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PE3KOME. B 0630pe pacCMOTpeHO NOHSATUE BHE3aMNHoW Cepag4yHON CMePTH, NpeacTaBneHbl OCHOBHbIE TEOPUN Na-
TOreHe3a u hakTopbl pucka. Takxe npoaHanuanpoBaHbl MEANKAMEHTO3HbIE, NHTEPBEHLMOHHBIE U XUPYPrUYeckmne
METOAblI NEPBUYHON W BTOPUYHOI NpodunakTukn. OCHOBHbIMM MexaHu3mamu passutus BCC asnsatoTcs dubpun-
NALMS XeNyOo4KoB, KenyaoukoBas Taxukapamsa u acuctonus. Mpodgunaktuka BCC — ato, npexae Bcero, npodu-
naktuka NBC n XCH. B HacTosiwee Bpems achpekTBHbIM MeTO4OM NpeaoTapalleHns BCC v ynyylueHns nporHosa
nayveHToB aensetca umnnantauyns UKL, OgHako MK Ha cOBpeMEHHOM 3Tane 4acTo HEAOCTYMNEH B CBSA3M C BbICO-
KM PUCKOM, NO3TOMY NeKkapCTBEHHas Tepanus 0CTaeTCs rMaBHON B NIEYEHUM 3TOW rpynnbl nayneHToB. Cpean Bcex
npenapatoB bAB obecneunsatot Hanbonee 3HauMMbIN APHEKT N MMEIOT HanbonbLLYIO AoKa3aTenbHyto 6a3y. bonee
TOro, Ha3HaveHue gpyrux npenapatos B gononHeHne k BAB ewje 6onbe cHuxaet puck BCC.
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PE3IOME. The article is dedicated to examining the concept of sudden cardiac death (SCD) and exploring the dominant
pathogenesis theories and risk factors. Non-invasive and surgical methods of primary and secondary prevention
are also analyzed. The main mechanisms of SCD are ventricular fibrillation, ventricular tachycardia and asystole.
Prevention of SCD is closely related to prevention of ischemic heart disease and heart failure. Currently the most
effective method for preventing SCD and improving the patients’ prognosis is the implantable cardioverter-defibrillator
(ICD). However, the ICD implantation is often unavailable due to high risk, so drug therapy remains the main method
of treatment in this group of patients. Of all drug groups, beta blockers are the most effective in preventing SCD and
have the largest evidence base. Moreover, combining beta blockers with drugs from other groups further decreases

the risk of SCD.

KEY WORDS: sudden cardiac death; ventricular fibrillation; ventricular tachycardia; ischemic heart disease.

BBEOEHUE

CMmepTHOCTb OT CepaeyHo-cocyancTbix 3abonesannini B Poc-
CUK ABNSIETCS OLHOM U3 Hanbonee BbICOKMX B MUpe. OCHOBHbIMM
MPUYMHAMM CMepTM NpU CEpAEYHO-COCYAUCTbIX 3aboneBaHmsx
SBNSIOTCS NPOrPeCCMpOBaHNE XPOHNYECKON CepaeyHol HeJocTa-

TOYHOCTM W BHe3anHas cepgeyHas cmepTb (BCC) [1]. Exerop-
HO B P® no mexaHuamy BHe3amHOW CepaevHor CMepTu ymupa-
eT 200-250 Tbic. yenosek [2]. B cBa3u ¢ atum, npobnema BCC
0CTaeTCs aKTyanbHOW [ns OTEYECTBEHHOMO 34PaBOOXPAHEHUS.
[Noa BHe3anHow cepae4Ho CMepTbI0 MOHUMAKOT HEHACUTbCTBEH-
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HYI0 CMepTb, Pa3BMBLUYKOCS MOMEHTANLHO WK HACTYMUBLLYH B
TEYEHWe Yaca C MOMEHTa BO3HUKHOBEHMSI OCTPbIX U3MEHEHUIA B
KnuHU4eckom cTaTyce 6onbHoro. Hepeako BHe3anHas cepaeyHast
CMepTb ABNAETCA NepBbiM U €0MHCTBEHHbIM NPOABNEHUEM ULLe-
Mudeckoi bonesHn cepaua.

HeCMOTpﬂ Ha LWNPOKYHD PacnpoCTpaHeHHOCTb, CyllecTByeT

MHOrO CMOPHbIX W NOKa OKOHYATEMNbHO HE PeLLEeHHbIX BOMPOCOB
B OTHOLUEHWWM naToreHe3a BHe3anmHoOW cepaeyHon cmepTu. Ha
JaHHbIA MOMeHT npeobnapatowwmm B natoreHese BCC cuutaetcs
apUTMOTeHHbI hakTop, AENCTBYIOLLMIA B COBOKYMHOCTU C ULLEMU-
4ecKuM NopaxeHneM Muokapaa.

®AKTOPbI PUCKA BCC

B GonbwuHeTBe uccnegosanuin no BCC npusoasTes cnepyto-

LKe hakTopbl pucka, xapakTepHble Takke ans UBC:

1.

TabakokypeHue nosbiwaet puck BCC B 3aBucumoctu ot
BO3pacTa B 2-3 pasa, NpUTOM He3aBMCHUMO OT Hanuuus MBC
[3-7]. ToaTomy npekpaLLeHne KypeHnst — ogHo M3 Heobxoam-
MbIX ycrosui B npodunaktuke BCC.

Ype3mepHoe ynoTpeGneHWe ankorons Takke noBbllaeT
puck BCC B 3 pasa, 4To MOXeT ObITb CBA3AHO C pasBUTHEM Y
NaLMeHTOB (DEHOMEHA «MPa3gHNYHOMO Cepauay W Kemyaod-
KOBbIX apuUTMWIA, 4TO, B CBOK ouepesb, npusoaut k BCC. Mo
[aHHbIM NPOBEAEHHbIX UCCneaoBaHuin y 46,7% naumeHToB Ao
49 net, yMepLUNX BHE3anHo, BbISBMANOCL Hanuyue ankoro-
ns B kposm [4, 8, 9]. C gpyroit CTOPOHbI, UMEKOTCS AaHHbIE
0 3alWUTHOM [AENCTBUM MarnbiX [O3 ankorons: Tak, B uccne-
poaHum British Regional Heart Survey 6bin0 nokasaHo, 4to
notpebrexne ankorons B HEBOMbLUMX KOMMYECTBAX CHUXaeT
pUCK CMEPTENBHOIO 1CX0Aa Noche pasBuTMs H0MbLIOro Kopo-
HapHoro cobbiTns [4, 10].

MmnepToHMveckasa 6onesHb U runepTpodua Muokapaa
neBOro XemnyAoyvka Takxe cBasaHbl ¢ passutuem BCC.
Cnyvaun BCC yyawanuch ¢ passuTUeM y NaLMeHTOB ru-
nepTpoun mMuokapaa nesoro xenygouka [11]. fnneptpo-
st muokappa JIXK, BbigBnsiemoe npu npoeegeHnn IXO-
KT, xapakTepusyeTcs noBbiweHnem pucka passutus BCC.
Mo AaHHbIM ®paMUHrEMCKOro NCCnefoBaHNs OTHOLEHMe
puckos pas3pnutust BCC 6bino paBHo 1,45 Ha kaxable 50
r/M? yBENMYEHNS MacChl NEBOTO Xenyaoyka npu ycrnosnu
Hanuumsa apyrux aktopoB pucka [12]. Bepudunumpo-
BaHHas ¢ nomowbto KM unn 3XO-KI runeptpodomsa JHK
SBNAETCA HE3aBUCUMbIM (DAKTOPOM pUCKa pa3BUTUS cep-
[Ee4YHO-CcOoCYaNCTbIX COObITMI. [JaHHble pe3ynbTaToB MC-
CNEA0BaHNI MO NTEYEHNI0 U30MMPOBAHHOW CUCTONUYECKON
TUNEepPTEH3NN Y NOXUMbIX UL, AEMOHCTPUPYIOT YMEHbLLE-
Hue obuleit cmepTHOCTN Ha 17% u cmepTHOCTM 0T OUM,
Bkntovast BCC — Ha 25% Ha dhoHe Koppekuun apTepuans-
Hom runepTeHsum [13]. [laHHble meTa-aHanu3a pesynbTa-
TOB PaHAOMU3NPOBAHHBIX WCCMEA0BAHUA MO CHWKEHMIO
ALl y nauneHToB C NPEMMYyLLECTBEHHO [MaCTONWUYEeCKOn
apTepwanbHomn runepteHsum [14] ceupetenscTBytoT 0 14%
CHVXEHUWN CMEPTHOCTU OT CEepAEYHO-COCYANUCTLIX CODbI-
TWA.

4. Ces3b caxapHoro gua6eta c passutuem BCC okoHuaTenb-

HO He ycTaHoBneHa. Tak, B uccnegosaHun Honolulu Heart
Program 6bin0 yCTaHOBMEHO, YTO HApyLIEHME TONepaHT-
HOCTM K rroKo3e noBbiwano puck passutus BCC B 2,22
pasa, a Hannume C[l — B 2,76 pa3 [15]. C apyroi CTOpOHSI,
PETPOCMNEKTUBHBIN aHanW3, NpoBeAeHHbIR Bo ®paHuuu, 06-
Hapyxun, yto C[l sBnsietcs daktopom pucka BCC Tombko
y nauueHToB ¢ Hanuunem UBC [16]. Takon xe pesynbTar
Janu npoCneKkTUBHblE UCCNeAoBaHNs, NpoBeAeHHble B Be-
nukobputaHum M OUHNAHAUK: BbINO NOLTBEPXKAEHO, YTO
caxapHbli uabeT He SBNAETCS HE3aBWCUMMbIM (haKTOPOM
pucka BCC.

Hapywenusi nunugHoro obmeHa CUMTAKTCA MPU3HAHHBIM
chakropom pucka passutus UBC, B Tom uncne n BCC [3-5]. Tem
He MeHee, B UCCNEA0BaHMsIX, MOCBALLEHHbIX OLEHKE NpUMEHe-
HWS TMNONMNUAEMUYECKON Tepanun Ans npodunaktukm UBC,
puck pa3sutust BCC cneumansHO He onpeaensncs 1 cratucTu-
ka Ha 3TOT cyeT He cobupanack. Ecnv npeanonoxnTb nuHe-
HY0 3aBMCUMOCTb MeXy CHuxeHneM pucka BCC u cHuxeHn-
em cmepTHocTh oT UBC, To HaszHaueHWe runonmMnuaeMu4eckon
TEpann1 MOXeT [aTb CHWKEHWe OTHOcUTENbHOro pucka BCC
Ha 30-40% [17, 18]. OTmeyaeTcs U NPOTEKTUBHbLIN AhEKT
ynoTpebneHns NpoayKTOB, COAEPKALUMX MONMHEHACHILLEHHbIE
KUPHbIEe KCMOTbI, Ha puck pa3sutus BCC: B nccnegosanum
US Physicians Study 6bino obHapyxeHo, YTO exeHeaensHoe
ynotpebnexne poibbl cHnkaeT puck passutus BCC B 2 pasa,
HEe3aBMCKMO OT Hanuuus apyrux gaktopos pucka [19].
CyljecTByeT B3aWMOCBSA3b MEXOY MHTEHCMBHOM (hu3nye-
cKoW Harpy3koin u passutem BCC, ogHako mexaHusm ee
pasBUTMS MOKA [0 KOHLA He SICEH: Yalle BCEro netarnbHbli
NCXOA HacTuran HeTPEHUPOBaHHbIX ML, BO BPEMSI MHTEHCUB-
HOI huanyeckoin Harpysku [20]. BmecTe ¢ Tem B nonynsuyu-
OHHOM MCCnefoBaHun BbiNo YCTAHOBMEHO, YTO YMEPEHHbIE
W perynsipHble uanveckue Harpyskn SBRAOTCS HakTopoM,
CHVXatoWMM OTHOCUTENbHBIN puck passutus BCC npumep-
Ho B 3-4 pasa. [21]. OTcyTCTBME (PU3NYECKOA AKTUBHOCTY
SBMSAETCS MPUYMHON PA3BUTUS KOPOHAPHBIX COBbLITUI faxe
NpW YCMOBMM KOHTPOMS APYruX MoauduLmpyemMblx hakTopoB
pucka (KypeHue, aptepuanbHas runepTeHsus, anoynotpebne-
HWe ankoronem).

MoBblweHHas YCC ABnsieTcs He3aBUCMMbIM (DAKTOPOM pu-
Cka BHe3anHoW cepaeyHon cmepTu. [laHHas B3anMOCBS3b
0TMEYaeTCs y NuL, C paHee AMarHOCTUPOBaHHbIMK 3abone-
BaHUsSIMW cepaua u 6e3 HuX, BHe 3aBUCMMOCTYM OT WMHAeKca
Macchl Tefia W ypoBHs OU3NYECKOn akTMBHOCTW. OfgHUM 13
npeanaraembix 06 BbACHEHUI ABSETCS CHIBKEHWE aKTUBHOCTY
napacumnaTyeckon HepeHON cuctembl [3, 4]. CHuxeHne no-
kasaTenen BapnabenbHOCTU pUTMa Cepaua Takke SBnseTcs
npeauKTOPOM BbICOKOro pucka cmepTtu ot BCC: 3HaueHue
nokasatens ctaHgapTHoro oTknoHeHnss SDNN meree 20 mc
ObINo CBA3aHO C [BYKPaTHbIM POCTOM pUCKa BHE3amnHoM
cmepTh [22].

Bbinu BbISIBNEHbI CBA3AHHbIE C puckoMm pa3suTus BCC name-
HeHua Ha JKI. K Hum oTHocatca aenpeccusi cermeHta ST
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1 U3MeHeHus T-BOMHbI, @ Takke yBenuyeHue uHtepeana QT
[23, 24]. Tak, npoBeageHHoe B benbrum uccnegobanne KM
naunenToB 6e3 cteHokapaum u MM B aHamHe3e nokasarno,
4TO nocne Koppekuwun npounx (HakTOpOB pUCKA CEPAEYHO-
coCyancTbix 3ab0neBaHui, Hannume MILEMUYECKUX U3MEHE-
Huit Ha JKI™ CBA3aHO C NOBbILLEHNEM OTHOCMTENbHOMO puUcka
CepAeyHo-CoCyaNCTON CMEPTHOCTU B 2,45 pasa y MyXUuH 1 B
2,16 pa3 y KeHwwH [25].

MATOrEHE3 BCC

OcHoBHbIMKM  MexaHuW3mamu pa3sutug BCC  asnswoTcs
mbpunnauns KenygoukoB, KeflyAouYKOBas Taxukapaus W
acucTonust (octaHoBKa Cepaua), Npuyem XemnyaoykoBble Ta-
xuaputmum coctasnsaT 85% B cTpykType BCC [26-28]. Puck
pa3sutug BCC pesko Bo3pacTaeT npu Hanuunu CTPYKTYpHOU
naTonoruy muokapga: noytu B 7,5 pa3 no cpaBHeHWt ¢ na-
yneHtamn 6e3 Hee [29, 30]. B 80% cnyyaeB ponb CTpyKTyp-
Horo cybcTpata BCC wrpatoT mopdonornyeckme M3MeHeHus
B MWokapae, passusLinecs Ha doHe UBC [26-28]. XKenynou-
KOBble apUTMWX COBMECTHO C WLUEMUYECKUM MNOpaXEHUEM
MuoKapaa opMUpYIOT MOPOYHBIA KPYr: WWemMus Muokapaa
3anyckaeT ero apuTMMYECKYl0 akTUBHOCTb, YTO B CBOK OYe-
PeAb NPUBOAMT K HAPYLIEHMKO TEMOAVHAMUKM U AaNbHENLWEMY
nporpeccuposaHuto uwemun. Mopdonornyeckum cybcTpatom
9TOro MOPOYHOrO Kpyra ABNATCS KOPOHAPHbIN aTepocKnepos
W HErOMOreHHOCTb MWOKapAa. Ha TkaHeBOM YpOBHe Hapylue-
HWe 3NEKTPUYECKON OJHOPOAHOCTN MUOKapAa BO3HWUKAET npw
HanM4yumn kapamockneposa (NoCTUHMAPKTHOrO MNK atepockne-
POTWUYECKOro), kapamomMuonaTui, Mo AONONHUTENbHBIX MyY-
KOB NpOBefeHNs, Npeapacnonaratlynx K pasBuTu0 apuTMnil
no mexaHusmy re-entry [31-33]. Ha knetoyHom ypoBHe ¢ no-
BbILUEHHbIM PUCKOM Pa3BUTUS apuUTMUIA CBSI3aHbl «3MeKTpu-
yeckne GonesHn cepgua» — kaHanonatuu. Mx ponb meHee
3HauNTENbHA, OHAKO OHU Yalle sBnstoTcs npuynHoin BCC B
monogom (fo 30 net) Bospacte [31, 34-36].

Takum 06pa3omM, OCHOBHbIMU HO30SIOMMYECKUMU (DOpMamK,
npueopsawmmMn Kk BCC, asnstoTcs: nwemmnyeckas 60nesHb cep-
Aua, runepTpoduryeckas kKapaMomMmonaTus, AunaTaumnoHHas Kap-
AMOMMONATMS, apUTMOreHHasi AMCNNasns NpaBoro Xenyaouka u
CMHAPOM yanMHEHHOro nHTepBana QT (LQTS).

WIWEMUYECKAA BONE3Hb CEPALIA

Mwemmnyeckas GonesHb cepaua (MBC) — ato obycnosnek-
HOE pacCTpOCTBOM KOPOHApHOTO KpOBOODpaALLEHNS MOpaxeHne
MWUOKapaa, BO3HMKatoLLee BCMEACTBUE HapyLUEHUs paBHOBECKS
Mexay KOPOHapHbLIM KPOBOTOKOM W JOCTABKOW Kucropoaa K cep-
AeyHomn MbiwLe. B ocHoe MBC nexut opraHnyeckoe nopaxexue
KOPOHapHbIX apTepuii, Bbi3BaHHOE B NoAaBnstoLlemM GOomnbLInH-
CTBE CnyvyaeB CTEHO3NPYIOLMM aTepoCKiepo3oM, K KOTOpOoMy
MOXET MpucoeanHaTbes Tpombo3. Pexe npuunHamu MBC moryt
ObITb (DYHKLMOHAMBHbIE COCTOSIHUS KOPOHAPHbIX apTepuit (cnasm
WNN NOBbILIEHMS TOHYCA KOPOHAPHBIX apTepwuit), KoTopble, B KO-
HEYHOM CYeTe, TaKXe HacnauMBalTCA Ha MMelollneca ,D,ed)eKTbl
SHAOTENUS KOPOHAPHbBIX apTepuit.

CornacHo knaccudukaumn Beemmproin Opranusauun 3apa-
BOOXpaHeHWs, CyLlecTBYlT cneayowmne dopmel UBC: BHe3an-
Has cMepTb (MepBKYHAs OCTaHOBKa cepaua), cepaeyHas Hepo-
CTaTOYHOCTb, HAPYLLEHNS1 CEPAEYHOTO PUTMa, CTEHOKapaus, no-
CTUHAPKTHBLIN KapaMOCKNepos 1 MHGapKT MUoKapaa.

B KknuHuYeckon npakTuke Bedylum HaKTOpoM, MOBbILLAKO-
LMM pUCK pa3BUTUS KenyaoukoBbix aputmuit u BCC, aensetcs
nHapkT muokapga (MM). MepeHecéHHbin M 3HaumTenbHo no-
BbILLAET puck BO3HMKHOBeHMs BCC, n B GonblIMHCTBE CryvaeB
BCC npuxogutcs MMEHHO Ha 3Ty koropTy nauueHTos [37]. Ya-
ctota BCC y niogeit, neperéciumx M, coctasnset 2-4% B rog,
O[IHaKO OHa CYLLECTBEHHO MEHSIETCS B 3aBUCUMOCTY OT BPEMEHM,
npoLefwero ¢ MomeHTa passutus MM [38]. Hanbonblune 3Have-
HWS1 9TOT MoOKas3aTenb MMEET B NEPBbIN MECAL, NOCNe NepeHeCEH-
Horo MM, yBenuuneasice B 10 pas, Toraa Kak B Te4eHue nocne-
pylowux 2 net puck passutns BCC cHuxaeTcs 40 YCTOMYMBBIX
BenuunH. B uenom BCC moxeT 6biTb npuunHoi ot 25% po 50%
netarnbHbIX UcxodoB nocne nepeHecénHoro MM [39, 40]. K oc-
HOBHbIM HanpaBneHunsiM CHWxeHUs netanbHocT o1 BCC oTHo-
CUTCA €€ aKTMBHasa NpodunakTuka B rpynnax niogen ¢ BbICOKAM
puckom. B HacTosiwee Bpemst Haubonee MHGPOPMATUBHBIMI MO-
kasaTensmu Bbicokoro pucka pas3sutus BCC npu VIM siBnsiotcs
[41, 42]:
*  CHuxeHue pakyum Beibpoca nesoro xenygoyka (K) meree

30%;

*  MOCTUH(APKTHLIN KapaMOCKNepo3 U HapyLIeHWs perMoHap-
HOW COKPaTUMOCTH;

*  BblpaxeHHas dparMeHTauums npolecca Aenonspusauun Mu-
okapaa XenyaoykoB N0 AaHHbIM CUTHan-yCPEeAHEHHON dnek-
Tpokapamorpaduu (3KT);

*  OTKMOHEHWS B NokasaTensx BapuabenbHOCTU CEepAEqHOro
puUTMa;

* anbTepHaums 3ybua T, M3MEHEHHas BENMYMHA W OuUcnepcus
nHTepsana QT no gaxHbIM OKT;

*  Hanuune XenyaouvkoBbIX apUTMUIA BbICOKMX rpagaLiuii;

*  TOMOXNUTENbHBIA pe3ynbTaT 3nekTpou3noNorieckoro uc-
CneJoBaHNs B BuAe NMPOBOLMPOBAHMWS KENMYAOYKOBOW Taxu-
Kapaum.

FMNEPTPO®UYECKAA KAPAUOMWUONATUA
Funeptpoduyeckas kapavommonatus (FTKMIM) — nepsuyHoe
130NMPOBAHHOE MOpaXeHue Muokapaa, xapakrepusytuleecs ru-
nepTpodhueit KeNyA0YKOB (Yalle NeBoro) Npyu yMEeHbLUEHHOM VI
HOpManbHOM 06beMe MX nonocter. MMnepTpodus 4acto HOCUT
ACUMMETPUYHBIN XapakTep 3a CHET YTOMLIEHNS MEXOKENYO0UKO-
BOW NMeperopoaks ¢ pasBuTueM ob6CTPYKLMM BbIBOAHOTO OTAENa
NeBOro xenygoyka. [laHHoe 3aboneBaHue xapakTepuayeTcs npo-
TPECCUPYIOLLMM TEYEHNEM C BbICOKAM PUCKOM Pa3BUTWS yrpoxa-
HOLLIMX XW3HM xenynoykoBbix aputmuit u BCC. Mpu FTKMIM BHesan-
Has cepaeyHas CMepTb Yalle BCero HacTynaeT y nuy MOnoaoro
BO3pacTa BO BPEMS UHTEHCUBHOW (PU3NYECKON HArpy3Ku, 3aHATUIA
cnoptom [43-45]. C Bo3pacToM ee puck CHikaetcs. CormacHo
MeXOYHapOAHOMY KOHCEHCYCY MO runepTpomUYECcKomn kapanomm-
onatum ot 2003 r., BblAenstoT 6onbLuve 1 Marnble hakTopbl pucka
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BHe3anHon cmepTu npu KM [46]. K 6onblumm daktopam pucka
OTHOCST OCTaHOBKY Cepiua B aHaMHe3e, CTOMKYK Xemnygouko-
BYI0 9KCTPACUCTOMNMIO, Crly4an BHE3anHOW CEpPAEYHON CMepTH Y
POLCTBEHHUKOB 6OMbHBIX, HEOOBACHUMbIE CUHKOME B aHaMHe3e,
runepTpocuio Muokapaa bonee 3 CM, anNuU304bl HEYCTOMYMBON
XENy[04KOBOM TaxuKapauu, a Takke rMNOTEH3UBHAN peakuus B
0TBeT Ha uanyeckyto Harpysky. K manbim aktopam BCC ot-
HocaTcs: chmbpunnaums npeacepani, ob6CTPYKUMS BbIXOGHOTO
TpakTa NeBoro xenygouka, anu3ogpl MWLEMUM MUOKapAa, 3roka-
YECTBEHHbIE MyTaLMK reHOB M Hanuuue y BOMbHOMO UHTEHCMB-
HbIX huandecknx Harpysok. MogsepkeHHOCTb BonbHbIx ¢ FTKMI
NepBUYHOI HECTabMMBHOCTY MUOKapaa Xesy404KOB MOXET ObiTh
obycnoBneHa: 0cOGEHHOCTAMIN MOPCONOTNYECKNX U3MEHEHNN B
Muokapze (ero gesopraHusaumen, ¢ubpoom), npegpacnonara-
IOLMMU K MOBTOPHOMY BXOAY BOMHbI BO3OYXAEHNS; Npexaespe-
MEHHbIM BO30YXJEHUEM Xeny[o4YKOB Yepe3 NaTeHTHble MpOoBo-
AsLLmMe NyTH, NeMMen Muokapaa.

OUNATALUMOHHAA KAPAUOMWONATUA

[OunataumorHas kapgunomuonatus (OKMIM) — 3abonesaHue
MWUOKapAa, XapaKTepu3ytoLLeecs pa3BuTMEM Aunatauuu (pacts-
XEHWS1) MOMnocTel cepaua, C BO3HWKHOBEHWEM CHCTONNYECKOW
ANCAYHKLNN, HO 6€3 YBENMYEHUS TONLMHBI CTEHOK. [pK AaHHOM
3aboneBaHuu pasBMBAOTCS CepAeYHas HEAOCTAaTOYHOCTb M Ha-
PYLLEHUs pUTMa U NPOBOAUMOCTU, BO3HUKAET CKITOHHOCTb K pas-
BUTMIO TPOMBO3IMOBONNIA, TaKKe NPOUCXOAMUT CHIKEHUE ppaKLmm
BbIOpOCa NeBOro xenyaoyka u yBenu4yeHne KOHEYHOro AnacTonu-
YecKoro pasmepa nonocTu NeBoro xenygouka [47].

3avactyio [KMIT auarHocTupyeTtcs MO3AHO, yxe npu pas-
BUTUM  CEPLEYHOA HEAOCTATOMHOCTH, TPOMBO3MBONNYECKUX
OCNOXHEHMN, haTanbHbIX apUTMUA. He4YeTKOCTb KIMHUYECKON
KapTWHbI M CUMNTOMOB Ha PaHHWX 3Tamax y MHOMX MauueHToB
¢ AKMI, kak npaBumno, OCMOXHSET CBOEBPEMEHHYIO AUArHOCTUKY
3TOI NaTonornu, NPeACTaBnALLY0 COBOV reTeporeHHyto rpynny
3abonesaHuit. dtnonornto JKMIT cBSI3bIBAOT C NOBPEXAEHUEM
MWUOKapAa TOKCUYECKOW, BOCMAnWTENbHON, ayTOMMMYHHOW W
meTabonuyeckon npupoab! [48, 49].

APUTMOTEHHAA OUCNNA3UA NPABOIO XENYOO4YKA
ApuTMOreHHas gucnnasus npaeoro xenygoyka (AQMK) — 3a-
fonesaHe MuUOKapaa, XapakTepu3ayloLeecs NpOrpeECcCUpYHOLMM
3aMeLLeHneM M1oKapaa npaBoro Xenygoyka XUpoBom U COeanHI-
TEMNbHON TKAHbH 1 NPOSIBMAKLLEECS KENYA04YKOBBIMU apUTMUSIMM
u passutuem BCC. AMXK nmeet HacneacTBeHHyto npupoay, ne-
pedaeTcs N0 ayTOCOMHO-AOMUHAHTHOMY TUMY 1 CBSi3aHa C MyTa-
UMSIMW TEHOB, KOAMPYIOLLMX AeCMOCOMHble Benku [50-52]. B npo-
Lecce natoreHesa ALK npoucxognt anontos kapanoM1oLMTOB,
00bI4YHO HauMHalOLLMIACA B 0BnacT TPEYromnbHUKa Mexay BepxyLu-
KOW, apTepuarbHbIM KOHYCOM W AnadparManbHOi NOBEPXHOCTLIO.
Bnocneacteum passuBaeTcs kupoBas unm pubpO3HO-KMpoBas
WHGUNbTPaums. BTopoin Tn cBsisaH ¢ GonbwmM prckom 06paso-
BaHWS aHEBPU3M 1 BOBIEYEHMS CTEHKM NEBOro xenygouka [53].
CTPYKTYPHO M3MEHEHHBIN MUOKapZ, YacTo BbICTYNaeT cybcTpaTom
pasBUTUS XenyLdouKoBOM JKCTPACUCTONUM, KENyaoukoBOW Ta-

Xvkapanu n ubpunnsauum xenygoykos. OBbIMHO apUTMUK Npy
ALMX passuBatoTcs Npu (OU3NYECKON Harpyske, YTO ykasbiBaeT
Ha X YYBCTBUTENBHOCTb K KaTeXoNaMuHaM.

IOns guarHoctukm ALMK npumensietcss Habop Gonbwmx u
Manbix kputepues [54]. K bonbluum KpuTepusM OTHOCATCS: Au-
nataumus W CHuxeHue pakuum BbIBpoca NpaBoro xenygoyka
Oe3 BOBMeYeHNs NEBOrO; BbISBMEHHas npu Buoncuu xmposas
nnn  nbpPO3HO-XMPOBas MHUMbTPALMS MUOKapAa; Hanuune
SNCUIIOH-BONH UMM PacLUMpeHHbIX komnnekcos QRS B mpasbix
rpyaHbix otBefeHusx Ha OKI; cemenHbin aHamues ALMXK, noa-
TBEPXAEHHON nyTem Guoncuu unu aytoncuun. K Manbim kputepu-
SIM OTHOCSITCS: CErMEHTaPHOE pacLUMpPeHne NPaBoro Xemnygoyka u
Hanu4ue y4acTKOB MMMOKMHE3WM ero CTEHKM; MHBepcHs 3ybua T B
OKr-otBeaeHusx V2, V3 npu otcyTcTBUM GnOKaabl NpaBoil HOX-
kv nyyka [vca; nosgHWe NOTEHUManbl Ha CUTHam-yCpeaHEHHON
OKT'; xenygoukoBas Taxukapaus B COBOKYMHOCTM ¢ Briokagon
NEeBON HOXKM Nyyka [Mca; YacTble KEeNyA04KOBble KCTPACKUCTO-
nbl (>1000/cyTku); CeMeMHbI aHaMHe3 BHE3amnHoW CepaeyHOi
cMepTH.

HACNELCTBEHHbLIX CUHAPOM YAJIMHEHHOI O
WHTEPBAIA QT

HacneacTBeHHbI CWHAPOM YAMMHEHHOro WHTepBana QT
(LQTS) xapaktepusyertcsa yannHeHnem mHtepeana QT Ha anek-
Tpokapauorpamme (6onee 450 wmc) u nonuMopdHONM xeny-
[0YKOBOW Taxukapameir tuna «nupyat» [55]. LQTS oTHocuTcs K
KaHanonaTusiM W BbI3bIBAETCS Pa3fMYHbIMA MYTaLWSMU FEHOB,
Kogupytowmux benkn-CyGbeanHULbl KanneBblX, HaTPUEBBLIX WK
kanbLeBbIX kaHanoB. B pesynbTaTe 9TOr0 npouecchl penons-
pu3aLmMu Muokapha NPOUCXOAST HEepPaBHOMEPHO M He OfHOB-
PEMEHHO B Pa3nuyYHbIX YaCTAX XenyLouKoB, YTO U CTaHOBMTCA
nNpu4nHON yanuHerns uhtepsana QT. Kpome Toro, 3HaunTenbHO
BO3pacTaeT YyBCTBUTENBHOCTb MUOKapAa K BAMSHUAM cuMnaTy-
YEeCKOWM HEPBHOW CUCTEMbI, YTO CMOCOBCTBYET pas3BUTUIO pasniy-
HbIX TaXMapUTMUI W KU3HEYTPOXALLLMX XKenyLoYKOBLIX apUTMUN
[56, 57].

MHorve nauneHTbl ¢ BpoXgeHHbIMn hopmamn LQTS cTpaga-
0T OT TaKuX TSHKEMbIX CEPAEYHbIX COBBITUI, KaK CUHKOME U BHe-
3anHas cepaeyHas CMepTb, BO3HWKAIOLMX Yalle BCEro BO BpeMS
(hU3NYECKMX YNPAKHEHMI UK NCUXMYECKOro Hanpsikerus. OgHa-
Ko cepaeyHble CoBbITUS MHOrgA NPOUCXOAAT B COCTOSIHUM MOKOS
1 BO Bpemsi cHa. YacTo npu LQTS BHe3anHast cMepTb HacTuraeT
MOMOZbIX 1 BHELIHE 3[40POBbIX M0gEN.

MPO®UINAKTUKA BCC

BbioenstoT nepeuyHyl0 M BTOpUYHYK npodunaktuky BCC.
MepBuyHas npodunakTika OCYyLIECTBNSETCH Yy MaUMEHTOB C
thakTopamm pucka passutus BCC, Ho 6e3 anm3040B OCTAHOBKM
cepaua B aHamHe3se, a BTOPUYHAs — Y NaLMEHTOB, NEPEXMBLLNX
OCTaHOBKY cepAua. B npochunaktuky BknovaeTcs Moamdukalms
(haKTOpOB puCKa, afeKBaTHasi MEAMKAMEHTO3Has Tepanmst OCHOB-
HOW 1 conyTCTBYtOLW e naTonoriu. CoBpeMeHHast NpodhunakTika
BCC ocHoBbIBaeTCA Ha KOMMMEKCHOM MOAXOAE, BKMHYaLieM
NPUMEHEHNE MeANKaMEHTO3HbIX, UHTEPBEHLMOHHBIX U XMpyprit-
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OPUTMHAJIBHBIE CTATBH

Yeckux MeTofoB neyeHusi. Momumo 3T1oro, TpebyeTcs WHAMBH-
[yanuanpoBaHHbIA NOAX04 K KaXnoMy KOHKPETHOMY MauueHTy B
3aBMCMMOCTY OT BbISIBMIEHHBIX Y HEr0 (hakTOPOB pUCKa U COMyTCT-
ByloWMX 3aboneBaHuii.

MEOUKAMEHTO3HbIE METO[bI

lMpyMeHeHVe NekapCTBEHHbIX NpenapaToB A5 NpodunakTu-
kn BCC onpenenseTcs KIMHWYECKOA CUMMTOMATUKON, (PYHKLM-
OHarnbHbIM COCTOSIHUEM NEBOrO Xenyaouka, CTEMEHbI TSKECTH
CepAeyHo HejOCTaTOYHOCTH, XapakTepoM UMEKOLLMXCS HapyLUe-
HW cepgeyHoro putMa. C Lenbio NpodunakTUkK UCNoNb3yTcs
kak COBCTBEHHO aHTWapUTMUYeckue npenapatbl, Tak v npenapa-
Tbl ANS NIEYEHNs OCHOBHOIO 3aboneBaHus.

bema-adpeHobniokamops! (BAB). AHTUapuTMUieckiin apext
BAB cBA3bIBAIOT KaK C UX aHTUULLEMUYECKAM AENCTBUEM, TaK U CO
CHWKEHMEM CUMNATUYECKON akTMBHOCTW. MeTa-aHanms uccnemo-
BaHWil, NPOBEAEHHBIX 4N OLEHKM BIUSIHUS AaHHbIX NpenapaTos
Ha BbhKMBAEMOCTb Y MOCTUH(APKTHBIX 60MbHBIX, MOKa3arn, 4To Ha-
3HaueHne BAB conpoBOXaaeTCs yBENMUEHWEM BbDKMBAEMOCTH,
CHKeHMEM 0OLLEe N CepaeYHO-COCYANCTON CMEPTHOCTH, @ Tak-
K€ yMeHblueHnem YacTtoTbl passutust BCC [58]. MonoxutenbHble
athdekTbl BAB B OTHOLLEHWM Pa3BUTUS XeyA0UKOBbIX apUTMUI U
BCC Takxe gokasaHbl 1 Ans 6onbHbiX ¢ XCH nwemnyeckon n He-
nwemnyeckon npupogbl (OKMIM, FKMIT, cuHapoMom yannHEHHO-
ro QT, ALMK) [59-62]. Mpeumyiiectso BAB 3akntouaetcs Takke
B TOM, YTO X MOXHO COYeTaTb C APYrAMM aHTUAPUTMUYECKUMM
npenapaTamu, B YaCTHOCTU, — C ammnogapoHom [63]. Beibop npe-
napata ¥ [03bl ONPeaensoTcs OCHOBHbIM 3abonieBaHneM, KOTo-
poe nmeetcs y bonbHoro (nepeHeceHHsin OUM, XCH v gpyrue).
Takum obpasom, BAB siBnsoTcs adhdheKTUBHLIM W, NpU Hagexa-
wem otbope 6oMbHbIX 1 Noaxoaax k nogbopy Ao3, 6e3onacHbIMK
CpeAcTBaMM, MMEKT camyto GomnbLUyto AokasaTenbHyo 6asy v B
HacTosILLee BPeEMS OIMKHbI pacCMaTpMUBaTLCS B Ka4ecTBe npena-
paToB MEepBON NUHUM AN NPOBELEHWUS NMEPBUYHON U BTOPUYHOM
npodunaktuku BCC (I, A) [32, 64].

MHeubumops! Al®. [lokasaTenbCTBa NONOXUTENBHOTO BMK-
SHWS 3TOW rpynMbl NpenapaToB Ha BbhKMBAEMOCTb MOCre nepe-
HeceHHoro OWM, a Takxe Ha 6onbHbIX ¢ XCH nonyyeHs! B 6o1b-
LLIOM KONUYECTBE UCCneoBaHuMM, nokasasLuux, 4to MAMN® gocto-
BEPHO CHWXaKT 0OLLYI0 1 CepaeyHO-COCYANCTYI0 CMEPTHOCTb Y
AaHHOM kaTeropuu nauueHtoB [65-70]. OpHako, B oTnM4Me OT
ncenefoBaHni, NocBaLeHHbIX BAB, B GOMbLUMHCTBE 3TUX KITUHW-
YeCKWX uCrblTaHui KoHkpeTHO BCC B kayecTBe KOHEUHOM TOYKM
He paccmaTtpuBanach. VCKmioueHuemM SBNSeTCs UcCrefoBaHue
TRACE, B k0oTOpOM M3y4yanoch BRMsHIWe TpaHgonanpuna Ha BCC
1 BbIN NONyYeH NONoXMTENbHbIA pesynbTaT [70]. HecmoTps Ha
TO, YTO YCTAHOBNEHNE MEXaHn3Ma cMmepTy, ocobenHo npu BCC,
3aTPyOHEHO, OCODEHHO B KMWHWYECKWX MCCMEA0BaHUSX, Koraa
Cnyyau OLEHMBAIOTCS PeTpoCneKTUBHO. Bmecte ¢ Tem noytu
nonosuHa GonbHbix MBC, ocobeHHo nepeHeciume OUM, noru-
GatoT BHe3anHo. Takum 0Bpa3oM, MOXHO 3KCTpanonmnpoBaTb no-
nyyeHHble yOeauTenbHble Pe3ynbTaTbl O CHWKEHUM C MOMOLLbH
nAM® ceppeyHo-cocyamcToir cmeptHocT 1 Ha BCC. MoaTeep-
XOEHMEM BblLLeCka3aHHOro ABASETCS MeTa-aHanu3 [68], uenbto

koToporo 6bina oueHka BnmaHUS WAMN® Ha puck pa3sutus BCC.
PesynbTaThbl 9TOr0 aHanwW3a nokasanu, YTo HasHauyeHue WA
naumeHTam, nepeHecwum VM, conpoBOXgaeTcsi yMEHbLUEHNEM
obLen 1 cepaeyHo-CocyancTon CMEpPTHOCTH, MpW 3TOM YacToTa
pa3sutis BCC cHuxaetcs Ha 20%. B cBA3u ¢ aTum nonoxeHue
06 adpextnHocTM WA ana npodunaktukn BCC y 6onbHbIX,
nepeHeclunx M u naumeHToB ¢ XCH (Co CHUXeHHOI thpakumen
BbIOpOCca) NpUCYTCTBYET BO BCEX COBPEMEHHbIX OTEYECTBEHHbIX
1 3apybexHbIX pekomeHaaumsax no npogunaktuke BCC n umeet
CaMbli BbICOKWI YPOBEHb [JOKa3aTeNbHOCTY.

AHmazoHucmsi ansdocmepora. Uccnegosanue RALES npo-
LEMOHCTPUPOBANO, YT0 Y BoMbHbIX C BblpaxeHHo XCH, npuHu-
MaBLUMX CMUPOHONAKTOH, MO CPaBHEHWMIO C BOMbHBIMMW, MCMONb-
30BaBLLMMW NETNEBLIE AWNYPETUKM, Yepesd 2 roga HabmoaeHus
ObInn JOCTOBEPHO HMKE NokasaTenu obulen netanbHocT (35%
npotue 46%) u BCC (10% npotus 13%). Mpu aTOM CyLiecTBEH-
HOrO YMEHbLUEHNS 4aCTOThI BbISIBMEHUS XenyLOYKOBbIX apUTMMUiA
He Obino oTmeveHo [71]. MokasaHo, YTO SNMEKTPONUTHblE Hapy-
LUEeHMsl, BO3HMKAIOWME MPU Ha3HAYeHWN Hekannicbeperarowmx
OWNYPETUKOB, MOTyT CnocobecTBoBaTh Pas3BUTUIO  paTasnbHbIX
apUTMUIA, TOrAA Kak aHTarOHUCTbl anbOCTEpPOHa, NPEensaTCTBYS
rUMoKanuMemnu, UrpaioT 3aluTHyt0 ponb. B panbHerwem Obino
MoKa3aHo, YTO aHTUaPUTMUYECKN APPEKT AaHHbIX MpenapaTos
Bonee cnoxeH. briokaga anbaoCTePOHOBbIX PeLenToPoB NOMUMO
COXPaHEHNS Kanus U MarHus Takke ycTpaHseT CUCTEMHYI0 Ba3o-
KOHCTPUKLMIO, NpeaynpexaaeT passutue (ubposa B Muokapae,
a TaKKe CHWXAET aKTUBHOCTb CUMMATUYECKOI HEPBHOW CUCTEMBI,
SBMAIOWENCH yYaCTHUKOM apuTMOreHesa, ynyylwas nokasatenu
BapuabenbHOCTM CepaeyHoro puTMa 1 MoBbilas YyBCTBUTENb-
HocTb Gapopednekca [72, 73]. B nocneaHwe rogbl NOsIBUIUCH
pesynbTaThbl NPUMEHEHWUS1 HOBOTO aHTaroHUCTa anb4ocTepoHa —
3MMepeHoHa, KOoTopble MOATBEPXKAAT APPEKTUBHOCTL 3TON
rpynnbl npenapatoB B CHuxeHun pucka BCC. CnepoBaTtenbHo,
ans npegynpexaeHns BCC y 6onbHbix ¢ XCH B cxemy Tepanum
PEKOMEHZYETCS BKMOYaTb aHTarOHUCTbl anbAoCTepoHa, NpUYeM
HE TOMNbKO NPy 3aCTONHOI CEpAEYHON HEAOCTATOUHOCTM [74].

Auemuncanuyunosas kucioma. HasHaueHue aueTtuncanu-
LMITOBOV KUCMOTbI MMEET NO3NTUBHOE 3HaYeHMe B NpodunakTike
KOpPOHapHbIX CobbITIIA. [TOMUMO Ae3arperaHTHbIX CBOWCTB UMeeT
3HayeHne NPOTMBOBOCMANMUTENbLHOE AEMCTBUE Mpernaparta, 4To
YMEHbLUAeT MpoLecchl PEMOAENMPOBaHNS. PeTpoCneKTUBHbIN
aHanu3 pesynbtaToB uccnegoBanns SOLVD nokasan, 4yto y
GonbHbix ¢ XCH HasHaveHne aueTuncanuuuioBon KUCMOThl Ha
24% cHwkano vactoty pa3sutius BCC [75]. CornacHo cylectay-
IOLLMM PEKOMEHAALMAM [aHHbIN npenapaT BXOAUT B CTaHAApTbl
npodmnaKkTN4eckoro neveHmus kak y 6onbHbix nepeeclumnx OUM,
Tak 'y NaLUMEHTOB CO CTAabWNBHON CTEHOKApPAMEN U OCTPbIM KO-
POHAPHbLIM CUHAPOMOM.

CmamuHbl. OB30p AaHHbIX NUTepaTypbl CBUAETENLCTBYET
0 CYLLECTBEHHOM CHWXEHWUWN CEPAEYHO-COCYANCTON CMEPTHO-
CTU NpM NCNonb3oBaHus ctaTuHoB y 6onbHbIX VBC. B 6onb-
LWHCTBE 13 NPOBEAEHHbIX KNMHMYecknx ucnbiraHuin BCC, kak
OTAENbHAs KOHeYHas TOYKa, He OLleHMBanach. TeM He MeHee,
B MCCneLoBaHUM 4S npu NnpUMEHEHNN CMMBAcTaTMHa Hapaay ¢
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CYLLeCTBEHHbIM CHUXeHWEM 0BLLE CMEPTHOCTI U CMEPTHOCTY
OT MWemnyeckon GonesHn ceppua oTMeYanachb TEHAEHUMS K
ymMeHbLUeHuto YacToTbl BCC. AHanornyHble pesynbTathl Obinm
nonyyeHbl B 0THOWeHW npaeacTatuHa (LIPID). KpynHbin me-
Ta-aHanus, Bkntoyaswuin 90 000 nayueHToB, NPUHUMABLLMX
yyacTue B 14 paHOOMU3NPOBAHHbLIX UCCMEAOBaHUSAX, NpoBe-
AeHHbln fo 2005 roga, pokasan 3dpdeKTUBHOCTbL CTAaTMHOB
ans npodmnaktukn BCC y 6onbHbix UBC [76]. Moatomy B
CyLWECTBYIOWMX pekomeHaauuax no npodgunaktuke BCC uc-
nonb3oBaHue cTatTuHOB y 6onbHbIX MBC npusHaeTcs Heobxo-
aumeim [32, 64]. Ins npodunakTuku passutus cepaevHo-co-
CYAMCTBIX OCMOXHEHNI HAa3HaYeHNe CTaTUHOB PEKOMEHAYETCS
BCeM BOMbHbLIM, OTHOCSLLMMCS K Tpynne BbICOKOTO Cepae4Ho-
COCYANCTOro pucka. Yto kacaeTcst NPUMEHEHUS CTAaTUHOB AN
npodunaktukn BCC y naunentoB ¢ XCH Henwemunyeckon atu-
onoruu, To fokasaTenbHon 6asbl Ans aTol Kateropum 60Mb-
HbIX B HACTOsILLEe BPEMS HE CyLLEeCTBYET.

AmuodapoH u comasnosn. AHTUApPUTMUYECKUn 3pdekT npe-
napatos Il knacca cBs3aH ¢ yanWHeHWeM noTeHuuana Lenct-
BNS 1 YBENUYEHUEM [NUMTENbHOCTU pedpakTepHOro nepuoga.
3710 cnocobCTBYET MpepbiBaHWI0 LMPKyNsLMM WMAynbca no
netne re-entry, a Takke NOGABMEHWNKO apUTMUM, BO3HUKAIOLLEN
Mo TPUITEPHOMY MeXaHu3my. [1onoXuTeNnsHoe BIMSHUE aMuOo-
[apoHa W coTanona npu apuTMMAX CBA3aHO B TOM YUCNE C KX
aHTUULLIEMUYECKUM [eNCTBUEM, yMeHblueHneMm YCC u Bnus-
HUEM Ha COKpaTUTENbHYIO (DYHKUMIO NeBoro xenygoyka [77].
HecmoTps Ha 3T0, BOMPOC O BAWSIHUM JaHHbIX NpenapaToB Ha
L0NITOCPOYHYH BbIKMBAEMOCTb OKOHYATENTbHOTO OTBETA He 1Me-
€T. Heckonbko KIMHUMYECKMX WUCMbITAHUA W OOMH MeTa-aHanu3
NpOAEMOHCTpUpOBanu CHikeHue yactotel BCC npu HasHaue-
HAW amMnoLapoHa y NaLMEHTOB C NEBOXENYLOYKOBON AMCHYHK-
uuen nocne nepeHeceHHoro MM u Heunwemuyeckon JKMIT [78].
OpHako 60MbWMHCTBO GOMbHBIX B 3TWUX KIIMHUYECKWX MCCe-
LOBaHNAX Hapsdy ¢ aMMogapoHOM npuHumani u beta-6nokato-
pbl. C apyroit cTopoHbl, uccnegosanue SCD-HeFT, nocsalyeH-
HOE OLeHKe NPOUNaKTUYECKON 3PGEKTUBHOCTM amMMogapoHa
B OTHOLWeHuUu npegoTepalleHns BCC npu XCH, He BbisiBUANO ero
npeuMyLLecTB No cpaBHeHWo ¢ nnauebo y 6onbHbix ¢ XCH IV
OK [79].

WHTEPBEHLIMOHHbIE METO[bI

Wmnnanmupyembie kapduosepmepb-0echubpunismopsbi
(MKL). Mpumerenne WKL B npodmnaktuke BCC ocHoBaHO Ha
npenMyLLeCTBEHHO apUTMUYECKOM MexaHu3me pa3sutus BCC
(no 90%), korpa ocTaHoBka KpoBoODpaLlleHus sBnsieTcs cnea-
CTBMEM BHE3aMHO pa3BumBLUENCH (HUBPUNNALMM KeNyA0YKOB U
KENy[0YKOBOM Taxumkapauu. QPYHKUMOHANbHbIE BO3MOXHOCTM
coBpeMeHHbIx VK[ nossonstoT npepbiBath NogobHble apuTmMum
B nogaensioliemM BonblUMHCTBE Cny4vaeB. BocctaHoBnewue cu-
HYCOBOTO pUTMa MPOUCXOAUT NMYTEM HAHECEHUS! ANEKTPUYECKOrO
paspsfa Mexgy YCTAHOBNEHHbIMM B Kamepax Cephua anekTpo-
Aamn 1 kopnycom npubopa. CoBpeMeHHble MOAenu CrnocobHbI
aHanu3MpoBaTh 3NEKTPUYECKYK akTUBHOCTb CepaLa v npu Heob-
XOOMMOCTW BbINOMHATL AeMOpPUNNALMI0, aHTUTaxMKapaUTUYe-

CKYI0 CTUMYNALMIO unu — npu Gpaguenctonum — paboTatb Kak
KapaMoCTUMYNSATOP.

OdpektBHocTb WKL B OTHOWeHWn npodunaktukn BCC
Oblna gokasaHa B HECKOMbKWX KPYMHbIX KMWMHUYECKNX UCCreno-
BaHMsX, AM3alH KOTOPbIX Npegnonaran OLeHKy BbHKMBAEMOCTH Y
NaLMEHTOB C HanM4neM OCHOBHbIX (hakTopos pucka BCC, Bbiae-
nenHbIX J.T. Bigger ewwe B 1984 r. [80]. PesynbTaTthbl, nony4YeHHbIe
B 9TUX MCCIELOBaHUSIX, NErNN B OCHOBY CYLLECTBYIOLNX CErOaHS
AmepukaHCKux 1 EBponenckux pekoMeHgaluuin no uMnaaHTaumm
3TUX YCTPOWUCTB W PeKOMEHAaLMin no neyYeHno XemnynoukoBbIX
aputmMui ¢ uenbto npogunaktukn BCC [32]. Takum obpasom,
WKL ceropHst cnemyeT paccMaTtpuBaTh Kak OCHOBHOE CPefCcTBO
nepBuYHOI M BTOpUYHON npodunaktukm BCC, a Takke kak cpef-
CTBO NEYEHMsI HEYCTPaHWUMBbIX XenynouKkoBbIX apuTMuin. OpHako
y GOMbLUMHCTBA MaUMeHTOB MpKU 3TOM COXpaHsSeTcs Heobxoau-
MOCTb NpUemMa aHTUapUTMUYECKNX NpenapaToB Ans YMeHbLIEHUS
KonuyecTBa paspsgoB gedmbpunnstopa. Takke CTOMT OTMe-
TUTb, YTO, HECMOTPSA Ha 3HauMTENbHY addekTnBHocTb UK, ero
NPUMEHEHNE OTPAHNYEHO BbICOKOW CTOMMOCTbHO.

Paduoyacmomnas abnayus. KatetepHas PYA nossonsert
yCTpaHUTL Mnn mMogucuumMpoBaTh Mopdonorudecknin cyberpat
KENYAOUYKOBLIX apuTMuiA. LlenecoobpasHocTb ee NpUMeHeHUs
B KaOOM KOHKDETHOM Clyyae oOnpefensietcs aTuonorven w
XapakTepoM TeyeHus aputmuu. Tak, npoBefeHne PYA nokasa-
HO nmauumeHTam, ucnbitaBwum Gonee 3 paspspos UKL 3a cyTku,
00YCNOBMEHHbLIX YCTOMYNBOI PELMAMBUPYIOLLEN KENyA04KOBO
Taxukapauen (T.H. «3NeKTpuyeckuii Wtopmy) [81-83].

TeMm He MeHee, Noka YTO JaHHble 06 achdpekTnHoCT PYA B
oTHowWeHun npodunakTukn BCC orpaHuyeHbl, BO MHOTOM 13-3a
HEO4HOPOZHOCTU TPYNMbl NALMEHTOB C KEMYLOYKOBBbIMU apuT-
MUSMK, YTO 3aTPyAHSIET paHLoMu3aumio. VHTEpecHbl AaHHble
MeTa-aHanu3a 5 uccnegoBaHuii oueHkn addekTnsHocT PYA
MpU KENMYBOYKOBBIX TaXMKapAWaX y MauueHTOB CO CTPYKTYPHON
naTonor1ei Muokapaa mwemmyeckoro reHesa [84]. PesynbTatbl
MeTa-aHanuaa nokasanu, 4to PYA gocTOBEPHO NPUBOAMT K CHM-
KEHWKO KOMMYECTBA SMM30L0B KENYAOYKOBBIX TaxuKapaui n Ko-
nnyectea cpabatbiBaHuit MIKL. OgHako OCTOBEPHOrO CHIKEHNS
CMEPTHOCTU, B TOM YMCIE BHE3aMHON, OTMEYEHO He Obino. XoTs
nybnvkaumm, nocesiLieHHble pesynbTatam PYA npu xenygouko-
BbIX aputmusx y nauuento ¢ AOMK, OAKMIT n kaHanonatusmu
CBULETENBCTBYIOT O NONOXUTENBHOM BIIUSIHUM MHTEPBEHLIMOHHO-
r0 BMeLLaTEeNbCTBA HAa TEYEHWE apUTMUYECKOTO CWHAPOMA, Of-
HO3HauHO cyauTb 0 ponm PYA B npochmnaktuke BCC cerogHs He
NpeacTaBnseTcs BO3MOXHbIM.

Takum obpasom, cerogHs PYA sBnsietcst Hanbonee agpdek-
TUBHbIM METOLOM JTEYEHUS Y NALMEHTOB C XeNyA04KOBLIMM apUT-
MUSIMU 1 OTCYTCTBMEM CTPYKTYPHOM natonoriu muokapga [32].
YryylieHne reMoaMHamMUYeckux napameTpoB, BO3HMKAKOLLEE
nocne nposegeHust PYA, MoxeT paccMaTpuBaThCs Kak BaxHas
nosnTUBHas mMogudmkaLms Takoro ¢aktopa pucka BCC kak cu-
cTonnyeckas gucdyHkUmus [85]. Tem He MeHee, Ans NOATBEPXIE-
HWS 3TOrO NPELNONOXeHNs HEOOXOAMMBI faHHble PaHZOMU3NPO-
BaHHbIX UCCNEJOoBaHUA C ANUTENbHbIM NeprogoM HabnoaeHus
3a 9TOW KaTeropuein NaLueHToB.
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XWPYPIMYECKUE METO[bI

MeTOAWKN NCCEYEeHNs MU PE3EKLMWN apUTMOTEHHOrO ova-
ra no-npexHeMmy UCMOMb3ylTCS Kak NocneaHee CPeAcTBO npw
KENYOOUKOBbIX apUTMUSIX, PedpPaKTepHbIX K MHOXECTBEHHOM
aHTUaPUTMWUYECKON Tepanun M y NauWeHTOB C HeaddekTus-
Hoi PYA. [Ina nukBnoauun apuTMOrEHHbIX Y4acTKOB B psife
CMy4yaeB MCMOMb3YKT MOAX0S, OCHOBAHHbIA Ha pe3ekumn py6-
L|OBO-N3MEHEHHOTO MuOKapga. [lockonbky Takue BmellaTenb-
CTBa [OBOMbHO TPaBMAaTWYHbl, TO MCMOMb3yeMble CErogHs B
KIMHUYECKOW NpaKTUKe onepauuu 3HLOKapAuanbHOW pesek-
UMM MOCTUHapKTHOro pybua, KpyroBoWl 3HAOKapAWanbHOW
BEHTPUKYNOTOMUM U 3HAOBEHTPUKYOMNACTUKM, Kak MpaBuiio,
COYETAKTCS C a0pPTO-KOPOHAPHBIM LUYHTUPOBaHWeM. MHTpao-
nepaLMoHHO MOTYT WCMONMb30BaTbCS 3HAOKapauanbHas PYA
WK KPUOLECTPYKUMS o4yaroB aputmuu. Takum obpasom, npu
peuuanBMpYIOLLEN KEeNyLoYKoBOW Taxukapguu Ha (oHe Te-
panun VK[, pecdpakTtepHon K MeOMKaMEHTO3HOW Tepanuu M
kaTeTepHon PYA, BO3MOXHa Xupypruyeckas pesekuus ovara
KT nnu ero npamas PYA nnv kpuogectpykums. Y nayneHTos ¢
BPOXOEHHbIM CUHAPOMOM yanuHeHHoro uHtepeana QT (LQTS)
BbIMONHEHWE NEBOW LUENHO-TPYAHON CUMNATUYECKON raHrnuo-
9KTOMUM UCMOMNb3YETCS KaK AONOMHUTENbHBIA METOA NeYeHNs
npw YacTbix anu3ogax cpabatbisaHus VUKL nnv npn HenepeHo-
cumocty Beta-6nokatopos [86].

3AKINHOYEHUE

Mpodmnaktuka BCC — 370, npexae Bcero, npodunakTu-
ka BC n XCH. B HacToswee BpeMs 3 PeKTUBHBIM METOAOM
npegotepallenns BCC u ynyyweHns nporHosa nayueHToB
asnsietca umnnantaums UKLO. OpHako WKO Ha coBpemeH-
HOM 3Tane HeAOCTYMeH MHOTMM MauueHTaMm C BbICOKUM pU-
CKOM, NMO3TOMY JIeKapCTBEHHAs Tepanus 0CTaeTCcs rMaBHOW B
neyeHun 3TOM rpynnbl nayneHtos. Cpean Bcex npenapaTos
BAB obecneuynBatoT Hambonee sHauMMblii ahekT (CHUKE-
Hue pucka BCC coctaBnset B cpegHem 25% y pasnuyHbix
TPYNN MaLMEHTOB) M UMeKT Haubomnbliy AoKa3aTesbHyH
6asy. bonee TOro, HasHayeHue Apyrux npenapaTtoB k BAB
ele 6onblwe cHxaet puck BCC. Takum obpasom, B npocu-
naktuke BCC y nayuentoB ¢ UBC u XCH gomxHbl ucnosnb-
30BaTbCA BCe rpynnbl npenapaTtos, obnagawlime foka3aHHON
3 ekTMBHOCTLI0. BHeapeHne Bcex MeTo40B NpodunakTuku
v nporHo3uposaHus BCC npuBeno Kk TOMy, YTO BbXKMBAEMOCTb
naLlWeHTOB BbICOKOTO pucka Bbipocna. /13BeCTHbIN Kapanonor,
bepHapa JlayH, nucan: «PaHblue kapauonor pefko BCTpe-
yan nauueHTa C Xenygo4yKoBOW Taxukapaweir, a Tenepb 310
06bl4HOE sBneHne. Ecnu paHblue 60MbHOW, Kak NpaBuno, He
BbXWBAn nocne ABYX WNW Tpex MPUCTYMOB Keny[404YKOBOW
Taxukapuu, To Tenepb €CTb NaLWeHTbl, KOTOPbIE NepeHecun
COTHM Takux npucTynoBs. MosBMAack 1 paclmpunack Lenas
obnactb apuTMONOrMM C MHHOBALMOHHBIMI TEXHOMOMMAMN
ANS AMarHocTukM 1 neyeHus. CnaceHo GecuncneHHoe Konu-
4EeCTBO XU3HEN. A nopaxeH, kak 6bICTpo, ByaTo 3@ AeHb, 3TO
BCE pacnpocTpaHunoch No BCeMy MUpy 1 cTano nosctogy ob-
LWENPUHATLIM TIEYEHNEMY.
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