeBaHuit nedenn (X3M1). C oaHow
CTOPOHBI, y naunenTos ¢ CA oTMeyvaeTcs NoBblWeHHbIH puck passutus X3I1, ¢ aApyroi — y naumeHTos ¢ X3 o4eHb 4acTo BbIABASIOTCA
HapyleHust MeTabOAM3Ma TAIOKO3bl, YTO B KOHEYHOM CHeTe MPUBOAMT K HapYLIEHUIO TOAEPAHTHOCTH K rAlokode u passuTuio CA.
B HacTosiem 0630pe ocBellleHbl BO3MOXHbIE MPUUUHHO-CAEACTBEHHbIE CBA3M MeXAY HekoTopbiMu X3 1 CA. MNpeAcTaBAeHbl MEXaHU3MbI,
nposouupyiolme MeTaboAndecKue U ayTOUMMYHHbIE HapyLeHUs MpKU PasBUTUM Pa3AMUHbBIX HO30AOTMI M3 rpynnbl X311, npuBoasiume
K CTeaTo3y, MUHCYAMHOPE3UCTEHTHOCTU, HAPYLIEHWIO TOAEPAHTHOCTH K FAloko3e 1 pa3euTuio CA. OnucaHbl onpeaeaeHHble 0COOeHHOCTH
OLIeHKM KOMMEHCALIMU YTAEBOAHOTO OOMeHa y MaLMeHTOB C HapyLIeHUeM NeYeHOUYHOM (hyHKLMM, aHEMMUEN U HapyLUEHUSIMU OEAKOBOTO
obMmeHa.
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Diabetes mellitus and chronic liver diseases.

Part 1: general mechanisms of etiology and pathogenesis
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In recent years there has been an active discussion about the relationship between diabetes mellitus (DM) and chronic liver diseases (CLD).
On the one hand, patients with diabetes have an increased risk of developing CLD. On the other hand, patients with CLD very often identify
abnormal glucose metabolism which ultimately leads to impaired glucose tolerance and the development of diabetes. This review outlines
potential causal relationships between some CLD and DM. Common mechanisms that provoke metabolic and autoimmune disorders in
the development of various nosologies of the CKD group, leading to steatosis, insulin resistance, impaired glucose tolerance and the
development of diabetes are described. Certain features of the assessment of carbohydrate metabolism compensation in patients with hepatic
dysfunction, anemia and protein metabolism disorders are described.
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ABII — ankorobHasi 60J1€3Hb NeYeHU

I'PC — renaTopeHaIbHbIN CHHIPOM

I'IK - renaTouetosipHas KapuuHoMa

IV — noBepuTebLHBIN MHTEPBAI

KK — KupHbIe KUCTOTbI

WII — uHTepaeiknx

NP — MHCYIMHOPE3UCTEHTHOCTD

JITTOHII — nunonpoTenabl OYeHb HU3KOM IIOTHOCTH
JIC — nekapcTBeHHbIE CpejicTBa

HAZKBII — nHeankorosbHas >KUpoBasi 60J1€3Hb NeUYeHN
HACT — HeankoronbHblii cTeaTorenaTtur

OP — oTHOCUTEIBHBII PUCK

ITH — neyeHo4Hast HEJOCTATOYHOCTH

C]I — caxapHblit uabeT

CJ12 — caxapHblil ;abeT 2-ro Tuna

CXKK — cBOOOAHBIE XKUPHBIE KICIOTHI

TI" — Tpurnuuepusibl

PHO-0 — hakTOp HEKPO3a OMyXOJIe-0.
X3II — xpoHuyeckue 3a00J1€BaHUs IEYeH!
LTI — uuppo3 neuenn

HbA1c — raMkupoBaHHbIil reMOriIo61H
HBYV - Bupyc renarurta B

HCV - Bupyc renatura C

IDF — MexxnynapojiHast iuadetnieckas pefepanyst

Caxapubiit uaber (CH) m xpoHuueckue 3aboJeBaHMS
neuenn (X3I1) sBrsitOTCS aKTyanbHBIMU MEIUKO-COLMATbHBIMU
MpoGIeMaMi MEUPOBOTO 3[[PABOOXPAHEHUS B CBSI3U C ILIMPOKO
PacTpoCTPaHEHHOCTHIO, XPOHNYECKUM TEUEHHUEM, COXPaHSI0-
1Ieticst TeHACHIMEN pocTa urciia 60JIbHBIX U NX BLICOKON MHBA-
JUAM3ALMEN. Y YUTbIBasi ObICTPbIE TEMIbl PACIPOCTPAHEHUS
JAHHBIX MATOJIOTWI, SKCIepThbl MesKayHapogHo! arabeTnye-
ckoii pepiepaunn (IDF) nmporHo3upyror yBennyeHrne KolnmuecTsa
6onbHbIX CJ1 k 2045 1. 1o 629 muH [1], a yacToTy BCTpeuaemo-
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ctu paznnuHbix X3[1, B 0cO6eHHOCTH BUPYCHBIX renaTuToB B
u C, B 2 pa3a, 4To B L[EJIOM COCTAaBUT Npuban3uTeasHo 400 MitH
yeJsioBek [2].

C cepenunbl 50-X rofioB MPOILJIOro BeKa B MUPOBOI MpaK-
THKE CTaJM yAeNsITh 6oJbioe BHMMaHue pooneme CJI 'y 6071b-
Hbix X3II. B cTpanax Esponsl u CIIA y 60nbHbIx ¢ X3II BbI-
sIBJIEHa JOCTOBEPHO 00Jjiee BbICOKAs MO CPABHEHUIO C OOLLEit
TIOMYJISLMEN YacTOTa pa3nyHbIX HAPYIICHNI YTIIEBOJHOTO 06-
meHa. PacnipoctpanenHocTs CJI y MauueHTOB C pa3iMyHbIMU
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CaxapHbliii anabet u X3[1: obuime MexaHu3Mbl STHOAOTMM M NaToreHesa

X3I1 mmpoKo BapbUpyeT B 3aBUCUMOCTH OT STHOJIOTUH, CTETICHN
MOPAsKEHUs IEUYSHN 1 METOJIOB IMarHOCTUKHU . 3aperucTpupOBaH-
Hasl 4aCTOTa HAPYIIEHHON TOJIEPAaHTHOCTH K [UIFOKO3€ Y GOBbHBIX
¢ X3I1 konebnercst ot 60 1o 80%, a CJ1 — ot 20 mo 60% [3].
Buusinue CJI Ha neveHb IOCTATOYHO M3y4deHO. MI3BecTHO,
YTO JIKOMIIEHCAIUS YTJICBOJJHOTO 0OMEHA CIIOCOOCTBYET Hapy-
111($3515110) (I)yHKU,I/II/l renaTouuToB, CHU>KEHHUIO 3al1aCcoOB B HUX I'TU-
KOTeHa, HAKOTUICHHUIO JIUTHJIOB, YTO BEIET K SKMPOBOMY TernaTo3y
u cTearorenatuty. OfHAKO pe3yIIbTaThl OCIEIHUX NCCIIeIoBa-
HUI1 TOBOPSIT M O BO3MOKHOCTH HAPYIICHUS] TOMEOCTa3a IJIo-
K03bI 1 Bo3HukHoBeHus1 CJ1 BenepictBre HekoTopbix X311 [3-6].

B3aumMOCBsI3b HapyleHHit YIAeBOAHOTO
oomena u X301

OcHoBHO¥ IyTh nporpeccupoBanus X3I1, He3aBUCUMO OT
3THOJIOTUYECKOro (haKTOpa, MPUBOJSIIETO K €e MOBpeXx/e-
HUIO, — 9TO Tpouecc ¢ubporenesa, KOTOPbI MPOUCXOAUT
BCJIE/ICTBUE M30BITOUYHOIO HAKOIJICHUS] BCEX OCHOBHBIX BU/IOB
BHEKJIETOYHOI'0 MaTpuKca (KOJIareHa, HeKOJTareHOBbIX IJIH-
KOIMPOTEUHOB, IIIMKO3aMUHOTIIMKAHOB, TIPOTEOTJIMKAHOB, 3J1a-
ctuHa). Hapymaercs o6MeH BemiecTB MEXKAY renaToOUUTOM
Y CUHYCOUJAJIbHON KPOBbIO (KamWJIISpU3aLysi CUHYCOU/IOB),
(hopMUpYIOTCS MOPTO-BEHO3HBIE IIYHTbI, HApYyLLIAloLHe nepgdy-
3MI0 CHHYCOMJIOB, YTO BEJIET K Pa3BUTHIO MOPTAILHON TUnep-
TEH3MM U CBSI3aHHbIX C HEl ocioxHeHuil. HakoHeu, npopon-
Kalascs  nposudepanusi TenaToUUTOB B YCJIOBUSIX
paspacTaHus COeJMHUTENILHON TKaHU Y U3MEHEHHOT'0 MUKPO-
OKPY>KEHUs TpepacnoaraeT K pa3BUTHIO renaTouelrosp-
noit kapuuHoMbl (I'LK). Takum o6pa3zom, yHuBepcaibHast Henb
naroreHeTuyeckux coobrtuil npu X3I1 TakoBa: ocTpblil rena-
THUT — XPOHUYECKUIT renaTtuT — nuppo3 neyenn (LIT) — THK.

KiroueByto posib B pa3BUTHN HAPYIIEHUI YTIIEBOJHOIO 006-
mena nipu X3I1 urpaet uncynunopesucrentHocts (MP). Mexa-
HI3M ee (DOPMHMPOBAHMSI CJIOXKEH U SIBJISIETCS Pe3yJIbTATOM B3au-
MOJIEFICTBHSI MHOTOUKCIIEHHBIX META00IMUECKUX , TeHETUYECKUX
1 BHYTPUKJIETOYHBIX (PAaKTOPOB, OCHOBHBIMU U3 KOTOPBIX $IB-
JISIFOTCS: OKCHJIATHUBHBII CTPECC, BOCHATIEHHE, CTPECC HI0MLIA3-
MaTUYEeCKOro peTUKYJIyMa, IeiCTBIE LIEPaMUJIOB, iicOanaHC re-
naTokuHoB [7—-10].

B nocnenHee Bpems nosiBIsieTcsl Bce GOJIbIIE JAHHBIX O TOM,
YTO MOA0OHBIE TIPOLIECChI XapakTepHbI 1 /st psina X3I1. B mHO-
FOYMCJIEHHBIX UCCNEJIOBAHUSIX IN VItro W in vivo TIPOJIeMOHCTPU-
PpOBaHO, YTO OKCHJIATUBHBII CTPECC U aCCOLUMPOBAHHOE MO-
BpEX/ICHUE, BOCHAJIMUTENbHbIE peakUUud MOTYT BbICTYNATh
00LIMM MEXaHW3MOM TNaToreHesa (puépo3a neyeHu u, COOTBET-
cTBeHHO, MHOorux ¢dopm X3I1 [3, 11, 12].

Benyuiyto poas B pazsutun VP npu 3a6oseBanusx neyeHu
WTpaeT MpOoLECcC BOCHAJICHUS, 4 UMEHHO — JISMCTBUE NMPOBOCHA-
JIUTENbHBIX LMTOKMHOB: (PaKTOpa HEKpo3a OIMyXoJiei-a.
(®HO-a), unrepaeiikuna-1 (UJI-1), UJI-6, NJI-8. Knroueroe
3HaueHue npuHagiexutr PHO-a [13—15], koTopslit, 10 JaHHBIM
KJIMHUYECKUX UCCIIEI0OBAHNI, ONIOCPEYeT BCE 3Tallbl pa3BUTHUS
X3II [14, 15]. ITocnenoBaTeabHOE BHICBOOOXKIEHUE U3 MUTO-
XOHJIPUI, SIBISTIOLLMXCS Ba>KHOI MULLIEHbIO /17151 curHanioB PHO-
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0L, aKTUBHBIX (DOPM KUCIIOPOJA, UUTOXPOMOKCH/IA3bI U IPYTUX
(hakTOpPOB BEAET K OKCHUIATUBHOMY cTpeccy [16]. Bo3amoskHa ak-
TUBALMS LiepaMujI-3aBUCUMOro MexaHu3Ma passurusi P, Ha-
NPaBJICHHOTO Ha MHMMOKMpPOBaHue poTerHkuHasbl B (Akt) [17].

Paszsurtue VP npu X311 BcnepcTBue cTpecca sHAOMIA3MaTU-
YECKOro PeTHUKYJIyMa MPOMCXOANT U3-3a BbIPAXKEHHON MMIMOKCUI
renaToluTOB, YTO XapakTepHO A mo3nHux craguii X311 u 06-
YCIIOBJIEHO JleKomMneHcupoBaHHbIM LIIT.

AKTHBHO PacCMaTpUBAETCsl pOJib I'eNaTOKMHOB — TOPMOHOB,
CHUHTE3MPYEMbIX TEYEHbI0, — KaK NOTEHIMAIbHBIX MEIMaTOPOB
WP npu nekotopbix X3I1. ['enaTokuHbl, ceKpeTUpysICh, feii-
CTBYIOT ayTOKPMHHO Y NapaKpUHHO Ha renaTOUUThI, a TaKXkKe
OKa3bIBAIOT HIOKPHUHHBIN 3P (EKT, IeNCTBYS Ha OTHAJICHHbIE
TKaHU-MMIIEHH, BKJIIOYasl CKEJIETHYIO MYCKYJIaTypy, )KUPOBYIO
TKaHb, COCY/Ibl, OJIKENyI0uHY10 Kene3y . Hapyuenue nponyk-
UM FeNnaTOKMHOB CBSI3aHO C MPOLECCOM BOCHAJIEHUs, Pa3BU-
THEM CTeaTOo3a U CHUXKEHHEM GeJIKOBO-CEKPETOPHOI (PYyHKIMU
neyeH!. [1oBbIIEHHBI BHY TPUIIEYEHOYHbIN YPOBEHb TPUIIIU-
LEPUIOB MHAYLMPYET U3MEHEHHs B TPAHCKPUIIIMK FeNaTOKUHOB
Y MTPOLECCUHIE B HIONIA3MATUYECKOM PETUKYIIyME, UTO BEJIET
K CHIDKEHHOMW CEKpeLUH OJIHUX reNaTOKWMHOB U MOBBILICHHON
cexpeuun apyrux. [Ipencrasnennsie apexThl B cymMme BeyT
K pa3suTuio 1P, axTonnueckoi akkyMyJIsiium XKupa, Bocrnane-
Huto [9, 18].

BupycHbie renatmrbl

XpOoHUYECKUE BUPYCHBIE TE€MAaTUThI MPEICTABISIOT COO0M
CEPbE3HYI0 MEMIMHCKYIO U COLMABbHYIO MPOOGJIeMy B CBSI3U
C LIMPOKUM PacnpOCTPAHEHUEM, BBICOKOI 4aCTOTOM BCTpeyae-
MOCTH CPEJIM JIMIL MOJIOJIOTO BO3PACTA U UTPAIOT 3HAUMTEIBHYIO
poab B popmuposanuu LIIT u LK. B HacTosiiee Bpemst Hakar-
JIMBAETCs! BCe GOJIbILE IAHHBIX , MOITBEP3KIAIOIINX POJIb BUPYC-
HbIX TeNaTUTOB B Pa3BUTUU HAPYIIEHUI YTIJIEBOJHOIO OOMEHa.
PesynbraThl HayuHbIX pabOT MOCHIEIHUX JIET CBUJICTEILCTBYIOT
0 HauOoJIbLIe POJIM B JAHHOM TIpoliecce BUPYCoB renatura B
(HBV) u C (HCV) [3, 19-22]. ITo muenuto J.F. Huang u coasr.,
CJ], siBnsieTCst OfIHUM U3 METAO0INYECKUX MPOSIBIICHUI IaHHBIX
unpexkuuit [21]. ITo pannbiM uccnepoannss NANHES 111,
HCV-undekuust accouumpyercsi ¢ TpeXKpaTHbIM yBEJTMYSHUEM
pucka pazsutus CI [23]. DTo nogTBepsKIaeTcsl Takxke B pa-
6ote H. Knobler u coast. [24]: yacToTa ne6rota CJ] cpenyn ma-
umenToB ¢ HCV-undekupeit u 6e3 Hee cocraBuiia 33 u 5,6% co-
OTBETCTBEHHO.

B ocnose popmuposanust UP npu HCV u HBV nexar npo-
necc Bocnasnienus u iericteue PHO-a. M3BecTHO, uTO BUpYCHBIE
renaTUThbl COMPOBOKIAOTCS BbIPAsKEHHBIM BOCMAJIMTEIbHBIM
OTBETOM, KOTOPBI, KaK CKa3aHO paHee, UIpaeT KI0UYEBYIO POilb
B pazsutuu UP [19, 25]. Onucan u gpyroii BO3MOXKHBII1 MeXa-
HM3M HapyUIeHHsl FOMEOCTa3a II0KO03bl, CBSI3aHHbIN C N3MEHe-
HueM (DYHKUMK W/WIM yMEHbIIEHUEM KOJINYeCTBa MIIIOKO3HOTO
tpancnoprepa GLUT4 — Gesika, o6ecneynBarouiero nepeHoc
TIIIOKO3bI BHYTPb KJIeTKM, — nof] BiusiHueM HCV [26].

Bonee Toro, HCV u HBV MoryT oka3bBaTh npsiMoe moBpexk-
JlarolLee JIEVICTBIE Ha MeMOPaHy [3-KJIeTOK,, MOJKETYI0UHOI >Ke-
JIe3bl, BbI3bIBasl €€ JICCTPYKLMIO MJIM M3MEHEHHE aHTUI€HHbIX
CBOJWICTB, YTO COMPOBOXK/AETCS TMMMOUAHON UH(UIbTpALUEH,
JeCTpyKLer ocTpoBKOB JIaHrepraHca, NpUBOJisi B KOHEYHOM pe-
3yJbTaTe K MHCYJIMHOBOM HeflocTaTouHocTy U passutuio CII, Tpe-
OyroLLero Ha3HaueHust MHeynHa [27, 28].
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3.A. KaambikoBa 1 coasr.

HeaAkoroAbHasi xxupoBasi 60Ae3Hb nevyeHu

Heankoronbhas >kuposas 6one3ub neuenn (HAXKBIT) siB-
nsieTcst caMbIM pacnipocTpaHeHHbM X311 u npuHsiia macurat
anupiemun. Pazsutiie HAZKBII TecHo cBs3aHO ¢ OXHMpeHUEM
u WP, mostomy pacnpocTpaHeHHOCTh IaHHOTO 3a00JIeBaHNs
Cpefiy MalMeHTOB C OXKUPEHNEM, HapyLIeHUeM JIMITUTHOTO 00-
mena u CJI 2-ro tuna (C[2) nocrarouno Bemuka. IP npucyr-
ctByeT y 66-83% nauuenros ¢ HAXKBII. Yactora HAXKBII
cpenu naumenToB ¢ CI12, o JTaHHBIM pa3HbIX MCCIEIOBAHMIA, CO-
crasisieT 50-80%.

B pa3sutun HAXKBII BbIIEISIIOT HECKOJIBKO 3TANoB, HAUN-
Hasi OT >KMPOBOTr'o renaTto3a 6e3 NPU3HAKOB BOCTIAJICHHUS /IO pa3-
BuTHS HeankorosbHoro crearorenatuta (HACT) u LI1. ITaTo-
reHe3 MporpeccrpoBanys 3a00JIeBaHNs OT CTeaTo3a 0 pudposa
1 LIMPPO3a NPECTABIIEH B BUIE TEOPUN «MHOXKECTBEHHBIX y/a-
poB» (cM. pucyHoK). ['unepuncynHemusi, Bbi3anHast IP, npu-
BOJUT K U30BITOYHOMY JIMIIOT€He3y de novo B eYeHU U Hapy-
[IEHHOMY MHTMOMPOBAHUIO JIMIIOJIM3A B XKMPOBOI TKAHU, UTO,
B CBOIO 0Y€pE[lb, BIECUET 32 COOON N30BITOYHOE MOCTYIIEHNE
CBOOOJIHBIX SKMPHBIX KUCJIOT M3 >KMPOBOW TKAHU B TEYEHb.
[Tocne HakomnIeHMs! B EYEHU XKUPHBIX KUCJIOT OHA CTAHOBUTCS
6oJiee BOCTIPpUMMYUBOI K JIEHCTBUIO MOCIEYIOIINX «Y/IapOB»,
MIPUBOJISILLIMX K MEYEHOYHOMY MOBPEKJICHUIO U TIPOrPeCCUpOBa-
Huto 1o ctaguu HACT ¢ pubposom umu 6e3 Hero. K atum «ypga-
paM» OTHOCSITCSI OKCU/JATUBHOE MOBPEK/IEHNE, allONTO3 renaTo-
LMTOB, aKTUBALMS NPOUOPOreHHbIX (pakTOPOB, IMCPETYJISALMS
Q/IUMOKMHOB M aKTUBALMsI 3BE3/[YaThIX KJIETOK neveHu [9].

YuutbiBas 3Hauumoe coueranue HAZKBII ¢ P u fpyrumu
KOMIIOHEHTaM1 METa00IMYECKOro CUHAPOMA, IAHHAsI HO30JI0THst
ATMTEJIHOE BPeMsl pacCMaTpHUBaIach KaK NMeYeHOUHOe MPOosiBIie-
HUe MeTabosyeckoro cungpoma. OiHaKo Takoe Cy>KjeHue ceil-
yac ycrapeno: HAXKBII MoxkHO paccMaTpuBaTh KaK paHHUI
TIPEIMKTOP U peraromuii haktop B pazsutuu CJI u apyrux kim-
HUUECKUX TPOSIBJICHUI MeTaboImueckoro cungpoma [6, 9, 20],
npu 3ToM puck passutus CI12 BappUpyeT B 3aBUCUMOCTH OT TsI-
kectu HAXKBII [29]. Dro Hawo nogTBepsKeHue B pabore
R.V. Shah u coast.: HAXKBII, quaraocTrpoBanHast Mo IaHHBIM
KOMINBIOTEPHOI TOMOrpacun, HE3aBUCHMO AaCCOLMMPOBAHA
C ABYKPATHO MOBbILIEHHbIM puckoM pas3sutust CII2 [30].

WP npu HAXKBIT umeer cBou ocobenHoctu. [Tomumo BHYT-
PHKJIETOYHBIX MEXAaHU3MOB, ONIMCAHHBIX PaHee, /ISl JAHHOT'O 3a-
6oJ1eBaHuUs XapaKTePeH JIMMN/-3aBUCUMbII MEXaHU3M Pa3BUTHS
WP. OxTonuueckoe HaKOIIEHNE JUNUOB B TeNaTOLUTAX MOBbI-
LIAET YPOBEHb ANALMIIIIMLEPUIOB, SIBISIOLMXCS AKTUBATOPAMU
«HOBBIX» TIPOTEMHKMHA3, KOTOPbIE HAPYIIAIOT CUTHAJIM3ALMIO OT
peuenTopa UHCYJIMHA BHYTPb KieTku [31].

[emoxpomaro3

T'emoxpomato3 npepcTassieT codoit 601e3Hb «HAKOTUIEHUSI»
BBI3BAHHYIO NEPErpy3Koil OpraHu3ma Kelle30M U ero OTJIOXKe-
HHEeM B TIEYEeHH, Cepylie, SHJOKPUHHBIX OpraHax, Koxe U CycTa-
Bax. BoiiensitoT nepBUYHbIN (HACTIEICTBEHHBII) M BTOPUYHBII I'e-
MOXpoMaTo3 (B pe3yJsibTaTe HM30bITOYHOrO MpueMa Kejesa,
6eTa-Tanaccemnn, X311, Biustrolmx Ha 0OMeH xenesa) [32, 33].
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* AKTHBALYS NIEUSHOUHBIX 3BE3[YaThIX KJIETOK

* IefiCTBHe GaKTePUATLHBIX TOKCUHOB, IPOM3BOIUMBIX

B KHILIEYHNKE

IMatorene3 HAXBIT [9].

HACT — HeankoroabHslil creatorenatut, C2KK — csoboanble >KupHble KucnoTsl, TT' — tpurimuuepuast, JITIOHIT — nunonporenbt

OY€Hb HU3KOH MIOTHOCTH, 2KK — >KMpHbIE KUCOTHI.
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Kaaccudpmkaums crenenn tsokectn LM no Child-Turcotte-Pugh [39]

N Bannbt
oKazaresb 1 > 3
Acuur Her He6oubion Y MepeHHBbI/G0nbLIoN
DHuedanonaTus Her Heb6ounb1uas/ymepensas 'Y MepeHHast/BbIpasKeHHAs
YposeHb 6unnpy6uHa, Mr/ai <20 2-3 >3.0
YpoBeHb anb0yMuHa, Mr/i >35 2,8-3.5 <28
Ynmunenue I1B, ¢ 1-3 4-6 >6,0
OO0l11Iee KOIMUECTBO OAITIOB: Knacc
5-6 A
7-9 B
10-15 C

IIpumeuanue. Knacc A — KomneHcupoBaHHblil, B — cyokomnencupoBanHblil, C — 1eKOMIEHCHPOBAHHBI LIUPPO3, COOTBETCTBYIOT

JIETKOM, yMepeHHoH, Tskedon [TH.

Paznuunble HapymieHWs! yrieBOJHOTO OOMEHa BBISIBIISIFOTCS
y 50-85% naupeHTOoB ¢ TeMOXpPOMAaTO30M, TPU 3TOM PUCK pa3-
sutust CJI Ha 65% Bblile, 4eM Y 310poBbIX Jitofieil. [TaroreHeTu-
YecKre MeXaHU3Mbl B3aMOCBSI3M 3TUX COCTOSIHUI aKTHBHO M3-
yuatoTcsi. B pesynbTaTe M30bITOUYHOrO TMOCTYMIISHUS XKese3a
B KJICTKH TIEYCHU U MOJIKEITY/IOUHOI JKeJie3bl MPOUCXOJIUT UCTO-
IEHNe WX JIM30COMAJILHON aKTHUBHOCTH, YTO B JIalIbHEUIIeM
BEJIeT K YTHEeTeHHIO (M3MEHEHHIO) MeTabo0JM3Ma KIIeTOK,, MUTO-
TUYIECKOW aKTMBHOCTH, CMEPTH KJIETOK IyTeM aronTo3a. JTo 1o-
crenenHo npusoauT K LIT u passuruto 1P, B ciiyyae Tokcuye-
CKOT'0 BO3JICVICTBHS N30BITOUYHOTO JKeJie3a BO3MOXKHO M NpsiMOe
MOBpEKJIeHNe [-KIETOK TOMKEIYJOUHON 3KeJie3bl, Beylee
K MHCYJIMHOBOI HefocTaTouHocTH, passutuio CJ1 [32, 34].

Bosbllioe BHUMaHUE B MOCIEHUE TOfIbl YACISETCS POJI
HanboJIee YacTo BCTPEUYAIOLIMXCS MPU TEMOXPOMATO3€ My Tl
C282Y u H63D HFE-rena B pa3sutun CJI. Tak, 110 JaHHBIM HC-
cnenoBanus D.K. Moczulski u coaBT., nammune myTtammit C282Y
sBnsieTcst pakTopoM pucka pa3BuTus CI2 [oTHOCHTENLHBIN
puck (OP) 3; 95% nosepurenbHbiit untepsan (A1) 1,6-17,3],
H63D — nadernyeckoit nepponatum (OP 1,5; 95% U 1-2,1)
[35]. Pe3ynbTaTe! gpyroit pa6oTsl [36] mpogeMOHCTpUpOBaIn
cBsizb CII1 u C282Y (OP 4,6; 95% U 2,0-10,1). BiiBUHY THI
TIPEJIIONIOKEHNST O BOBMOSKHOCTH BBISIBIICHUS [JAHHBIX MYTaLMi
B KauecTBe Mapkepa pa3putusi CII y maumeHToB ¢ reMoXpoma-
To30M [34-36].

AAKOroAbHas GOA€3Hb MeYyeHH

AnxoronbHast 6oe3nb neuenn (ABIT) — knmHrKO-MOpdo-
JIOTMUeCcKOe MOHSITHE, BKIIOYAIoLIee HECKOJILKO BAPUAHTOB T10-
BpEXK/ICHHS MAPEHXMMbI IEUSHHU BCIIEAICTBUE 3J10YNOTPEOICHNUS
aJIKOTOJIEM — OT CTeaTo3a /10 aJIKOroJIbHOTO renaruTa (crearo-
TernaTnTa), YTO B KOHEYHOM UTOTe MPUBOANT K PA3BUTHIO (PUO-
po3a, LUIT u I'LIK [37].

B 38% cayuaes ABII conpoBoxk/aeTcst pa3inyHbIMUA HapYy-
LIEHUSIMU YIJIEBOJHOIO 00MeHa, B 44% — nuarnoctupyercst ClI.
[unabetorennbie 3(peKThl aTKOTOJsl BKIIOYAIOT HEMOCpes-
CTBEHHOE TOKCHYECKOE BO3/IEMCTBIE Ha [3-KJIETKHU TOJPKEITy /104~
HOW KeJe3bl, THFMOMPOBaHUE CEKPELUN UHCYJIMHA U Pa3BUTHE
NP, oxxupeHne, 00yclIOBJIEHHOE BHICOKOI KaJIOPUITHOCTBIO aJl-
KOroJisi, a Tak>Ke Hapyuenue ¢yHkuuu neuyenu [3, 38, 39].
B aKcnepruMeHTabHBIX MCCIIE/IOBAHUSIX MPOJIEMOHCTPUPOBAHBI
yMeHblIeHUe 00beMa MOJKENyAOUHOIl XKene3bl U aTpocust
[3-KJ1eTOK y KpBIC, MOJIBEPraBIINXCsT XPOHMIECKOI AIKOTOJILHON
nHTOKCcHUKayu [39].

[ToMruMO M3yYeHNst BO3MOXKHBIX MATOTCHETUUYECKUX MeXa-
HU3MOB BIIUSIHUS ajikorouist Ha pazsutue CJI, 6oJblioe BHUMA-
HUE YJieJsieTcsl U MPAKTUYECKON COCTAaBJISIOIEN UX B3aMMO-
ces3u. Tak, B mpocnekTuBHOM uccaenoBanuu [40], uenbio
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KOTOPOT0 ObIJI0 OnpefenuTh pick Bo3HrkHOBenus: CI12 npu mo-
TpeOJIeHNH aAJTKOToJIsl, TOKa3aHo, UTO YNOoTpebJeHne ero B 103¢
>270 T B HefleIto B 2 pasa nosbIiaeT puck 3adonesanns CJ12 no
cpaBHeHMIo ¢ jo30# 60—120 r B Hepemo. Yo KacaeTcs Buja al-
KOT'OJILHOTO HanmuTKa, To puck pa3sutust C[12 y MyskunH cpef-
Hero BO3pacTa, YNoTpeOJsolMX KPenKue ajaKoroyibHbie Ha-
Tk, Ha 80% Bbille NO CPAaBHEHUIO C MY>KUMHAMU,
yNOTPeOJISIIOLMMU CIa00ATKOTOJIbHbIE HAMUTKH.

[ToTeHumanbHy!0 OMACHOCTD sl GOJIBHBIX, CTPATAIOIINX
CJ1, MOTYT NpeACTAaBIISITh TUMOTTIMKEMUYecKre 3(h(eKThI aIKo-
roJjist Ha (hoHe NMpueMa HEKOTOPBIX CaXapOCHUXKAIOLLMX Tperna-
partoB 1 uHCcyaMHa [41]. MHOro4MciIeHHble UCcCeJOBaHUs fie-
MOHCTPUPYIOT 3HAUNTEIILHOE CHIKEHNE YPOBHSI MIMKEMUU TIPU
ynoTpebsieHnt Jjaxke HeOOobIIuX 703 ankorous. [loaTomy manu-
enram ¢ CJI pekoMeH/I0BaHa KOPPEKLUsl CaXapOCHUKAOLLEH Te-
panuu B ciydae ynotpe6JeHus! ajaKoross.

Linppo3 neyenn

LTI, mo onpenenennto BecemupHOi opraHusanum 3apaBo-
oXpaHeHwus!, — 3To AU y3HBIN MPOLECC, XaPAKTEPUYIOLIUICS
¢ubpo30M U TpaHcopMalyeil HOpMaIbHOI CTPYKTYPbI OpraHa
¢ obpasosanueM y3noB. LI1 knaccuuyupyeTcs B 3aBUCUMOCTH
OT MOP(OJIOrMYECKUX U3MEHEHUI NIEUEHU, ITHOIOMMYECKOrO
¢akTOpa M BBIPAXKEHHOCTU IIE€YEHOYHOM HEJO0CTATOYHOCTU
(ITH). Ja1st oueHKH TsisKecTu cocTostHus 60sbHbIX ¢ LIIT npume-
HsteTcs Knaccudukanust o Child-Turcotte-Pugh (em. Tadauy),
cornacHo Kotopoil knaccsl A, B, C cOOTBETCTBYIOT JIETKOI,
ymepenHoit, Tsixkenoi [TH [42, 43]. LI npencrasnsieT coboit
¢unanbHyto craguto psjga X3I1. [TosTromy naroreneTnyeckue
MEXaHU3MBbI €ro BIIMSHUS HA YTJIEBOJHbIN OOMEH ONpefesIsitoTCst
nepBUYHbIM 3a0o0seBanueM. L1 xapakTepu3yeTcst BbIpasKeHHO
TUNOKCUEN TeNaTOLUTOB, YTO IPUBOANT K MHTEHCU(UKALUU pe-
aKUUM BOCTAJIEHUs] MyTeM aKTHUBALUK MHYLUUPYEMOro I'MIO-
Kkcueil ¢pakropa-1 (anrn. Hypoxia-inducible factor 1-alpha,
HIF-1), KoTopblil KOHTPONUPYET MPOAYKLHIO TPOBOCTIATNTENb-
HBbIX OEJIKOB M XEMOKMHOB KJIETKaMH >KUPOBOW TKaHW [13].
B KOHEYHOM cueTe, 3TO YCUIIMBAET BCE BbIILICONICAHHbIE BHYT-
pUKIeTOUHbIe MexaHu3Mbl, mpuBopsue K VP [3, 13]. Ocoben-
HOoCTbO MauueHToB ¢ LTI sBisieTcsl BbIpaXKEHHOE CHMXKEHUE
¢yHKUMIT IEYEHH, YTO BAMSIET HA (PapMAKOKMHETUKY JIEKAPCT-
BeHHbIX cpefcTB (JIC), B pe3ynbraTe yero oobruHble 10361 JIC
C NMEeYEHOYHOI1 9KCTpaKLyeil 061afaloT BEICOKUM PUCKOM Mepe-
JO3UPOBKU U MOT'YT BbI3bIBaThb TSKEIIbI TOKCUUECKUI 3hpeKT.
OcraeTcst HesICHON 3THOJIOTHsT IepBuyHOro Gunmapuoro LIIT.
O6c¢y>x1aeTcs 3Ha4YeHUe reHeTUYeCKOi MPeipacnooXKeHHOCTH,
UMMYHHbIX HAapyLLEHUi1, 0aKTepUaIbHbIX, BAPYCHBIX U IPYTUX
arenToB. Cs3b nepsuuHoro 6unuapHoro HIT u CJI npaktuye-
CKU HE U3yUeHa, B OCHOBE €€, BEPOSITHO, TakxKe JiexKut HP.
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3.A. KaambikoBa 1 coasr.

OcCo0eHHOCTH AMArHOCTHUKHU U AeyeHus1 CA
y naumenToB ¢ X3I1

Ocobennocmu Kaunuyeckoii kapmunwt C/] y nayuenmos
c X311
B nacrosiee Bpemsit CJI B cxojie MOBpeKACHNS TIeUeHH,, CO-
IJIACHO COBPEMEHHOM KilacCu(UKALUK BEAYLIMX MEAUUUHCKUX
accoumaumii CIIA, EBponibl u Poccun, He BBIJIENSIIOT B OT/IEITb-
Hy10 hopmy, ofHako «renatorenHbiii C[1» nmeeT HEKOTOpPbIE
0COOEHHOCTH:
1) pexxe accoummpyeTcsi ¢ TakKuMu (pakTopamu, Kak BO3pacT,
MHJIEKC MacChl Tejia U ceMeiHbni aHamue3 C/1;
2) pexke acCcouMMpyeTcs ¢ MUKPO- ¥ MaKpOCOCYANCTBIMU
OCJIO>KHEHUSIMU
3) yaile acColMMPYeTCs ¢ TUMOTTMKEMUYECKUMU 3MU30aMH
B pe3yJibTaTe HapylleHus! (hyHKUUU neueHu [44].

Ocobennocmu HeKOMOPLIX 1AO0PAMOPHBLIX NOKA3ame-
aeti u memabdoauama JIC y 6oavnwix ¢ X311

ITpuMeHeHMe CTaHAAPTHBIX METOJIOB /15l OLIEHKU COCTOSIHUSI
yrieBojiHoro ooMeHa y 6ombHbIX ¢ X3I1 umMeeT HeKOTOpbIe 0Co-
GeHHOCTH.

Taukuposarnulii 2emoenobun (HbAIc). Yposenb HbAlc
y nauueHToB ¢ X3I1 He Bcerja JOCTOBEPHO OTPAXKAET COCTOSI-
HHE yTrieBoHoro oomMena. Ilpu ero onpepeseHnn HeOOXOUMO
YUYUTBIBATH (PAKTOPBI, BIMUSIOIINE HA MPOAOIKUTEIBHOCTD
>KU3HU 3pUTPOLUTOB: HapyllleHnst OOMeHa KeJjie3a, 3a00JieBa-
HMSI CUCTEMbl KPOBU, FMNEPCIJIEHU3M, NIPUEM NIPenaparos,
BIIMSIIOLIMX HA CUCTEMY KPOBETBOpPEHUs (Hampumep, pubaBu-
PUH CHMXXAET NMPOJOJIKUTENbHOCTh >KU3HU PUTPOLUTA J10
40 nueit).

DpyKkmo3amuHm SIBISIETCS] yCPEAHEHHbIM 110 BPEMEHU UHTer-
PaJIbHBIM MOKA3aTesIeM KOHLEHTPALMH TJIFOKO3bI KPOBH 3a 3 Hefl,
npefecTByouye u3mepennto. [lpeacrasiser codoit COBOKYM-
HOCTb INIMKMPOBaHHbIX OEJIKOB MI1a3Mbl, OCHOBHYIO 4aCTh KOTO-
PbIX COCTABJISIET IIIMKUPOBAHHBIN albOYMUH.

OnpepienieHne COCTOSIHYSL YTIIIEBOJHOIO OOMEHa MO JAHHOMY
MOKA3aTeJt0 PEKOMEH/JOBAHO MALUEHTaM C JIETKOW U yMEpeH-
Hoti [TH / koMneHcupoBaHHbIM 1 cyOkomneHcupoBaHHbIM LTT
no Child-Pugh. Tszkenas ITH xapakTepusyercs CHUXKEHUEM
CHUHTETHYECKON (PYHKUMU MEYEHU, YTO MPUBOJAUT K IMIIONPO-
TEMHEMUH, K TUNMOaIbOyMUHEMUH, YTO BEleT K CHIKEHUIO
yYPOBHSI (PpyKTO3aMHUHA. Y POBEHb (PPYKTO3aMHUHA HE 3aBUCUT
OT 9PUTPOLUTOB U OTPAXKAET COCTOSIHUE YITIEBOAHOIO OOMEHa
3a BpeMsl, KOTOpPOEe COOTBETCTBYET MEPUOAY MOJYBbIBEICHUS
anbOyMHUHA, TIOITOMY €ro ONpefie/ieHne Y NallMeHTOB C COMyT-
ctByromumu X311 nmpeanoytuTeabHee, OHAKO HEOOXOAUMO
MPUHUMATBH BO BHMAaHUE YPOBEHb O0LLEro 6eka, alboyMuHa B
ChIBOPOTKE KPOBU.

CaMOKOHTPOJIb TIIMKEMUH C TIOMOLIBIO TIIFOKOMETPOB, CH-
CTEM HENpPEePbIBHOIO MOHUTOPUHIA PEKOMEH/I0BAaH BCEM MaleH-
Tam ¢ CJI He3aBUCHUMO OT COIYTCTBYIOLIEH MAaTOJIOTUHU, €ro Ya-
crora 3aBucut ot Tuna CJI, nonyyaemoii Tepanuu [6].

Eumie opiHOMl OCOGEHHOCTHIO TAMEHTOB C MATOJIOrMEen
NeYeH, KOTOPYHO0 HEOOXOIMMO YUUThIBATh NPU HA3HAYEHUU Me-
[AMKAMEHTO3HOM Teparuu, sSBIsSeTCs] PUCK Pa3BUTUS renaTope-
HasnbHoro cunapoma (I'PC) — yHKUMOHAIBLHON TOYEUHOI HEfl0-
CTATOYHOCTHU, MPOTEKaroleil 6e3 OpraHn4ecKuxX W3MEHEHHUN
nouek. Kmunueckas kaptuna ['PC onpepensiercst coueranmem
CUMIITOMOB OCTPOI1 IIOUEYHOI HEJOCTATOUYHOCTH C NPOrPeccH-
PYIOLLEH TeYeHOYHOM HEJJOCTATOYHOCTBIO U MOPTAJILHOM TUIep-
TEH3HUEel: XapaKTepHbI XKaXK/1a, anaTusi, cabocThb, yBeJIMUeHNe
>KMBOTA B 00beME, CHUXKEHNUE apTepUaIbHOIO JIABJICHNUS], BO3-
MOXKHO HapacTaHue >KeNTyXU, OJurypust. IaMeHeHus: B MOueBOM
ocajike npu I'PC MoryT ObITh MUHMMAJIbHBI U OOHAPY KUBATHCS
penko [45, 46]. MexxnyHapogHOe 006IeCTBO 10 N3YUESHHUIO ac-
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uyTa A8 ycranosaenus auarsosa 'PC pekoMeHjryeT ncnosb3o-
BaTh ciefyolme Kputepun [47]:

o [IIT ¢ acuuTom;

® KpeaTHMHUH CbIBOPOTKHU
(133 Mr™MoITB/T);

® HE OTMEYAeTCs] CHUXKEHMsI CBIBOPOTOYHOIO KpeaTHHHMHA
ke 1,5 mr/an (133 MKMOJIB/T) mocne ABYXJHEBHOM OT-
MEHbI JIMYypPEeTHUYECKOIl Tepanuu M BBEJCHUS KUJKOCTU
¢ anbOyMUHOM (peKoMeHjyeMasi fo3a anboymuHa 1 r/kr
B CYTKU 10 MakcuMasbHou 1o3upoBku 100 1/cyT);

® OTCYTCTBHUE IPYTMX NPUUMH JIsl pa3BUTHUS IOYEYHOI Hejl0-
CTATOYHOCTH (LIOK, CENICHC, YMEHbILIEHnEe 00'beMa LPKY-
JIMPYIOLLEH M1a3Mbl, UCTIOJIb30BaHNE HE(PPOTOKCUYHBIX Jie-
KapCTB);

* MCKJIIOYEHbI NAPEHXMMAaTO3Hble 3a00/1eBaHNs OYEK MpU
Hanmuuu npotenHypun >500 Mmr/cyT, MUKporeMaTypuu
(>50 spurpouuTOB B MHOJIE 3PEHUS]) W/MIM U3MEHEHUMl
MOYEeK MPH yJIbTPACOHOTpaun.

J171s MTOCTaHOBKM JIarHo3a HEOOXOIMMO HaJIM4uKle BCeX Kpu-
TepueB. O0s3aTeIbHO MPUHUMATH BO BHUMaHUE BO3MOKHOE CO-
uyeranue I'PC ¢ gpyroii naTojorueii nouyek, Koropast He 00-
YCJIOBJIMBAET B JIJAHHBIM MOMEHT TSIXKECTb COCTOSIHMS TALeHTa,
HanpuMep auabeTuyeckoil HeponaTHe.

Panee «3010TbIM CTaHAapTOM» JUArHOCTUKM MOYEUHON
HejocTaToYHOCTH y nauueHToB ¢ L1 sBisnocs onpenenenne
YPOBHSI CBIBOPOTOYHOTI'O KpeaTrHnHa. OIHAKO B HAcToslIee
BpeMsl YCTAHOBJIEHO, YTO CbIBOPOTOYHbII KPEaTUHUH Y 60JIb-
HbIX C fiekomrneHcupoBaHHbIM LIIT 1 acuuTom He oToGpaxkaer
WCTUHHON CKOPOCTH KITy004KOBO# pusbrpanun. OueBujHoO,
9TO MPOUCXO/IUT M3-3a HapyLIeHUs1 00pa30BaHusl KpeaTHHUHA
U3 KpeaTHuHa B TKAHU MEeYeHU, B Pe3yJIbTaTe Yero B OMOXMMU-
YEeCKOM aHaJM3e KPOBHU orpefessieTcs 6osee HU3KUI MoKa3a-
TeJlb CLIBOPOTOYHOTO KPEATHMHUHA MO0 OTHOIIEHUIO K (hakTH-
YeCKOU CKOPOCTH KiTy6ouKoBoil (punbTpanmu. Hedpomoramm
OMpeJIeNIEHO MOHATHE OCTPOrO MOBPEXKAEHUS MOYEK KaK OTHO-
CUTEJIbHBII TPUPOCT K aOCOJFOTHOMY MOBBIILIEHUIO KpeaTu-
HUHA B CBIBOPOTKE KPOBM Yy MAlMEHTOB C 3a060JIeBaHUEM
nouek. Ha MeskiyHapogHOM KOHrpecce 10 U3YUYEeHHUIO eYeHn
(2014) pexoMeHAOBAHO MOJB30BATHLCS ITUM K€ TMOJXO0M
B JIMATHOCTHKE OCTPOTO MOBPEXK/CHUS TOYEK Yy MalMeHTOB
¢ LI1. HauMeHbIMM TOBBIILIEHUEM YPOBHSI CHIBOPOTOYHOTO
KpeaTHHNHA, KOTOPOE CMOCOOHO OTPA3NUTh 3HAYMTENLHOE CHU-
SKEHHUE BBIKMBAEMOCTH, TPUHSATO CUUTAThH 26,4 MKMOJB/I
B TeueHue 48 u [48, 50].

KpoBM Bbime 1,5 wmr/an

3akAloueHue

IIpakTryecku Bce 3a00J1€BaHNsI TIEYEHN CONPOBOXKAAIOTCS
HapylIeH’eM yrieBogHoro ooMeHa. CyliecTByeT CUIbHas a-
TOr€HETUYECKAasl B3aUMOCBS3b HApYyIIEHUil yIJeBOJHOIO 00-
meHa u psaa X3I1. Onucanbl MeXaHU3MbI, TPOBOLUPYIOLITE
MeTaboJN4YecKHe U ay TOMMMYHHbIE HApYyIIEHUS TPU Pa3BU-
Tuy pasnuunbix X311, npuBopsiuue K creatosy, P, Hapyie-
HUIO TOJIEPAHTHOCTH K rioko3e u pa3pututo CII. B nemom,
KJIFOYEBasi POJib B Pa3BUTUM HAPYLLIEHUI YIIIEBOJHOTO OOMEHa
npuHagnexut WMP. Mexanusm ee (popMHUpOBaHUS CIIOKEH
U SIBIISIETCS. Pe3YJIbTATOM B3aMMOJENCTBYUSI MHOTOUUCIIEHHbIX
MeTab0JMUECKUX, TEHETUUECKUX U BHYTPUKIIETOUHBIX (pak-
TOPOB, IOHUMaHKE KOTOPbIX Oy/IeT CNOCOOCTBOBATH MOUCKY
61OMapKepoB 3a00JIeBaHUSI U MULIECHEN [T MEIUKAMEHTO3-
Holl Tepanuu. MimeroTces onpefelieHHble 0COOEHHOCTH AUArHO-
CTUKM HapyllIeHWil yrJIeBOAHOrO O0OMeHa Yy OOJbHBIX
¢ X3II, yTo HE0OXOUMO YUUTHIBATH NMPU JIEYEHUU JJAHHbBIX
MalUEeHTOB.

ABTOPBI 3asIBJISIIOT 00 OTCYTCTBUU KOH(IMKTA MHTEPECOB.
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