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BKnMHMKe BHYTPEHHMX 60N1e3HEN 3a4acCTyo NOparKeHus
cepaua CoCyLLeCcTBYIOT € 3ab60/ieBaHUAMU MEYEHMU.
TaK BblpaKeHHas M ANUTENbHO CyllecTBylolas cepaed-
Has HeaoCTaTOMHOCTb MPUBOAMT K 3acToMHOMY dubpo-
3y NeYeHn M KaK cneicteuve HapylweHutio ee dyHKuuu. B
pe3ynbTaTe OCTPOM cepAevyHOM HefoCTaTOYHOCTU MOXKeT
pPas3BUTbLCS MILEMUYECKUIN renaTtuT, OTINYatoLMIACS BbICO-
KUM LMWTOM30M M ObICTPOM €ro AMHaMWKOW. M3BECTHbI
NPUYKHBI, Bbi3blBalOWME KaK NoBpeXaeHne cepaua, Tak
M NeYeHU: HeKoTopble NHDEKLMOHHbIE M Napa3uTapHble
3abofeBaHUsa (HanpuMmep, 3HTEPOBMUpPYCHaA WHeKuus);
MeTabonmMyeckue paccTponcTBa (Hanpumep, Hacneg-
CTBEHHbIN FEMOXPOMATO3 U HEaNKOro/bHbIM cTeaTorena-
TUT); CUCTEMHbIE 3a60eBaHUA COEAUHUTENbHOM TKaHU U
BaCKYNUTbl; @ TaKXe HEKOTopble TOKCWHbLI. Elle coBcem
HeAaBHO LUMppOTMYECKasa KapauoMuonaTus onucbliBanach
B pa3gene opdaHHbix 3a6oneBaHui (rare disease, orphan
disease) — 3aboneBaHui, 3aTparnBalonX HEOONbLIYIO
YyacTb nonynsauum [1].

OagHO M3 nepBbIX onMcaHWN HapyweHus GYHKUMK
cepaua y NaLneHToB C LMPPO30M NMeYeHu 6b110 caenaHo B
nanekom 1953 rogy Kowalski HJ. n Abelman WH.. ABTo-
pbl HALWAW Y YaCTU NALMEHTOB C aJIKOrO/bHbIM LIMPPO30M
neyexu (y 1/3) yBennyeHume cepaeyHoro Bbibpoca B no-
KOe M HU3Koe nepudepryeckoe cocyanucToe conpoTuane-
Hue [2,3]. lonroe BpemMs uccnegoBartenu U NnpakTnyecKkue
Bpayn OTHOCMN AaHHbIN GEHOMEH UCKIOYUTENBHO K TOK-
CUYECKOMY BO3AENCTBMIO alKOrons.

OpaHako B KoHLe 80-x rofoB MosiBUAMCb COOOLLLEHNSA
06 M3MeHeHUsaX GYHKUMW cepaua npu LUMppo3e MneyeHu
HeanKoronbHon atuonormn [4,5,6,7]. Ha gpaHHoOM 3Tane
CTano W3BECTHO, YTO COCTOATENbHAA B MOKOe QYHKUMS
cepjua B CTpeccoBOM cuTyauunn agekomneHcupyetca. Laffi

G. ¥ KOnneru npoaeMoHCTPMpPOBasn, 4YTO Y NaLMEHTOB C
LMPPO30OM NevYeHU HeanKorobHOM 3TMONOIMMKN B OpPTOCTa-
3e reMmoMHaMMKa OoT/in4aeTca OT 340POBbIX AJOOPOBOJIb-
LeB: HapywaeTcs auactosnyeckas OyHKUMA MUOKapaa
NleBoro enygoyka [8]. Wong F. # COTPYAHUKMK YCTaHOBM-
NI, YTO NPU LMPPO3€E MEYEHU CHUKAETCH TONEPaHTHOCTb
K ®U3MYECKOWN HarpysKe 3a cyeT runeptTpodmn MMoKapaa
NIEBOr0 Xenyao4yKa; HapyweHWn AnacToIMY4ECKOW, WHO-
TPOMHON W XPOHOTPOMHOM GYHKUMK NEBOro enygodka
[9]. Moreau R. u coaBTOpbl 0GHAPYXWIN aHOMaNbHbIM MO
NPOAOIKUTENBHOCTM NPECCOPHbI 3PPEKT Ba3onpeccunHa
y NauMEeHTOB C LMPPO30OM MEeYEHU B OTAMYME OT rpynrbl
cpaBHeHusa [10]. HapyweHuss cucTonnyeckomn byHKUMK
JIEBOrO enyao4yKa y NnauMeHToB C LMPPO30M, MO AaHHbIM
Wong F., ycyrybnsaiotcs npu n36bITOHHOM MOCTYNJIEHUN Ha-
TPUSA, N NPOABALAIOTCA CUCTEMHOM Ba3oaunaTaunen 1 CHu-
}eHuneM npegHarpysku [11].

Takum 06pa3om, cerogHs M3BECTHO, YTO LMPPO3 ne-
YEeHW MOXKeT COoMpoBOXAATbCHA HapyweHneM  PyHKLUMK
cepAua, NaTeHTHbIM B MOKOeE, U NPOSBASAIOWMMCS N0 BO3-
JencTBnemM crtpeccoBbix daKkTopoB. CTpeccopamu MoOryt
CNYyXUTb du3nonornyeckune, puandeckue, dapmakonoru-
YecKune 1 apyrue npuYmHbI.

B 2005 roagy pa6o4as rpynna, coctosiuas u3 aBTopu-
TETHbIX renaTosioroB U KapauMonoros, MNpuHSana onpege-
JIeHue UMPPOTHYECKOH Kapagunomuonatuu. LivppoTtu-
YyecKasd KapauomuonaTus, no OonpefesieHU0 3KCNepTos,
aBnseTca ogHON M3 GopM XPOHUYECKOW cepaedHon auc-
OYHKUMN U XapaKTepPU3YEeTCH CHUKEHMEM COKPATUMOCTH
B OTBET Ha CTpecc U/Uin U3MEHEHUEM AMACTONUYECKOMN
QYHKUMKU C 3aNeKTPOPU3UONOTrMYECKUMHU OCOBEHHOCTAMM
B OTCYTCTBME APYruMx M3BECTHbIX 6one3sHen cepgua [12].
Taknm 06pa3oM, KOHCTaTUpoBaHbl 00LWmMe Noaxoabl K ava-
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FHOCTUKE JaHHOro NaTo0rMyecKoro COCTOAHUS C LEeNbio
YTOYHWUTb PacnpPOCTPaAHEHHOCTb, CUCTEMATU3NPOBATL W3-
y4yeHue u BbipaboTatb 3IPOEKTUBHYIO TaKTUKYy BeOeHUs
TaKMX NaLneHToB.

Beuay oTcytcTBMS OO0 HedaBHEro BPEMEHWU YEeTKUX
KpUTepmMeB UWPPOTUYECKOM KapaAuomMuonaTuu pacnpo-
CTPAHEHHOCTb €e OCTaeTCcd Heu3BeCTHOW. [10 MHeHuto
Soon Koo Baik 1 Konner Takue oTanMyuTeNbHbIE MPU3HAKK
LMPPOTUHECKOM KapaAMoOMMUONaTun, Kak yajIMHEHUE UHTep-
Bana QT v gnactonnyeckas AMCPYHKLMA MUOKapaa ne-
BOrO enyfgoyka, onpegensemas npuv 3XoKapaMoCKOMUu
NPUCYTCTBYET y GOJbWMHCTBA MaLUMEHTOB C LMppo3amMu
nevyeHun knacca B u C no Child-Pugh [1]. Mo Hawum aaH-
HbIM Y 18% nauneHToB C LMPPO3aMn NeYeHn NpUCcyTcTBy-
toT QKIM-NpM3HaKN LUMPPOTUYHECKOM KapaMoMMonaTum BHE
3aBMCUMOCTHM OT Knacca TSAXKECTU LUMppo3a NeYeHn u ero
3TUONOI UK.

laTtoreHe3s UMPPOTUYHECKOM KapaAuMOMMONaTUKU B Ha-
cTosilLee BpeMs NPOAO/IXKaeT aKTUBHO N3y4aTbCs.

COoKpaTUMOCTb KapAMOMMOLIUTOB B OCHOBHOM pery-
IMpyeTca CTUMynsaumen B-agpeHepruyecknx peuenTopos.
CBA3blBaHMe agpeHanuHa/ HopajapeHanuHa Ha (B -agpe-
HEpPruyecKkux pelentopax MNpPUBOANUT K B3anUMoAenNCcTBue
peuenTopa U cBf3biBalolWero 6enKa M3BeCcTHOro Kak Gs
unu ctumynupytowero 6enka. B peaynstate akTUBUpyeTCS
Apyron meM6paHoCBA3aHHbIN 6E0K — ajeHunaTunKnasa.
KoHeuHbIM pe3ynbTaTtoM ABASETCS MPOM3BOACTBO LMKIN-
yeckon AM® n3 ageHosuHTpudochata. benok Gs Takke
y4acTByeT B MNPSIMOX aKTUBaALWKW KasibLMEBbIX KaHanos
CapKoseMMbl. TO cNOocO6CTBYET NPUTOKY KanbUKUA B LM-
TOonnasMy KapaAMOMMOLMTOB M UX COKpauieHuto [13]. B
aKcnepumeHTe Algahtani SA n Konnern o6HapyXUIn nNpu
UMPPO3€ HECKONbKO OTKIOHEHUN GYHKLMOHUPOBAHUS
B-aapeHepruyecKmx CUrHanbHbIX NyTEN: CHUXKEHUEe NnoT-
HOCTM [B-agpeHepruyeckux peLenTopoB; YMEHblUEHWE
KOHUEeHTpauun Gs —6enKa; HapyleHne akTMBHOCTH aje-
HUNaTunKNasbl, YTO NPUBOLAUT K CHUXKEHUIO COKPaTUMOCTHU
KapavomuounTos [14].

Ansa paHHen v No3jgHen penonapusaunn KapamMomu-
OUMTOB HEeO6XOAMMBbIM YCNOBMEM SBNSAETCS aKTMBaLMS
KanuneBbIX KaHanoB, cpein KOTOpbIX BbIAENSAIOT TPU Tuna
[15]. Ward C.A v Konneru B aKCNepuMeHTe noKasasu, 4to
npuv UMPPO3€e MNevyeHU MPOUCXOLAUT CHUXKEHMWE MJIOTHOCTU
TOKa A/ BCEX TPeX TUMOB KalMEBLIX KAHaNoB, YTO MOXeT
cnoco6c¢cTBOBaTb yAIMHEHUIO MHTepBana QT-nHTepBana y
NauMeHTOB C LIMPPO30OM NEeYEHMU.

Kpome TOro, nokasaHo HapylweHue NPOHULLaeMOCTHU
KJIETOYHbIX MeMbBpaH B CBA3W C UBMEHEHUSMU B NUNNI-
HOM ee cocTaBe Mpu LMppo3e, YTO NPUBOAMUT K Hapylue-
HUIO PYHKLMOHUPOBaAHUS B- aApeHepruyeckunx peento-
pos [16,17].

EcTb 1 apyrne MHrnéupylouwme CoKpaTuTenbHY Cro-
COOHOCTb KapAMOMWOLIMTOB MNyTW, Hanpumep, IHAOKaH-
HabWHOMAHAA cuUrHanbHaa cuctema. KaHHaOUHOWAHbIE
peLenTopbl — Kacc KIETOYHbIX PeLenTopoB, NpuHagie-
Xalwux cemenctBy G - NpPOTEMHCBA3AHHbIX MeMOpPaHHbIX
peLenTopoB U CBA3bIBAOWMXCH C 3HAOMEHHbIMU (@HaH-
AaMUAOM W 2-apaxWAoHUATIULEPUHOM) U 3K30reHHbIMU
NIraHgamu (Co6CTBEHHO KaHHabuUHOMAaMN U UX CUHTETHU-
YeCKMMU aHanoramu). U3BecCTHbl ABE Pa3HOBUAHOCTU KaH-
HaGUHOMAHbLIX PeLenTopoB MaeKonutaouwmnx: Kb, (B LeH-
TpanbHOW U Nepudepu4ecKon HEPBHOW cCUCTEME) U K52
(NpenmMywecTBeHHO B UMMYHOKOMIMETEHTHbIX M reMono-

3TUYECKMX KneTKax). Ha KapanomuoumTax NpUCyTCTBYIOT
peuenTopbl KB, MocpeacTBOM KOTOPbIX MHTMGMpyeTca
aKTMBHOCTb afleHUNaTUMKNasbl, CHMKaETCs NPUTOK Kallb-
umsi. B pesynstate npu aktuBauun Kb, peuentopoB Ha-
6ntoaeTcsa oTpULaTeNbHbIM MHOTPOMHbIN 3ddeKT. B ecTe-
CTBEHHOM COCTOSIHUM JaHHble peLenTopbl aKTUBMUPYIOTCS
aHaHgamMugamu M Croco6CTBYIOT TOPMOXKEHMUIO TMMepaK-
TUBHOCTH, BbI3BaHHON M36bITKOM AodamumHa. BBegeHne B
OpraHM3M 3K30reHHbIX KaHHabMHOMAO0B BO34ENCTBYET Ha
KB, — peuenTopbl aHanorM4HbIM 06pa3oM, HO 3Ha4UTESb-
HO 6051ee MHTeHcMBHO [18].

B 340poBOM neYeHu IKcnpeccuss KaHHaABWHOMAHbIX
peLenTopoB MUHMManNbHa. OgHaAKoO MpW MPOrpeccupyto-
LWMxX 3a6oneBaHUAX NeYeHn ponb CUCTEMbI IHAOKAHHAOM-
HOMAOB 3HA4YUTENbHO BO3pacTaeT. [JJoka3aHo ee y4yacTue
B MaTOreHes3e HeanKoroabHOro cteatorenartuTa, Guépore-
He3e, UMppoTMHECKOM KapanommonaTtum [19,20,21].

HeratMBHOe BAWSHME Ha COKPATUMOCTb MMUOKapAaa
OKa3blBalOT TaK e OKCcUf a3oTa U okcug yrnepoga. O6e
cy6CTaHunM 06pasyoTcs B LIMPPOTUYECKOM CcepaLe npwu
aJanTUBHO MOBbIWEHHON aKTUBHOCTM cuHTeTasd (NO cuH-
TeTa3bl U FTEMOKCUIeHasbl) U CTUMYINPYIOT o6pa3oBaHue
UMKINYeCcKoro ryaHosmHmoHodocdaTta. B cBolo oyepenb
UMKIMYECKNIM ageHO3MHMOoHodochaT aKTUBUpPYeET npoTe-
MHKWMHa3y G, KoTopas 3aJep)KUBaET TOK KalbUWS B LM-
TonnasmMy KapauvomuoumtoB. CTUMynaumsa obpasoBaHuUA
OKCKMAa a30Ta CBfA3aHa TaKXe C YBE/IMYEHUEM cOofepKa-
HUS LUMTOKMHOB MPU LMPPO3€e NEeYEHU, B HaCTHOCTU dakK-
Topa HeKpo3a onyxonu & [22]. B agpyrom akcnepumeH-
TanbHOM uccnegoBaHmu Liu H. 1 Konnern nokasanu, 4To
nNpY LMPPO3E NeYeHn B XKenygoyKkax cepaua noBblwaeTcs
cofeprkaHne aKTUBHOM GOPMbl TEMOKCUIreHasbl, a UHIMU-
6upoBaHue ee PyHKLMM C NOMOLLbIO LMHKa npoTtonopdu-
pyHa ynyylwaeT COKpaTUMOCTb MUMOKapaa [23]. B uenowm,
3TV AaHHble MOATBEPKAAIOT PONb OKCMAa a30Ta U OKcuaa
yrnepoja Kak MHFrM6UTOPOB COKPATUTENIbHON GYHKLMN M-
oKapza.

Yrke B 2008 rogy Liu H. v Konnerun udy4vanu ponb aaep-
Horo ¢aKtopa Kanna B v Hawnu, 4To ypoBeHb SAEPHOro
daKTopa MoBbIWEH NPU LMPPO3E MEYEHU U B3aMMOCBS-
3aH C CUCTO/IMYECKOW W AMaCTONIMYEeCKOW AUCHYHKUUEN
cepaua, 4YTO XMMUYECKMM MHITMOBUPOBAHMEM aKTUBHOCTH
aaepHoro GakTopa BO3MOXKHO yay4waeT GyHKLUMIO cepala
[24].

HakoHeu, Lin RS. w Konnerun nokasanwu, 4To 3HAO-
TOKCUMHEMMUS Yy NALMEHTOB C Nporpeccupyommm 3aéone-
BaHUAMW NEYEHM TEM BbILIE, HEM BbllE aKTMBHOCTb XPO-
HMYECKOro renaTuTa v Knacc TSXecTu umpposa [25], B TO
e BpeMs 9HAOTOKCUHEMUS CNOCOBCTBYET YMEHbLLEHUIO
KOHUEHTPaUMKn KanbLma B LMTOMIa3Me KapaMoM1MoLmMToB
M TEM CaMblM NPUBOAMUT K HAPYLIEHMIO COKPATUMOCTH MU-
OKapfia v gedopMaumn XKenyago4KoBOro KomnaeKkca [26].

Takum o06pa3om, O MnaTtoreHese LWPPOTUYECKOMN
KapaMomuonaTtum M3BECTHbl chneaywuwmne dartol. Auc-
YHKLMSA CUCTONbI U/ UK aMacTonbl cepala obycnoBneHa
aedektaMn OYHKLMKU U NNOTHOCTU [B- agpeHepruyeckunx
peuenTopoB cepaua; NPOHULAEMOCTU KIETOYHON MeM-
6paHbl; NOBbIWEHUS aKTUBHOCTU KapAMOAeNnpPeCcCOPHbIX
cybCcTaHuMM (OKCMAa a30Ta; OKcuaa yrnepojpa; saepHo-
ro daktopa Kanna B); auc6banaHcoM KaHHaBGWHOMUAHbIX
peLenTopoB. B To ke BpeMs faneKko He BCe naToreHeH-
TUYECKNE MEXaHU3Mbl GOPMUPOBAHUA LIMPPOTUHECKOMN
KapaAnomuonaTuu M3BECTHbI K HACTOSALWEMY BPEMEHM.
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F'mcronornyeckne M3mMeHeHHUsl, XxapaKTepusyouine
LMPPOTMYECKYID KapanomMuonaTuio, BKIOYAIOT MUOKap-
avanbHbIi GU6PO3; cyb6aHAOKapAuanbHbIM OTEK; BaKyo-
nn3aumio saep v uMTonna3mel KapamommounTos [27, 28].

JocTaToyHO cepbe3Hbl KIMHUYECKHUe NnocseCcTBUs
LMPPOTUYECKOM KapanomuonaTuu. Cuctonnyeckas
GYHKUMM NPU LMPPO3e MEYEHM B MOKOE, Kak npaBuno,
coxpaHeHa M COMpoBOXKAaeTcd TaXxMKapauew, BbICOKOM
dpaKuuren Bolbpoca — TakK Ha3blBaeMblM FTMNEPKUHETU-
YeCcKUM TN remoanHamMmukm [29]. lmneptpodun u gunaTta-
UMK NOoABEPXKEHbLI IeBble oTaenbl cepgua. MNpaBble cTpa-
JaloT B ciy4yae pa3BUTUS NMOPTONEroYHOW rMNepTeH3uu,
renaTony/bMOHAPHOIro CWUHAPOMA, KOMIMPECCUOHHbIX
aTeneKkTasoB, rmapoTopaKkca u ap.

HapyweHua cokpaTMMOCTM MWOKapaa W MpPU3HaKu
cepaevyHon HefoCTAaTOYHOCTU CTaHOBATCA MaHubecT-
HbIMKW B ycnoBusax ctpecca [8,9, 30], B YaCTHOCTU npw
CMOHTAaHHOM GaKTepuanbHOM neputoHuTe [31] U apyrux
WHOEKLIMOHHbIX OC/TOXHEHUSX.

Ruiz-del-Arbol L. 1 Konnern nokasanwu, 4To renato-
peHanbHbI CUHAPOM SIBNAETCH pPe3ynbTaTOM CHUXeHWe
cepaevyHoro BbIGpoca B YCNOBUAX TAXKeENOoW apTepuanb-
HOWM Ba3ogunatalnu, a CHUKEHUE cepaeyHoro Bbibpoca
npejlwectsyeT pa3BUTUIO renatopeHanbHOro CUHApPOMa
[32].

Cucrtonnyeckaa AUCOHYHKLMA MOXKET Ccnocob6CTBO-
BaTb aKTMBaLUMW cuMMNaToaapeHanoBOM CUCTEMbI, 3a-
OEPKKe HaTpua B opraHn3mMe, U TeM caMbiM yCyryonatb
acumt [11,33, 34].

OneKTpoPM3N0Nornyeckne aHomannu npeacrasre-
Hbl CUHAPOMOM yanuHeHHoro QT, Taxukapauen, 3a4acTyio
HU3KUM BONbTA)XEM Ha 3aperucTpupoBaHHOW MNoOBepx-
HOCTHOW 3NIeKTpoKapanorpaMmme.

TakTMKa BejeHMsI NaUMEHTOB C LIMPPOTUHECKOM
KapanomuonaTtuen. Ha cerogHsiWHMM AeHb HeT obule-
NPU3HAHHbIX KIMHUYECKUX PEKOMEHAAUMN MO JIeYeHUIo
LUMppPOTHUHECKON Kapanmomuonatuum. B To e Bpemsd, no-
CKOJIbKY 60/bLWIMHCTBO Clly4aeB LMPPOTUYECKON Kapano-
MHOMNaTUKN NpoTeKaeT 6eCCMMNTOMHO, AOMONHUTENBHOIO
NlevyeHns TaKMM nauneHTam He Tpebyetca. MNpu pasBuTnmn
MaHndEeCcTHOM cepaeyHOn HegoCTaTOYHOCTM NPUMEHSIOT-
ca obuwMe NpUHUMNbl BEAEHUS NauMeHTOB C cepaeyHom
HefgocTaTto4yHocTbio [35,36].

Takum o6pasom, AUNCHYHKLUMSA CUCTONbI U/UNKN aua-
CTONbl CEpALA NPU LMppo3e nevyeHn obycnoBneHa gedek-
TaMu GYHKLMM U MNNOTHOCTU [B- afpeHepPrnuyeckux pewen-
TOPOB cepaua; NPOHULLAEMOCTU KIETOYHOM MeMOpaHbl;
NOBbILIEHNS AaKTUBHOCTU KapAMOAENPECCOPHbLIX Cy6CTaH-
LMK (OKcHaa a30Ta; OKcuaa yrnepoda; agepHoro dakropa
Kanna B); auc6anaHcom KaHHaAaOGWHOUAHbLIX PELLEeNnTOPOB.

LnppoTnyeckas Kapaumomuonatus, no onpegene-
HUIO 3KCNEPTOB, ABNAETCA OAHON U3 GOPM XPOHUYECKOM
cepaeyHon ANCOYHKLUUM U XapaKTepPU3yeTCs CHUKEHNEM
COKPaTMMOCTM B OTBET Ha CTpecc W/UIuU U3MEHEHUEM
ANacToNn4eCKON GYHKLUMU C 3INEKTPOPU3NONOTUHECKUMU
0COBEHHOCTAMM B OTCYTCTBUE APYrUX U3BECTHbIX 601€3-
Hen cepaua.

KnuHuyeckne nocneacTtBusa LMPPOTUHECKON KapamMo-
MMWOMNaTUM CBSA3aHbl C pa3BUTMEM MaHU(ECTHON cepaey-
HOM HEeJOCTAaTOYHOCTHU B YCIIOBUSIX CTpecca.

[lo MHeHWIO 6OnblUMHCTBA aBTOPOB Heo6XoAMMO
OalbHeNWee N3y4yeHne JaHHOro BmMaa cepaedvyHon Hepno-
CTaTOYHOCTU ANS BblpabGOTKN 3DDEKTUBHbIX METOAOB ee
nevyeHns n NpoPuNaKkTUKK.
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