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|. BBEOAEHUE

CMepTHOCTh OT CepAEeYHO-COCYINUCThIX 3aboneBaHudl B Poccum sBisiercs ogHOW U3
HaunOoJiee BHICOKMX B MUpe U coctaBisieT 1462 Ha 100.000 xuteneii B rox [1]. CmepTHOCTH OT
CEpJICYHO-COCYIUCTHIX 3a0oiieBaHuil B PD sBisercs ogHON M3 HamOojee BBICOKUX B MHpE U
cocraBisger 1462 ua 100.000 xwureneir B rox [1]. OcHOBHBIC MPUYUHBI CMEPTH OT CEPACYHO-
COCYIUCTBIX 3a00JIEBaHUI - IPOrpecCUpOBAaHME XPOHUYECKOH CepleyHOW HEJOCTaTOYHOCTU
(OKOJIO MOJIOBMHBI BCEX JIETAJIBHBIX MCXOJ0B) U BHe3anHasa cepaedHas cmepTs (BCC) (apyras
nosioBuHa). CorinacHO pacdyeTHbIM JaHHBIM B P®D BHE3alHO OT CEpAEUHBIX NPUYUH €XKETOJHO
ymupaet 200.000-250.000 uenosek [2]. CoorBercTBenHO, mpobiema BCC kpaiiHe akTyajibHa
JUI OT€YECTBEHHOI'O 37paBooXpaHeHus. MHrepec k 3Toil Teme 00yciaoBiIeH U TeM (PaKTOM, 4TO
yactrota BCC umeer TeHAeHLMIO K yBeauMueHHI0. OUEBHJIHO TakK K€ M TO, YTO CYLIECTBYET
BO3MOXXHOCTh HCIIOJIb30BaHUA A(PPEKTUBHBIX MPOMUIAKTUYECKUX Mep, HalpaBICHHBIX Ha
yIIy4llIEHUE CUTYalUH.

B nmpencraBnenHbix PexoMenpanusx, pa3paOOTaHHBIX Ha OCHOBE COBPEMEHHBIX
JOCTHDKEHUIN OTEYECTBEHHBIX M 3apyOEKHBIX CHELMAIMCTOB, PACCMATPUBAKOTCS BOIMPOCHI
nporHo3upoBanuss U npeporBpamieHuss BCC y paznuuHbIX KaTeropuil OOJBHBIX M IpyHId
HaceneHus. JlaHHple PekoMeHJaluu TMO3BOJSAT ILIMPOKOMY Kpyry Bpadeil (TepareBToB,
KapJMoJIOTOB, KapAMOXUPYProB, PEHTITEHXUPYPIOB, pPEAHUMATOJOIOB) B IOBCEIHEBHOU
KJIMHUYECKON NpaKTUKe BBIABIATH (akTopbl pucka BCC M B KaXIOM KOHKPETHOM Cllydae

pa3paboTaTh ONTUMAIBHYIO IPOrpaMMy 110 €€ MPO(UIAKTUKE.

HaCTOﬂIIII/Ie PGKOMCH}IaHI/II/I ABJIAIOTCA OAHMM W3 JOTaloOB CO3JaHUA W pCaln3alun

s dexTruBHON Tporpammel npodunaktuka BCC B Hamie crpane.

B OCHOBY HaCTOAMIUX PexoMmenmanuii  nerio MMPEACTaBJIICHUC 00 OCHOBHBIX H

BTOpOCTENEHHBIX pakTopax pucka BCC.

BrisiBreHre 0OCHOBHBIX ()aKTOPOB pHCKa MpeIoaraeT BbIOOp B 1MoiIb3y 0oJiee arpecCUBHBIX
meronoB mnpoduiakTuku BCC (npoBeleHHE WMHTEPBEHIMOHHOTO W/HIM XHPYPrHYECKOTO

JICYEHUS).

Hannune BTopocrenenHblx ¢aktopoB pucka BCC mpenmnonaraer ucmnonb3oBaHue Ooiee
CAepKaHHOW TaKTUKM, KOTOpas 3aKirodaercs B Moau@uKanuu (aKTOpOB pPHCKA pPa3BUTHUS
OCHOBHOTO 3a00JI€BaHMsI Y KOHKPETHOrO OOJBHOIrO (HampuMmep, OTKa3 OT KypEeHHs, CHI)KEHHE

MacCChbl TCJ'Ia) " OIITUMHU3AIINHU €0 MEIUKAMCHTO3HOT'O JICUCHU .



Uwuratensm, nanekum ot mpobiemsl BCC, skemarommm riay0xe TOTPY3UThCS B JTaHHYIO

TEMY, Mbl pEKOMEHAYEM:

[TepBoe, - o3nakomuTthcs ¢ |-VI rnaBamu;

Bropoe, - npu pabore ¢ MalMEHTOM C LENbIO ONpEAENICHUs PUCKA U OCYIIECTBICHUS
npodunaktuku BCC crnemyer ompenenutbcs € OCHOBHBIM JIMarHO30M M HaJMYMEM W/UIU
OTCYTCTBHEM OCHOBHBIX (akTtopoB prucka BCC. Ilocne 3TOro 03HaAKOMHUTBCS C pPyOpHKOI
cTparudukammu pucka U npodpmraktukn BCC mpu COOTBETCTBYIOMIEM 3a00JCBaHUN B TJIaBe

VII;

Tperbe, - pekOMeHIAIMU, TMPEACTABICHHBIE B COOTBETCTBYIOMmeM pasjaene riaBbl VI,

MpeyiaraéM CYuTaTh pyKOBOJICTBOM K JIEVCTBHIO.

Il. MEXAHU3MbI U NMPU4YNHBLI BCC. OMNPEOENEHUNA U
TEPMUHDI

Onpenenenne BCC. Ilox BHe3anmHON CMEPTHIO MOHUMAIOT HEHACUIILCTBEHHYIO CMEPTh,

Pa3sBUBIIYIOCA MOMCHTAJIbHO WJIM HAaCTYIIMBIIYIO B TCHCHHUC Yaca ¢ MOMCHTAa BO3HUKHOBCHUSA

OCTPBIX U3MEHEHHUH B KIIMHUYECKOM cTaryce 6osbHOTO [3-5].

Crenyer pasnuuaTh 6He3anuylo cepoeunyro cmepms (BHE3AIHAs CMEPTh OT CEpACYHOMN
OPUYMHBL) U 6He3annylo cmepmy. Kputepun TUarHoCTUKU MOCIEAHENH CXOHBI ¢ ONpeaesieHueM
BCC, ¢ tem ornnuuem, 4TO BHE3alHasi CMEpPTh pa3BUBAeTCid B Pe3yJibTaTe HEKapAHAIbHBIX
IPUYMH, B YaCTHOCTH TaKMX KaK MacCUBHas TPOMOOAMOOIMS JIETOYHOM apTepuu, pas3pbiB

AHCBPHU3MbI COCYZIOB I'OJIOBHOT'O MO3Tra U T.A.

Mexanusmbl BCC. CornacHO AaHHBIM, NMONy4eHHbIM npu npoBeneHun XM-OKI' y

MAIMEHTOB, YMEPIIUX BHE3AIHO, YCTAHOBJIEHO, YTO B TOJABIISIONIEM OOJBIIMHCTBE CIy4acB
(85%) mexanusmamu pazButhst BCC sSBISIFOTCS JKENyJOYKOBBIE TAXHAPUTMHUH — KETYI0UKOBAsK
taxukapaus (KT) u ubpumsiius xenynouxkos (DXK) ¢ mocnenyrommm pa3BUTHEM aCHUCTOIHH.
OcraBmecs 15% mnpuxomstcs Ha 100 OpamguaputMuii ¥ acucroiauu [6-8] (pume. [1.1).
Pa3Butne ocTpoil JeBOXKenyJOYKOBOW HEJOCTATOYHOCTH Ha (POHE apUTMHM COMPOBOMKAACTCS
HapYILIEHUAMH, KaK CUICTEMHOM TaK U PErMOHAPHON T€MOJUHAMUKH, , IPEXKJI€ BCETO CO CTOPOHBI
[MHC. B pesynpTaTe MOTYyT BO3HHUKHYTh HEOOpAaTUMbIE H3MEHEHHS B JKHU3HEHHO Ba)KHBIX
opraHax, IpHUBOJSIIME K JieTalbHOMY Hcxoay. Iloaromy KitoueByr0 pojb B KIMHUYECKOU

HHTCpIIpETallun 3]I0KQUECTBEHHOT0  TCUCHUS  JIFOOOM apuTMHuu U ONpCACIICHUA cC
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’KM3HEYTPOXKAIOILEro XapakTepa clIelyeT CUUTATh: BO3HUKHOBEHHE OOMOpPOKa, NMperoOMopoKa,
TOJIOBOKPYKECHHMSI, apTEpUaIbHOM TUIIOTEH3UH, IPOIPECCHUPOBAHUE IIPOSIBICHUN CEPACUYHOU
HEJI0OCTATOYHOCTH, CTEHOKapAuio. Hannuue uiam oTCyTCTBUE MPEACYIIECTBYIOIEH CTPYKTYPHOU
[IATOJIOTUHU CEPILA MOXKET MMEThb ONPEIEIAIOIIEe 3HAUYCHUE I aJanTallMOHHBIX W3MEHEHUN

napamMeTpoB CEPACYHOIO BI)I6pOC3, a4 3HAYUT M OJId XapaKTepa KIMHUYECKOTO TCUCHUSA apUTMHU.

VY nmauMeHToB ¢ OTCYTCTBHEM BBIPAKEHHOM CTpyKTypHOU maronoruu cepaua BCC, kak
IpaBUIIO, BOSHUKAET M3-3a pa3sutus noiumopduoit KT wim XKT no Tumy torsades de pointes
[3]. YV OGonbHBIX ¢ HamMuuMeM CTPYKTYpHOW TMaTojioruM cepauna, B yactHoctd ¢ HWBC,
JKEITYZI0YKOBbIE apUTMHUH BO3HUKAIOT JTUOO M3-3a MOSIBJICHUS OCTPOIl UIIEMUU MUOKap/a, 1100 B
pe3ysbTaTe pealn3allid MEXaHu3Ma pe-ewmpu B 00JACTH MOCTHH(APKTHOTO pydna (B 3TOM
cllyyae HapylleHHs KOPOHAPHOTO KPOBOTOKA HE SIBJISIOTCS mpuunHOM aputmuu) [3-5, 9]. Uto
KacaeTcss OpaJMCUCTOIMYECKIX MEXaHU3MOB, TO CIICHAPHM, CBA3aHHBIA C MX BOSHHUKHOBEHHEM,
XapakTepeH AJiA MalUEHTOB ¢ TEPMUHAIbHBIMHU CTAIUSIMH CTPYKTYPHOW MAaTOJOTUM cepAua U

OTHOCHUTEJBHO peok (mocturaet 15%) [3-8].

ITyckoBbiMU (akTOpamMu pa3BUTHs (DAaTaJbHBIX APUTMUNA MOTYT SBISATHCS M3MEHEHUS
TOHYCa BEreTaTHBHOW HEPBHOW CHCTEMbI (IOBBIILICHUE CHMIIATHYCCKOTO W/WIM MOHMKCHHUE
apacHMITaTHIECKOr0), (HU3MUEcKas Harpys3Ka, MPHEM HEKOTOPBIX JIEKAPCTBEHHBIX CPEICTB,

SJICKTPOJMTHBIC HAPYHICHUA, TOKCUUCCKUC BO3I[CﬁCTBH$I, THUITIOKCHSL.

Bepositnocts BCC y nu1 ¢ HaJlMuneM CTpyKTYpPHOU MAaTOJIOTUU Cepla B TEUEHUE rojia B
7,5 BBILIE, YEM y MAIMEHTOB 0e3 cTpyKTypHO# nartonoruu cepaua [10, 11]. Cpeau 3aboneBanuii
cepaua ocHoBHol npuunHoit BCC saBnsercs UBC, Ha nomo kotopoit npuxoaures a0 80% Bcex
ciyuaeB [3-8]. Kpome UBC, BCC Bctpedaetcs y marenToB ¢ auiaranuponsoi (JJIKMIT) [3-8] u
runeprpoduyeckoit kapauomuonatusmu (I'KMII) [3-8], apuTmorenHoil nucriasuelr mpaBoro
xenymouka (AJIDK) [3-8], mpu cumapomax bBpyrama wu yamuHenHoro wunrtepBama QT,
AQHOMAJIMAX Pa3BUTHsI KOPOHAPHBIX apTEpUil M APYIUX MATOJIOTMUYECKUX COCTOSIHUSIX, NEPEUECHBb

KOTOPBIX MpecTapiieH B Tad e |1.1.

Omnpeaenenus W TepMuHBLL. Ham MNPpEACTaBIACTCA HGHCCOO6pa3HLIM B JaHHBIX

PekoMenpanusx nath OIpe/eleHHe OCHOBHBIM TE€PMHUHAM, KOTOPbIE B MOCIEAYIOLIEM OyayT

BCTpeUaThes aee mo tekcry (radauuna |1.2).

lll. Knaccbl pekoMmeHAauuMm n YpoBHU AoKa3aTeNbHOCTU



[Tonoxxenuss Hacrosmux PexomeHmamuii 0a3upyroTCsl Ha COBPEMEHHBIX TPUHITUATIAX
JIOKa3aTeIbHOW MEIUIIMHBl U TPEJCTaBICHbl B BUJIE KJIACCOB IMOKA3aHUW C TEM WJIM HHBIM
YPOBHEM JIOKA3aTEIBHOCTH KaK JJII METOAOB TUAarHOCTUKH, PUMEHSIEMBIX MIPH CTPaTUPUKALIUN
pucka BCC, tak 1 MeTos10B ee npoduiaktuku (tadmamma 111.1).

ypOBeHb JOKa3aTCJIbHOCTH TOT'O UJIM MHOT'O ITOJIOKCHUA CUUTACTCH.

HauevlcuM (KJ'IaCC A) - [IPU HAJIIMYUH JAHHBIX OOJIBIIIOr0 KOJIUYECTBA PaHAOMHU3UPOBAHHBIX
KJIMHUYECKUX HCCIICIOBaHUMN W/WIIH JaHHBbIX MCTa-aHaJIn3a.

cpedHum (knacc B) - mpu HaNMYUM OrpaHUYEHHOTO KOJIMYECTBA PAHIOMU3UPOBAHHOTO (OJIHOTO)
U/WJIA HEPaHI0MU3UPOBAHHBIX UCCIIEIOBAHUIMA.

HU3MWuUmM (KJ'IaCC C) - €CJIM OCHOBAHUEM JId €0 BBCACHHA IIOCITYXXHUJIIO OIMMCAHHUE OTACIBHBIX
KIIMHUYCCKUX CIIy4YacB W/UId MHEHHE OKCIICPTOB.

V. Annoemuonoruna BCC

Hanaple odummanpHBIX cTatucTUdeckux oTdetoB B P®  (LlentpanpHas 06a3a
CTaTHCTUYECKUX  JaHHbIX  DenmepanbHOM  COykObl  TOCYJapCTBEHHON  CTAaTHUCTHUKH,

www.gks.ru/dbscripts/Cbsd) ne comepxar uHpopmamuu otHocutensHo BCC B cTpykKType

cMepTHOCTH HaceneHusi Poccun. PacueTHrple JanHBIe, COCTaBIEHHBIE C Y4€TOM KOA((PHUIIMEHTOB,
IOJIyUEHHBIX B Xoje snuaemuonoruueckux wuccienopanuii B CIIA wu crpan Espomsl,
CBUJIETEIBCTBYIOT O IIMPOKOM Auana3zoHe Bo3MoxHON dyactoTtel BCC B Poccuu B ron — ot 141

ThIcsiu 4enoBek 70 460 Teicau (Tadumua 1V.1). Ognako Oonee peambHBIMU MPEACTABISIOTCS

snauenust 200-250 Teicsd yenoBek B rof [12].

[lepBrie snuaemuonoruueckue uccienosanuss BCC na Tepputopun ObiBmiero CCCP
ObUTH BBIMOJHEHBI B 70-X TOJax MPOLLIOro croieTus B pamkax nporpammbl BO3 «Peructp
octporo M» [13]. Ha 100 000 Hacenenusi r. MOCKBBI aBTOpaMH 3aperucTpUpoBaHO 78
BHE3AMHBIX CMepTell y MyX4uH u 37 — y >keHUH. YyTh MO3Ke CXOJHBbIC JaHHBIC ObLIN
noaydensl ¥ B T. HoBocuOupcke [14] u r. Bomorae [15]. DTu ucciaenoBaHus BBISBUINA PSjI
AMUIEMUOJIOTHYECKUX OCOOEHHOCTEH, B YACTHOCTH OHU YCTAHOBHWJIM OTUETJIMBYIO aCCOLMAIINIO
BCC c¢ pacnpoctpaHeHHOCThIO HMH(apKTa MHOKapAa, a TaKKe YCTaHOBHIM OTUYETIMBOE
npeobnaganne BCC y MyX4MH 1O CpaBHEHHMIO C >KeHIIMHaAMH. COOTHOIIEHHE BHE3AIHO
YMEpIINX MY>KYUH K )KCHITUHAM cocTaBmwio 2,1-6,6:1.

HenaBno 3akoHumBIIEEeCs KpymHoe oTedecTBeHHOe wuccnenoBanne PE3OHAHC,
MpPOBEICHHOE B Tpex poccuiickux roponax (Pss3anp, Boponex, XanTbi-MaHcuiick) u

BKIouyMBIIee monynsnuio OonpHBIX ¢ WBC uymncnennocteio 285 736 udenoBek, ObLIO
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CIJTAHUPOBAHO C 1IEJIbI0 yTOUHEHUs pacnpocTpaneHHocTH BCC, a Takke KauecTBa TMarHOCTUKU
u cratucruyeckoro ydera BCC B MemauuumHckux yupexnaeHusx [16]. CoriacHo muarHosam,
3apEruCTPUPOBAHHBIM B MEIUIIMHCKUX CBUIETENLCTBAX 0 cMepTH, yactora BCC Ha doue UBC
COCTaBWIa B MYKCKOM momyssinuu - 69 ciaydaeB Ha 100 000 myXCKOro HacejleHHs B TOJ, B
keHckol — 26 Ha 100000 xenckoro HaceixeHus B ron. OpgHaxko 0Oojiee JIeTaIbHBIA
JIOTIOJIHUTEIbHBIA aHAJIN3 MEIUIMHCKON JTOKyMEHTAalllu, OIpoca POACTBEHHUKOB, CBUJIETENIEH
CMEpTH, a TAKKe JISHALX Bpaueil u Bpauei u3 Opuraj CKOpord MeIUIIMHCKON TTOMOIIH ITPUBET K
BBIBOAY, uTO yrouHeHHass yactora BCC B 2,3 y MyxkuuH u B 2,8 pa3a y KCHIIWH BBIIIC
3apEeruCTPUPOBAHHOTO O(UILIMATHHOTO YPOBHS U COCTABIIIET COOTBETCTBEHHO 156 u 72 cimyuas
Ha 100000 wnacenenuss B Tr1oA. Takum o0Opa3oM B OTEYECTBEHHOM IPAKTHUYECKOM
3/IpaBOOXPAaHEHUH HE BBIABISIETCS Kaxaplidi BTopoi ciydait BCC y 6onbabix MBC mykckoro
nona, u 2/3 — y 6onpHbix UBC >keHCKOro mojia, 4TO MPUBOJHUT K HEJOOLIEHKE BEPOSTHOCTU
pasButust BCC B nonyssiiiuu. OcHOBHBIMU IipudnHamu Takoro Hegoyudeta BCC y 6onpabix UBC
IpU3HAHbl HEJOCTATOYHO AKTHBHO MPOBEJEHHBIA JHAarHOCTUYECKUI MOUCK IPU YCTAaHOBJIECHUU
NpUYHHEI cMepTH (45,4%) 1 ommOKu 0hopMIIEHUST METUIIMHCKOHN ToKyMeHTanuu (55,6%).

[To naHHBIM JAPYroro pOCCHICKOro wuccienoBanus [17], mpoBeaeHHOro B 0OmmIeH
nomyyisiii r. MOCKBBI, Cpelld BCE€X NPUYUH CMEpPTH, HACTYNHUBIICH BHE MEIUIIUHCKUX
yupexaenuit, nons BCC nocturaer 39,4% u coorBerctByeT 92,5 cyqasm Ha 100.000 xuteneit
B I'OJI.

B CIHA exerognsiii nokasarens BCC cocraBiser or 1 go 2 ciywaes Ha 1000
HaceleHus, 4Tto B abcomoTHbX unciax coorBerctByer 200 000 - 450 000 uemosek [18, 19].
Takue konebaHHs, B OCHOBHOM, OOYCIIOBJIEHBI pPa3iIHYUSIMU HCIOJIb3YEMbIX KpPUTEPUEB
BKJIIOUEHUS, B MIEPBYIO OYepe/b, CBA3AHHBIX C Pa3HBIMU BPEMEHHBIMU paMKkaMu cuHjipoMa BCC
(ot 24 vacos, npumensBixcs B 1980-1990 rr., no 1 yaca — B COBpEMEHHBIX PEKOMEHIAIUSX ).
Ycpennennsle anuaeMuosiornyeckue nokasarenu B CIIIA cBuIeTeNnbCTBYIOT O TOM, YTO A0S
BCC (npu ycnoBum 1 4YacoBOro KpuTepHsl BKIIOUEHHS) B CTPYKType OOIIell CMEepTHOCTU
cocTaBisieT okoio 13%, a B cMepTHOCTH OT OOJIe3HEH cucTeMbl KpoBooOpareHus: — okoso 40%
[19]. B To xe Bpems pe3yabTaThl TOJUIAHJICKOTO MCCIIEAOBaHUS, B KOTOPOM HMCIIONb30BaCs 24-
4acOBOM KpUTEpPHUM JUArHOCTHKH, Noka3anu, yto yacrora BCC cocraBuna 18,5% cpenu Bcex
cmepreit [20]. B ymomuHaBmiemcsi poccuiickom uccnenoBanun PESOHAHC [16] B kauectBe
BepxHero BpemeHHoro kpurepust BCC 6bu1 npusnan 12 4, a pacuernas noist BCC B ctpykrype
o01mieit cmepTHOCTH cocTaBuia 16,3%.

B EBponie yacrora BCC B nenom conocraBuma ¢ takoBoit B CIIIA, BmMecTe ¢ TeM, OHa

3HAYUTEILHO KOJieOJIeTcss B Pa3IIMIHBIX eBpOHeﬁCKHX CTpaHax B 3aBUCUMOCTH OT
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9KOHOMHYECKOT0 MW reorpadudeckoro monoxenus [21]. Kpome Ttoro, mnpociexkuBaeTcs
OTYETIIMBAsi B3aUMOCBA3b Mexay yacToToid BCC 1 Bo3pacToM, MOJIOM M pacipOCTPaHEHHOCTHIO
UBC [12, 22]. lopasusiromee GonpmuacTBO cinydaeB (80-85%) BCC accommuposano ¢ UBC,
npuueM OoJjiee TOJOBHMHBI K3 HHUX CBSI3aHO C OCTPhIM HApYyIIEHHEM KOPOHAPHOIO
KkpoBooOparenuss [23]. A6GcomroTrHoe KonmyectBO ciiydaeB BCC Gombllle y MYKYHH H
YBEIMYHBACTCS IPOMOPIIMOHAIIFHO C BO3pAacToOM B momyisiuu, onHako noist BCC B cTpykrype
o0reli CMEPTHOCTH MaKCHMailbHa y JIMI B Bo3pacte 35-44 net [23]. B atom e ucciaenoBanuu
ObLJI0 MOKa3aHo, 4To B 80% ciiydaeB cMepTh HACTYIAET B IOMAILIHUX YCIOBHSIX, emie B 15% - Ha
yIuie Wi B my0andHoM mMecte. bosiee yem B TpeTH ciy4yaeB CMEepTh HacTymnaeT 0e3 CBUJIeTENeH.

Takum o0pa3om, JHIIb HE3HAYUTEIBHOE YHCIIO MAIMEHTOB YMHUPAIOT B MPUCYTCTBHH
MEIUIUHCKIX pAaOOTHUKOB M TEOPETUYECKM MMEIOT OOJbIlle IIAHCOB Ha YCICUIHBIE
pEaHMMAallMOHHBIE MEPOIPHUSATHS M, COOTBETCTBEHHO, BBDKMBAHHME. JTHU JaHHBIE MPUBOIAT K
BBIBOJY, YTO OCHOBHBIE MEPONPUATHS AOKHBI OBITh CKOHIICHTPUPOBAHBI HA BBISBICHUH T'PYIIIT
nossiieHHOro pucka BCC u npoBeneHnn npouiakTHYeCKUX MEPOIPUITHH.

AKTYallbHOCTh ATOTO TOJIOXKEHHS HarisaaHo aeMmoHcTpupyer pucynok |V.1. Yacrora

pa3Butust BCC MuHuManbHa B 0011l MOMyNIALuY , OAHAKO, MMEHHO CPEl JIML 3TOH KaTeropuu
peructpupyercss HaumbOoJjbllee 4uciao Takux cmepredd. W, HaoOopor, B rpymme Haubonee
BeIcOKoro pucka BCC, Hampumep, y JHI, NMEPEHECIINX OCTAHOBKY CEpAla, W/MIN WH(apKT
MHOKapJla ¥ HMMEIOIIUX JKEIyJOYKOBble HapyuieHus putma, aonss BCC makcumanbHa, HO B
a0COIOTHBIX LM(pax OHA 3HAYUTEIHHO MEHbIIIE TAKOBOW B OOILEH MOMYIISIIHH.

OTu JaHHBIE, BIIEPBBIE NPOACMOHCTPUpOBaHHbIE Mouth 20 JeT Ha3ax, COXPaHSIOT
aKTyaJIbHOCTh U B HacToduee BpeMs. OHU CBUAETEILCTBYIOT, C OJHOM CTOPOHBI, O TOM, YTO
sp¢pextuBHocTh npenynpexaeHuss BCC 3a 3T1o BpeMsl M3MeHWIAach SIBHO HEAOCTAaTOYHO, C
JIpyroi — dro KpailHe Ba)kK€H IOMCK HOBBIX KpPUTEpUEB, KOTOpbIE MO3BOJWIN OBl
UICHTU(UIMPOBATH TPYIITY MOBBIICHHOTO PUCKa B 001e nomysiuu [12].

V. ®dakTopbl pucka un ctpatucpukauma pucka BCC B
KIIMHUYECKOU NpaKTuke

Yacrora pa3sutusg BCC munumanbHa B oO1Iei MOMyssiiuy, B KOTOPOH perucTpupyercs
HaubosbIIee ynuciao Takux cMmepteld. [Ipu Hanuuum pakropoB pucka BCC gactoTa ee pa3BuTus
BBIIIIE, HO B a0COIOTHBIX LM(pax OHA 3HAYUTEIHHO MEHbINE, YeM B O0Iel monynsuuu. B »Toit
CBSI3W BONPOC O MPOTHOCTUYECKOH 3HAYUMOCTH TOTO WJIM MHOTO (hakTopa M UX COYETaHUS B

oTHoweHnN pucka pazsutus BCC sABisieTcst Ype3BbIUaliHO aKTyaJIbHBIM.
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Omnpenenenue pucka pa3Butus BCC ckimaapiBacTCsl U3 BBISBICHUS OTIEIBHBIX (haKTOPOB
U OoOpCACICHUA HUX 3HAYUMOCTH Yy KaXIOTO KOHKPCTHOT'O IMAalMCHTA. Hanuune HecKOJIBKHX
q)aKTOpOB PpUCKaA IMO3BOJJIACT OTHCCTU MALUMCHTA K OMPCACICHHBIM KIIMHUYCCKUM IIOATPYIIIaM,
onpeaenuTs puck pazsutusg BCC Bo BpeMeHU U, B KOHEUHOM UTOTe, OIPEEIISIEeT ONTUMAIbHYIO

TaKTUKY NPOPUIAKTUIECKIX MEPOIIPHUSITHIA.

daxtopsl pucka BCC.

Ha nam B3misn, uenecooOpa3HO BBIACIATb OCHOGHble W emopocmeneHhvle (HaKTOphI
pucka BCC. K ocnognbim daxropam prcKa OTHOCATCS 3MM307 CEPACYHOTO apecTa B aHAMHE3e
W/WIIM TeMOJMHAMHYECKU 3HaunMas ycronumBas KT, ykazaHue B aHaMHE3€ Ha MEPEHECEHHBIN
uHpapkt wmuokapra (MM), »nuM304bl CHHKOIE, BBISBIEHHAs IPH HHCTPYMEHTAJIbHOM
00CJIeZIOBaHUM CHUCTOJIMYECKass JAUCQYHKIHSA, COINPOBOXKIAIOIIANACS CHHKEHHEM (paKkuuu
BeIOpoca seBoro xenynouka (OB JIK) menee 40%, XD n/mnum snu3onsr HeycroitunBoit XKT.
[Ipy HamM4YMK y KOHKPETHOTO OOJIBHOTO OCHOGHbIX (DAKTOPOB PUCKA CYIIECTBYET BBICOKAS HIIH
yYMEPEHHasi BEPOSTHOCTh PELHUIMBUpPOBaHMs 3i0KadecTBeHHbIX JKXHP ¢ pasButmem ocrtpoi
CepAeyHON HEeI0CTaTOYHOCTH, U B KoHeuHoM urore — BCC. K emopocmenennvim daxropam
pucka OTHOcsTCs: runeprpodus Muokapia jeoro xenynouka (I'JDK), aprepuanbHas
runeprensusa (Al'), runepnununemusi, caxapusiii quader (CJI), kypeHue, U30bITOUHBIA Bec,
yBEJIMUEHUE 4YacToThl cepaeuHbix cokpameHuid (YCC), runepcUMmaTuKOTOHMS U Ap.

o0cyx/1aeMble HIKE PU3HAKH.
OcnosHule ¢hakmopul pucka

ITon ocrnosnbimu hakTOpamMu pucKa MOAPa3yMEBAIOTCs KIMHUYECKHE IPU3HAKY, HAJTMYKe
KOTOPBIX MpPEINoiaraeT OTHECEHHE OOJBHOTO K KaTerOpHM JIMII C BBICOKUM WM YMEPEHHBIM
puckom BCC B TeueHme KaJeHIApHOTO roja (BEepOATHOCTHBIA puck MoeT pocturath 20-50%

i 5-15% coOTBETCTBEHHO).

ONu301 CepAeYHOro apecra B aHaMHe3e W/WJIM TeMOAMHAMHYECKH 3HaYMMasi
yeroiiunBas 2KT. Haubonee cepbe3nbiM paktopom pucka pazsutus BCC sBnsercss Haauuue
AMH30/a CepJCUYHOro apecta B anamHese. [lo nanueiM JT Bigger puck BCC y sroit kareropuu
NalMeHTOB B TedeHue roja coctarisieT 30-50% [24]. Dtu naHHbIC OBUIM MOATBEPXKICHBI B
KOHIIE MPOILIJIOTO BE€Ka B MCCIEAOBAHUSX, MOCBIAMIEHHBIX Hcnojb3oBanuto MKJ[ B memsax
BropuuHoii npoduinakruku BCC (AVID, CASH, CIDS) y nanHO# KaTeropuu MmanueHToB [25-
27].
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Yka3zaHusi B aHaMHe3e Ha NepeHeceHHbIH nHpapKkT Muokapaa. /[aHHbie, MOJTy4eHHbIE
B uccienoBanusx no oneHke AAIl y manmentos, neperecimx OUM (EMIAT, CAMIAT u
DIAMOND-MI), aputmuueckas JietanbHOCTh B pesynbrare pa3sutus KT u @K B Teuenue roga

cocrasysiet 5%, a B Teuenue 2 iet — 9% [28-30].

Cucrosninveckass quchyHkuusi jeBoro :xeayaouka. CHwkenHas OB JDK saBnsercs
HE3aBUCHUMBIM MPEIUKTOPOM  OOIIEeH, CepAeYHO-COCYAUCTONM M apUTMUYECKOM CMEpPTHOCTH.
JlanHOE TOJIO’KEeHHE OBLIIO MOATBEPIKICHO KaK pPe3yIbTaTaMU SMUACMHOIOTHYECKUX JaHHBIX (B
T.4. OIIOXA), Tak W pe3ynbTaTaMH HCCICAOBAHUH, MOCBSIIEHHBIX OIEHKE A(P(PEKTUBHOCTH
K]l B oTHOmeHnn mepBUYHOW M BTOpuuHOM mpodriaktukn BCC, BO MHOTHMX U3 KOTOPBIX

OJITHUM M3 KPUTEPUEB BKIIIOUCHHS ABJISUIACH CUCTOIMUecKas qucynknus [20, 25-27, 31-34].

Cunkonanabubie coctosinns. Puck BCC y manueHToB ¢ CHHKOIE MOXET OBITh CBSI3aH
KaK C HaJJMYMEeM CTPYKTYPHOH MATOJOTHH CEpAla, TaK U C MEXaHU3MOM Pa3BUTHS OOMOPOKOB.
@pamMHHTEIMCKOE HCCIeIOBAaHUE MPOJAEMOHCTPUPOBAIO, YTO CMEPTHOCTH MAIMEHTOB C
KapAMOT€HHBIMU OOMOpPOKaMH B TE€UEHUE KAJIEHJapHOT0 roj/la 3HaYUTeIbHO Bblle (10 33%), ueM
y OOJBHBIX C HEKapAHATbHBIMU NpuYrHaMu (10 12 %) unmu oOMopokamMu HesiCHOTO reHesa (1o 6
%) [35, 36]. [Ipu oOMopoKax pedIeKTOPHOTO MPOUCXOMKACHHS, KOTOPbIC YaIlle Pa3BUBAIOTCS Y
MOJIOJIBIX JIFOJIEH 0€3 CTPYKTYpPHBIX 3a00JIEBAHMM Cep/illa UK IIEKTPUIECKON HECTaOMIBHOCTH
MHUOKapJa, MporHo3 OmaronpustHeld [35]. Tem He MeHee, WMCIOTCS HAOJIOICHUSA,
CBHJICTEIbCTBYIOIINE O BO3MOXKHOM CBsA3U pediekropHbIXx 00MopokoB 1 BCC [37]. ¥ momnoabix
CIIOPTCMEHOB, CKIIOHHBIX K Ba30BaraJlbHbIM OOMOpOKaM, HE HCKIIYaeTcs ydacTue
pedICKTOPHBIX MEXaHW3MOB M B OOMOpOKaX, WHAYIUPYEMBIX (PU3NYCCKOW HArpy3KOH — UX
pE3yJIbTaTOM WHOTJA SBIISIACh CMEPTh B pe3ynbTare acucronuu [38]. UccnenmoBanne EGSYS-2
CTaBWJIO CBOEH IENbIO ONpeieNieHNe prucka paHHel (B TeueHue 1 Mecsia) u mo3aHei (B TeueHue
2 5eT) CMepTHOCTH TMalMeHTOB ¢ oOMopokamu. [Ipu3Hakamu «IUIOXOro» KPaTKOCPOYHOTO
nporno3a 0eun n3mMeHenus Ha DK, ogpimika, rematokput <30%, cucronmdeckoe AJl <90 mm
pT. CT., aHaMHe3 3acToiHOU cepaeuHoit HemgoctatouHocTH (The San Francisco Syncope Rule).
Puck cMmeptu cpeau MalMEHTOB BBICOKOTO pHCKAa OKa3aics MaKCUMAIbHBIM B TEUYCHHUE
HECKOJIbKUX JTHEH, CIeAYIOIUX 32 00MOPOKOM. UeThIpe U3 MITH cMePTeH MPOU3OILIH B TEUSHUE
48 4 1ocIie MOCTYIUICHHSI B OT/IeJIEHHE HEOTJIOKHOW MOoMOITH CBsi3u ¢ oOMopokoMm (STePS study)

[39].

Heycroituusas KT u yacras 7KJ. B 70-x rogax npomnuioro Beka nosiBUINCh padoThI, B

KOTOPBIX OBLIO NOKa3aHo, 4YTO Y NAUCHTOB C YKAa3aHUAMH B aHAMHC3C Ha HepeHCCCHHHﬁ M u
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gactyio KD w/mmum osmm3onel HeycronumBoit KT wumeercs mnosbeimeHHbii puck BCC.
OcHoBeiBasgch Ha pesynbratax uccinenoBanuii MADIT | u MUSST, nocBsieHHBIX OIIEHKE
spdextuBHoctn UKJ] y manumentoB ¢ XKD u neycroituusoir XT, MOXKHO yTBEpk aaTh, 4TO
ycToiunBocTh 3TuX aputMmuii kK AAII |A kmacca u ux tpanchopmanus B ycroiuuByro KT B

xoje nposeaenus s3H10DDPU  sBisercs pakropom pucka BCC [31].
Bmopocmenennvie ghakmopwl pucka

HOI[ 6MmopocmeneHHblMU (baKTopaMI/I pUCKa MoApasyMeEBaArOTCA KIMHUYCCKHUE ITPU3HAKH,

HaJIMYHME KOTOPBIX MOXeT onpenensats puck BCC Bbiie 00MIENOnMyIaInOHHOTO YPOBHSL.

ApTepuajibHasi TUINEPTEH3Us1 U runeprpodus JeBoro :keiayaouka. Al sBugercs
xoporio u3BecTHbIM ¢aktopoMm pucka MBC, xoTs manHsie 0 ToM, 4yto Hanmuuue Al sBisercs
dakropom pucka pasutus BCC ocrarorcs nporuBopeunBbiMu [40, 41]. T'JIDK sBisercs
Mophonoruueckum cyoctpaToM, Omaronapst kotopomy Al mpeapacnonaraer K BHICOKOMY PUCKY
paszsutus BCC Bcnenctue XA. K daxropam, crnocobctByromum passututo [JDK oTHOCAT
BO3pacT, U30BITOUHBIN BEC, HAPYLIEHUS TOJIEPAHTHOCTU K IJIIOKO3€, FT€HETUUYECKUE U3MEHEHUS
[42]. UzBecthHO, uTto Hammume OKI-mpusnakoB ['JIDK (yBenuuenue BonbTaka 3yOnoB R u
HapylIeHUN penoispusanuu) accouunpyercs ¢ 33%-oit u 21%-oif n1eTaNbHOCTHIO B TEYCHHE 5

JIeT y MY)KYHH M JKCHIIMH COOTBETCTBEHHO [42].

Puck paszsurua BCC npu ycnoBum Hammuus OKI'-npusnakoB ['JDK comocraBum ¢
takoBbiM y mnamnueHtoB ¢ MUBC u XCH. B psne uccienoBaHuii OblIO YCTaHOBJIEHO, YTO
yBenuueHue maccsl Muokapaa JIK, BeiBiasiemoe npu nposenenuun 9XO-KI', xapakrepusyercs
puckom BCC. Ilo npanabiM ®DpaMHUHrelMCKOro HCCIeAOBaHUs OTHOIIeHHe pUcKoB (OP)
pa3zsutus BCC 0610 1,45 (95%-AU 1,10-1.92, P=0,008) misa xkaxasix 50 r/mM2 yBenuueHus
macchl JOK mpu ycnoBum Hanmmums Apyrux ¢aktopoB pucka [43]. Bepudunuposannas na DKI
i OXO-KI' I'JIK, sBasiercst He3aBUCUMBIM (DaKTOPOM PHUCKa Pa3BUTHS CEPAEUHO-COCYAUCTHIX
coObiTuii. A Hamuuue kak OKI, tak u OXO-KI'-npusnakos I'JIK eme B Gonbiieil crenenu
YBEJIMUMBAET 3TOT PUCK. Pe3ynbTaThl, MOIyYeHHBIE B PaHJOMHU3UPOBAHHBIX KOHTPOJIUPYEMBIX
HCCIJIEIOBAHMSIX, HE JAIOT MCUYEPIBIBAIOIIET0 OTBETA HA BOIPOC, KaK BIMET CHMKeHue A/l Ha
puck paszsutuss BCC. M3BecTHO, 4TO y MOXKWIBIX MYKYMH C U30JMPOBAHHOW CHUCTOJIMYECKOU
runeprensueii puck pasputusi BCC Bbime, uem y sxkenmmH [41]. JlaHHBIH (akT KOCBEHHBIM
o0pa3oM coriacyercsi ¢ JaHHBIMH Pe3yJbTaTOB HCCIEIOBAHHM MO JIEYEHUIO HM30JIMPOBAHHON
CHCTOJINYECKOH THMEepPTeH3UEH Yy MOXKUIIBIX JIMIl, B KOTOPBIX OTMEYaeTcss yMEeHbIleHHe oOIien

cmeptHOCcTH Ha 17% u cmeptHOcTH oT OUM, Britouas BCC na 25% Ha ¢done xoppekuuu Al
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[44]. lanHble MeTa-aHATIM3a PE3yJbTATOB PAHIOMU3UPOBAHHBIX HMCCIICIOBAHHN 1O CHIDKCHUIO
AJl y TamMeHTOB CpEIHEro BO3pacTa C MPEUMYINECTBEHHO nuactoimyeckoii Al [45]
CBUICTENLCTBYIOT 0 14% (95 AU 4-22%, P<0,01) camxenuun cmeptHoctu oTr UBC wim

HedarampHoro OMM.

Jlumuabl. Xopouio U3BeCTHA 3aBUCUMOCTh MEXKIY BBICOKMM YPOBHEM XOJECTEpUHA M
puckoM pasputusi UbC, Bkimodas BCC [46—48]. B kmuHUYECKHX UCCAEA0BAHUX, IIOCBSIIICHHBIX
OIICHKE BIIUSHUSI CHIDKEHUS YPOBHS JIMIIUIOB B IeNsax nepBudHoi npodunaktukun UBC, puck
pazsutusi BCC cnernuanbHO HE ONMpeAessyics U CTaTUCTUYECKH JOCTOBEPHBIE JIaHHBIE Ha 3TOT
cueT OoTcyrcTBYIOT. Ecnu mpenmonoxutb, yto cHikeHue pucka BCC Oyner mpoucxoauThb
napajuieabHo co cHukeHueM cMeptHoct oT UBC m OUM, To Ha3HaueHUE CTAaTMHOB MOXET
UMETh 3HAYCHHE I yMEHbIIeHus1 oTHocuTenbHoro pucka BCC na 30-40% [49, 50]. Muorue
AMUJEMHUOJIOTHYECKUE HMCCIEOBAHUS CBUICTEIBCTBYIOT O TOM, YTO BBICOKUWA PHUCK Pa3BUTHUS
UBC (BepositHo u BCC), accomuupyercst ¢ AMETOHN, BKIIOYAIOIICH MOBBIIIEHHOE COJEPKAHUE
HACBILIICHHBIX JKUPHBIX KUCJIOT, U HU3KOW MpEeACTaBICHHOCTHIO MOJWHEHAchIeHHbIX [51]. Ha
CErOJIHAIIHUN JI€Hb OTCYTCTBYIOT JaHHBIE O TOM, YTO JIM€Ta C BBICOKUM COJEpKaAHUEM
HACBIIICHHBIX JKUPHBIX KUCIOT YyBenuuuBaeT puck paszputusi BCC. Tem He weHee, B
uccienosanuu US Physicians Study, B kotopom npuauMaio ydactre 20551 Myx4uH B BO3pacTe
or 40 mo 84 ner panee He mepeHocuBmux OMM, ObUTO YCTaHOBIEHO, YTO E€XKEHEIEIHHOE
ynoTpeOaeHnH pbIObl CHU)KAaeT OTHOCUTENbHBIN puck pa3Butus BCC B 2 paza (95% AU 0,24—
0,96; P=0,04). Dror »(dekr He 3aBucen OT Hamuuus Apyrux GakTopoB pucka [52].
Hcnonb3oBaHue B palMOHE MOPENPOAYKTOB ¢ BbIcOKUM coaepxkanuem [THXKK Takxke

accoLMMpPOBANIOCH ¢ yMeHbllleHneM pucka BCC.

®usnyeckass AaKTHBHOCTH. CylecTByeT  B3aMMOCBSI3b  MEXJIYy  HHTECHCUBHOMU
¢uznueckoil Harpyskoit u passutueM BCC. Tem He MeHee, MEXaHM3M €€ Pa3BUTHS OCTAETCS
HesiICHBIM. B OonbIIMHCTBE ciy4yaeB Jula, yMepIlUe BHE3aHO BO BpeMsl (U3MUECKOI Harpys3KH,
paHee peryispHo He TpeHupoBaiuchk [53]. Takum oOpazom, puck pazsutus BCC wm OUM
MOBBIINIACTCS Y HETPEHUPOBAHHBIX JIMI, BO BpeMsl MHTEHCUBHOW (u3nyeckoil Harpysku. B
HOMYJSIIMOHHOM HCCIIEJOBAHUU OBLIO YCTAHOBJICHO, YTO Mociae MoAu(UKauu (pakTopoB pHUcKa
NBC otHocuTenbHbi puck pazsutus BCC npu ymepeHnHo ¢u3nueckoil akTuBHOCTH (paboTta B
caay, TMelue TMPOTyJIKH) WM WHTEHCUBHBIX PpErYJISpHBIX TpeHupoBKax (6omee 60
MUHYT/HEJIENII0) HaXOUTCS B Mamna3oHe B 3-4 pa3za HUXKE, YeM Y JIUIL, Y KOTOPBIX OTCYTCTBYET
nogo0Hast (u3nueckass akTUBHOCTb [54]. Pe3ynmbTaThl 3TOro HCCielOBaHMS MOKa3ajd, YTO

OTCYTCTBHE (DU3MUECKON aKTUBHOCTH SIBJISETCS NPUYMHON Pa3BUTHS KOPOHAPHBIX COOBITUI
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(crenokapnusa, OKC, OMM) B 43% (95% AU 26-60), naxe npu yciaoBuu 3¢GEeKTUBHOMN
MOIUGUKAIMM TakuX (AKTOPOB pHCKa Kak KypeHue, 3(PQeKTUBHBIH KOHTpoiab AJ] u

yIOTpeOICHHE AIKOTOJISL.

Ynorpebaenue ankorois. HeoqHO3HAYHBI JaHHBIE O B3aUMOCBS3HM YNOTpeOICHUs
ankoronst 1 BCC. M30bITouHOE ynoTpeOsieHue KPETKUX ANKOTOJBHBIX HAIIMTKOB YBEIMYHBACT
puck paszputuss BCC [47, 55]. DToT dakt MOXKEeT O0O0BsACHATHCS yBenudeHueM uHTepBaita QT,
KOTOPO€ HEPEAKO BCTpedaeTcs y ankoroiukoB [56]. C npyroil CTOpPOHBI, MMEIOTCS JIaHHbBIC
UCCIICIOBAaHUI O TMPOTEKTUBHOM JICHCTBHM HEOOJBINUX J03 aKOTOJII B OTHOIICHUM PAa3BUTHUS
KHU3HEYTPOXKAIONIMX HKEITYyT0YKOBBIX apuTMuii [57]. B mpocnektuBHOM wuccienoBanuu British
Regional Heart Survey Obul0O mOKa3aHO, 4YTO YHOTPEOJIEHHE AIKOTOJBHBIX HAIKTKOB B
HEOOJIBIIIOM KOJIMYECTBE ACCOIMHPYETCS CO CHMKEHHEM pHCKa (aTaibHOTO HCXoma Tpu

pa3BUTUH IEpBOro OoubIIOro Koponapuoro cooeitus (OP 0,61, P<0,05)[47].

YCC u BapuabeabHOocTh puTMa cepaua. Yenunuenue YCC siBnsercs HE3aBUCHMBIM
dakropom pucka BCC [46, 47]. B3aumocss3p Beicokoii UCC u pucka pazsutusi BCC
OTMEYaeTCsl Kak y JIMIl ¢ IMarHOCTUPOBAHHBIM paHee 3a00JieBaHUWEM Cepjla, Tak U 0e3 Hero,
BHE 3aBUCHUMOCTU OT MHJEKCAa MAaccChl Tella U ypoBHS (usmueckoi aktuBHOCTH [46]. [Ipuunna
9TOH B3aMMOCBSA3M JI0 KOHILIa Heu3BecTHAa. OIHUM U3 OOBSCHEHHH SIBJISETCS yMEHbLIECHUE
AKTUBHOCTH TApacUMIIATUYECKON HEpBHOH cucteMbl. VccienoBanus BapHaOeNbHOCTH PUTMA
cepAlla CBHJETEIbCTBYIOT O TOM, YTO B MYXKCKOM MONYJSIMM OTHOCHUTENBHBIH PHUCK OOIIeH
CMEpPTHOCTH Yy MAIMEHTOB CPEAHEro Bo3pacTa B TeUEHME 5 jeT HaOmoJeHus Obll Bbime B 2,1
pasza (95% U 1,4-3,0) B ciyuasx, koraa nokazarenb SDNN 6but menee 20 Mc, B CpaBHEHHH C

JIMIIAMH COTIOCTABUMBIMHU IO BO3pacTy, y KoTopsix BeimnarnHa SDNN cocrasisiia 20-39 mc [58].

Kypenune. B mnomyisiiiuOHHBIX HCCIEOBaHMSX OBLJIO YCTAHOBJIEHO, YTO KypEHHE
ABJIsieTCA He3aBUCUMBIM (hakTopoM pucka kak BCC, tak u OUM [47, 48]. Dto nosoxxeHue
OTHOCHUTCS B T.4. M K JuuaM, y KoTopbix HeT npuszHakoB MBC [59, 60]. Kypenue sBnsercs
BaXHBIM JIOJTOCPOUYHBIM (hakTopoM pucka pa3sutusi BCC [46]. Takxke W3BECTHO, UTO KypeHHE
ABIIIETCS MOIIHBIM IpeaukTopoM pa3Butusi uMeHHo BCC, a ne BCC ot UBC [47]. OnHako B
psiie MCCIEeOBAaHUM JTaHHBIE O HENpPONOPLUOHATBHOM BIUsSHUM KypeHus Ha BCC He ObuH
noaTBepxieHsl [47]. Ilpogomkenue KypeHHs MOCie MEePeKUTOro BHE JICUEOHOTO yUpexIeHUs

CEpJIEYHOTO apecTa SBISETCA HE3aBUCUMBIM MPEIUKTOPOM Pa3BUTHS MOBTOpHOro snu3ona BCC

[60].
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Caxapuplii 1uadert. SBnsgercs U HapylIeHUE TOJEPAHTHOCTH K TIIIOKO3€ HE3aBUCUMbBIM
npeaukropom BCC nemsBectHo. Tak B uccienosanuu Honolulu Heart Program B Teuenue 23
aer Habmomamuch 8006 mamueHToB. bBpulO yCTaHOBIIEHO, YTO Yy JHII C HapyLICHHEM
TOJISPAHTHOCTH K TJIFOKO3€ M CaxapHBIM JAMA0CTOM BEIMYMHA OTHOCHUTEIHHOTO PUCKA PAa3BUTHS
BCC cocraBuna 2,22 u 2,76 (P=0,05) coorBercrBenno [61]. Cxokue qaHHbIe OBUIH ITOIyYCHBI B
Asctpun (OllI=4,2, 95% U1 1,39-12,81) [47]. Bo ®paniuu peTpoCreKTUBHBIN aHanu3 Oojiee
18000 BCC mokazan, yro CJI sBusiercs dakropom pucka BCC tompko y s ¢ UBC [62].
[IpocriekTUBHBIEC UCCIIEIOBaHMSI, TPOBeAeHHbIC B OUHIISIHIUYN 1 BennkoOpuTaHuu, moATBepIuIn

nojoxenue o ToM, uto CJI He sBiIsteTcst He3aBHCcUMBIM TpeaukTopom BCC [47, 62].

HN3menennss na IKI'. Jlenpeccuss cermenta ST u u3MEHEHHUS T-BOJIHBI SIBJISIFOTCS
uHpopmaruBHbiMU B auarHoctuke MBC u I'JIDK. CymectByer B3auMOoCBsI3b MEXAY Jienpeccueit
cermeHTa ST M U3MEHEHHSMHU BOJHBI | U BBICOKHM PHCKOM Pa3BUTHS CEPIACUYHO-COCYAMCTOU
cmeptu. B wactHocTh, B benbrum ananus OKI' 9117 My 4MH 1 KEHIINUH y KOTOPHIX B AaHAMHE3€
He ObUIO yKa3aHMM Ha 3NM30/bl CTEHOKAapAWM WM nepeHeceHHbld OWM, nokasan, 4to
umemuaeckue n3meneHust Ha DKI Obutn BeLsiBieHb! y 8,4% MyxunH u 10,6% sxenmmH. [Tocne
IPOBEICHUSI MEPOINPHUATUN B OTHOWICHHHM KOPPEKIHH IPYruX (aKTOpPOB pHUCKA CEpIeYHO-
COCYIIUCTBIX 3a00JI€BaHUI OTHOCUTEIbHBIM PUCK PAa3BUTHUS CEPJECUHO-COCYAUCTON CMEPTHOCTH Y
My>k4uuH coctaBun 2,45 (95% AU 1,70-3,53) u 2,16 (95% AU 1,30-3,58) y xenmun [63]. O1u
JAaHHBIC TAK)Ke OBLIM TIOTBEPKICHBI PSAAOM IPYTHX HUCCienoBanuit [64]. st mporHo3upoBaHus
passutus BCC nMmeer 3HaueHHWe yBeNMYeHHE BeNWYMHBI mHTepBana QT wmim ero amcmepcus.
AHanu3 JaHHBIX NOMYJSALUOHHBIX MCCIEIOBAaHMN MOKa3all, uTo yBenudeHue uHTepBana QT
MOXET OBITh TAK)KE CBSI3aHO €O CTPYKTypHOM narosorueit cepaua (I'VDK). Bennunna unrepnana
QT> 420 ms smusercs npeaukTopom BCC [65, 66]. YOemuTenbHBIX JaHHBIX O TOM, 4YTO

nucriepcus uatepBana QT sBasiercs npeaukTopom BCC nonydeno He 6bu10 [66-68].

Crparudukanusa pucka passutus BCC

B 1984 r. J.T. Bigger Bbmenun (GakToOpbl, ONPEACISIIONIUE BEPOATHOCTHBIN PHCK

passutust BCC B Teuenue kanenmaapHoro roga (radumia. \V.1). B Hammx peKOMEHIAIUAX TH

(I)aKTOpBI paccMaTpruBaOTCA KaK OCHOBHbLE. OHH HCTIONB30BAIINCH KaK KPpUTCPpUH BKIIFOUCHUA B
HUCCICA0OBaHUA oo OIICHKE B(I)(I)CKTI/IBHOCTI/I HMIUIAHTUPYCMBIX KapaAuOBCPTCPOB-

nepudpuwmustopos (MK/I) ans npodunaxtuku BCC [24-26, 30-34].

Peanuzanms BCC MNpOUCXOAUT II0 APUTMUYCCKOMY MCXAHU3MY, H CJCIOBATCIILHO,

BBIABJICHHUE TOI'O HWJIIM HMHOI'O BHA HapymeHm‘/'I puT™Ma U MOPOBOAMMOCTU CEpJAla Yy KaXKaAoro
16



KOHKPETHOI'0 MNalueHTa OyneT TpeOoBaTh MX HMPOTHOCTUYECKOM OLEHKH B OTHOLIEHHWH PUCKA
BCC. B 310ii cBs31 3aciaykuBaeT BHUMaHue cTpatudukaius pucka pazsutus BCC y nanueHToB
C HapyLICHUSIMH pUTMa U IPOBOAUMOCTH CEPJILIA BHE 3aBUCUMOCTH OT HAJIUYUSI WJIM OTCYTCTBUS

CTPYKTYPHOM MaToJOrMM cepiama, npemiokenHas R. Fogoros [69] (raGuamma V.2). Drta

KJaccU(pUKalusi, Ha Hall B3TJSA, BHOCUT ONPENEICHHOCTh B  IPEACTAaBICHUE O
YKU3HEYTPOKAIONINX HAPYIICHHUSIX PUTMa cepAna. Takum 00pa3oM, MPeICTaBISIETCS BO3MOXKHBIM
ONPEACIUTHCA CO 3J0KAYECTBEHHBIM TEUYCHUEM  APUTMUU HE TOJIBKO Ha OCHOBAaHUHU €€
BBIP)KEHHOU reMOJIMHAMUYECKOU 3HAYUMOCTH, HO u 0asupysch Ha ee

ANEKTPOKapAUOrpaduyecKoM MOPTPETE.

Mertoabl MccaenoBanus, HeoOXoaumMble uid crpatuduianmy pucka BCC

Onpenenenne pucka passutuss BCC 0OCHOBaHO Ha KIMHUYECKON OLIEHKE NAIMCHTA,
BKJTIOYAIOIIEH B ce0sl JaHHbIE aHAMHe3a, (PU3UKAIBHOTO OCMOTPA U PE3yJIbTaThl, MPOBEACHHBIX
MHCTPYMEHTAJBHBIX HccieoBaHuid. B Tabumume V.3 mnpeacraBieH NepeyeHb OCHOBHBIX
MHCTPYMEHTAJIBHBIX M JTA0OPATOPHBIX MCCIICAOBAHUH, BBHIIIOJHEHNE KOTOPBIX HEOOXOIUMO IS
onpenenenuss pucka BCC, a Takke KIacchl IOKa3aHWM K MX IPOBEIEHUIO M YPOBHHU

JOKa3aTCJIbHOCTH.

VI. NTIPO®UINTAKTUKA BCC

IIpopunaktuka BCC — 3TO0 KOMIUIEKC MEpONPHUATUH, MPOBOJUMBIX C IEINBIO
NpeayNIpexIeHUs] UM YMEHbIIEeHHUsI BepossTHOCTH pa3Butust BCC, KoTOpbIil ocyiiecTBisercs y
JUI TIEPEKUBIIUX CEPICUHBIN apecT (emopuynas npoguiakmuka) WIA y TAIUEHTOB 0e€3
AMU30/I0B CEpPAEUHOr0 apecTa B aHaMHe3e, HO HMMeEIIUX QakTopbl pucka paszsutus BCC
(nepsuunas  npogunraxmuxa). Tlpopunaktuka pucka BCC pomkHa BKIOYaTh B ceOs
MoaudUKaHio (HaKTOpOB pHCKa Pa3BUTHUS 3a00JIeBaHUIl, a TakKe IMPOBEICHUE aJEKBATHOTIO
MEIMKaMEHTO3HOTO JIEYeHUS OCHOBHOM W comyTcTBytomel mnaronoruu. CoBpeMeHHas
s dextuBHas npodunaktuka BCC ocHOBaHA Ha KOMIUIEKCHOM TOJIX0JI€, BKJIIOYAIOIIEM B ce0s
IpUMEHEHHE MEIMKAMEHTO3HbIX, MHTEPBEHIIMOHHBIX M XUPYPTUUECKUX METO/I0B MPOPHUIaAKTUKU
BCC. OObeM mnpoBOAMMBIX NPOPUIAKTHUECKUX MEPONPUATHIA OyIeT omnpeaeisaThes B

3aBHCHMOCTH OT TOT'O K KaKOW KaTeropuu Oy/ieT OTHECEH Ka)/Iblii KOHKPETHBIN MalueHT.

MCJII/IKaMeHTO?,HI)Ie METOAbI

Hcnons3oBaHue PA3JIMYHBIX I'PYIIIT MCIUKAMCHTO3HBIX CPCACTB C LCJIBIO HCpBH‘{HOﬁ nin

BropuyHoi mpodunaktukn BCC wuMeer pa3nuyHbli Kjacc TMOKa3aHUW U ypOBEHb
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JIOKA3aTeIbHOCTH W OMPENENSETCs HO30J0THYecKol (opmoii ocHOBHOTO 3aboneBanusi, OK
XCH, cocrosiHueM cucronnyeckoi (yHkuuu muokapaa JDK, xkiIMHUYeCKOd CHMIITOMAaTHKOM,
XapakTepoM HapymeHuid putMa. C 3TOHW IENbI0 MOTYT MCIOJIb30BaThCS Kak Ipenaparsl,
OTHOCSIIIMECS K  CpPEeICTBaM  JIEYEHUS OCHOBHOro 3a0ojieBaHHsA, TakK, COOCTBEHHO,

anTuaputTMudeckue npenapatsl (AAIT).

Bera-anpenodiokaropsel. [lonoxurenbHoe BiausiHHE O0eTa-0JI0OKATOPOB M UX pPa3sHOOOpa3HbIC
3¢ PEeKTH XOPOIIO U3YYEHBI B 3KCIIEPUMEHTaX M B KJIMHHUKE. AHTHapuTMHUYecKHii 3¢ dexr Oera-
OJIOKaTOpOB CBS3BIBAIOT KAaK C HMX AHTHHUIIEMUYECKHM JCMCTBUEM, TaK M CO CHUKCHHUEM
CUMITAaTUYECKOW aKTUBHOCTU. MeTa-aHain3 25 MCCIeI0BAHMM, KACAOMIMXCS OLEHKUA BIMSHUS
JAHHBIX MPEnapaToB HAa BbDKUBAEMOCTHb Y MOCTUH(APKTHBIX OOJNBHBIX, BKIIOYABIIUN IOYTU
25000 OonbHBIX, BBISIBWI, YTO Ha3HaueHHE OeTa-0JOKaTOPOB COMPOBOXKIAETCS YBEIMYEHHUEM
BBDKMBAEMOCTH, CHIKEHHUEM OOIIed U CepleYHO-COCYAMCTON JIETAIbHOCTH, a TaKke
yMeHbiienneM 4dactotel passutus BCC [71]. TMonoxutenbubie 3G ¢GekThl O0eTa-0J10KaTOpoB B
orHoureHun XA um BCC raxke mokasanbl U mist OoimbHBIX ¢ XCH wumemMuueckod u
Henmemuuecko — mpupogasl  (AKMII, TI'KMII,  cuagpomom  ymmneHHoro — QT,
KaTexojamuHepruueckor nomaumopduoit KT, AJIDK, aopranpHeiM cTeHO30M) [72-75].
[TpeumymectBo bb 3akimrouaercs Takke B TOM, UTO UX MOXHO coderarb ¢ apyrumu AAIL B
4aCTHOCTH, - ¢ aMuomapoHoM. [76]. Beibop Oera-010KkaTtopa M MOAXOAbI K TUTPOBAHHIO 103
OTIPEEIAI0TCS OCHOBHBIM 3a00JI€eBaHUEM, KOTOpOE UMeeTcst y 601bpHOro (nepeHecenusiii OMIM,
XCH, AI' u npyrue). Takum oOpazom, Oera-Onokatopbl SBISIOTCS 3((EKTHUBHBIM M, HpPH
Ha/iIexaleM oToéope OOJBHBIX U MOAXO0JaX K M0A00pY /103, 0€30MACHBIMU CPEICTBAMH, UMEIOT
camylo OOJIBIIYIO JOKa3aTedbHYI0 0a3y M B HACTOsIIee BpeMs JOJDKHBI paccMaTpUBaThCs B

KayecTBE MperapaToB EPBOM JIMHUY Ul TPOBENCHUS IEPBUYHON U BTOPUUHON MPODUIAKTUKN

BCC (1, A) [4, 12].

Narnouropsr AII® u 06J0KATOPBI AHIMOTEH3MHOBBIX penentopoB. IlonoxurensHble
apdexTsl nHrnouTopoB AII® Ha Teuenne MBC xopomio u3BecTHO. DTa rpymma MpernapaTroB
BJIMSIET Ha 3JEKTPO(U3HOIIOTHYECKHE TPOIIecChl B MUOKap/e, Bo3AeHCTBYs Ha (yHkimio K- n
Ca-kaHaymoB, a TaKKe YBEIMUYUBAIOT pePPaKTEePHOCTb U PEMNOJSAPU3ALUI0 MHOKApAa
KEITyI0UKOB, MPEeAYNpexKaasi pa3BUTHE apUTMHI 110 MEXaHU3MY pe-eHTpH, y 6oibHbBIX ¢ XCH n
@®X umemunyeckoro rexesa. AntuapurMmudeckoe neictsue MAIID Taxke 0OBACHIETCS HMX
YTHETAIOUUM JIGHCTBHEM Ha CUMIATUYECKYl0 HEpBHYI cucreMy. OHHM HMHTHOUPYIOT
HUPKYJIUPYIOIIME KAaT€XOJIAMUHBI M AHTMOTEH3WH-2, TMOBBIIIAIOT YPOBEHb Kajaus B KpoBH. B

HECKOJIbKUX paborax Obuto moka3zaHo, uTo HWAIID MOBBIIIAIOT 4YYyBCTBUTENBHOCTh
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Gapopedekca u ynydmaroT moka3arenn BCP. Hakonen, antnapurmuuecknii 3pdext nAlld
MOXKET OG’bSICHSITI:C?I MPOTUBOBOCHAINTCIbHBIMUA CBOMCTBaAMU U YMCHBIICHHUECM BBIPAKCHHOCTH

IPOIIECCOB MOCTUH(APKTHOTO PEMOACTUPOBAHHUS MUOKAapAa HA (JOHE X TPUMEHEHUSI.

JlokaszarenbcTBa MOJOXKHUTENbHOrO BiMsHUSA HAIID Ha BBDKHBAEMOCTh OOJBHBIX,
nepenecnx ONM, a Takke Ha OOJIBHBIX C CEPJCYHON HEIOCTATOYHOCTHIO KaK MIIEMUYECKOM,
TaKk W HEHUIIEMHUYECKOM TMPHUPOAbI TMOJIYy4YeHbl B OOJBIIOM KOJUYECTBE KIMHUYECKHX
UCCIIEIOBaHMUM,  MoKa3zaBmIMX, 4To HMAIID 10CTOBEpHO CHIKAIOT OOIIYI0O M CEpACYHO-
COCYJIUCTYIO JICTAJIbHOCTh Yy JAHHOM Kareropuu nanueHtoB [/7-82]. Opanako, B oTiMyYue OT
0eTa-0JI0KaTOpOB B OOJIBIIMHCTBE ATHX KIMHWYecKuX ucnbiTanwii, BCC B kadecTBe KOHEUHOU
TOYKH HE paccMmaTpuBaiach. VIckioueHHeM SBIsSETCS paHAOMU3HPOBAHHOE HCCIEAOBAHUE
TRACE, B xotopoM wu3yuanoce BiusHue Tpanionanpuna Ha BCC, rme Obim 1okazaH
HOJIOKUTENbHBIA pe3ynbrar [82]. Cienyer 3aMeTTh, uTO BepuUKAIMsi MEXaHU3Ma CMEPTH,
ocobenHo npu BCC, mpencraBisieT W3BECTHbIE TPYAHOCTH, OCOOEHHO — B KIMHHUYECKHX
UCCJICIOBAHMSIX, KOT/Ia CIlydau CMEPTH, KakK MpPaBUJIO, OLIEHUBAIOTCA PETPOCHEKTUBHO. BmecTe ¢
TEeM, HE BBI3BIBAET COMHEHHH TOT ¢akT, 4ro moutu nojosuHa OonbHbIX UBC, B ocobeHHOCTH
muna nepenecme OMM, noru6atot BHe3anHo. O4eBUIHO, Mbl UMEEM IIPABO IKCTPAIOJUPOBATH
NOJIyYeHHBbIE yOelUTEIbHbIE pe3yNbTaThl O CHIKEHUH ¢ mnomombio HAIID cepredyno-
cocyauctoit neranpHocTd U Ha BCC. [loaTBepkieHneM BhIIIECKa3aHHOMY SIBIISIETCSI KPYITHBIN
mera-aHanu3 [80], menpto koToporo Obuta oreHka BiausHus UAIID Ha puck passutus BCC.
PesynbTarsl 3TOrO aHanu3a, BKIOYaBLiero AanHbie 15104 nmanneHToB, NPUHUMABIIUX Y4acTUE B
30 uccnenoBanusax (U3 HUX 15 ObLIH ciembie, paHIOMU3UPOBAHHBIC ITAIIE00-KOHTPOIHPYEMBIE),
nokasand, 4ro HazHadeHue WAIID mnanmenram, mnepenecumm MM, compoBoxnaercs
YMEHBIIEHHEM 001IeH U cepiedHO-COCYUCTON CMEPTHOCTH, MPpU 3TOM 4acToTa pa3sutus BCC
camwkaercs Ha 20% (2356 cnydaeB cmeptu, w3 Hux BHesamHo# - 900). B cBsa3u ¢ 3THM
nosioxkenue 06 apdextuBHOoCcTH HATID nnsa npodpunaktuku BCC y GonbHbIX, nepeHecmnx UM
u nanueHToB ¢ XCH (cucronuueckoil nucdyHKuMel) MPUCYTCTBYET BO BCEX COBPEMEHHBIX
OTEUYECTBEHHBIX U 3apyOexHbIX pekoMeHnanusax no npoduiaktuke BCC u umeer camblii

BBICOKHI YpOBEHb jokazarenbHocTH (I, A).

UYro kacaetcs naHHbIX 00 3pdexruBHocT HAIID s npenynpexaeraus BCC y 601bHBIX
C COXpaHHOM (yHKIMEH JIeBOrO JKeIyJouka, TO HMHGOpPMAlMUd Ha 3Ty TEMY CYLIECTBEHHO
Mmenbine. MMerorcs: pe3ynbrathl Heckonbkux uccnenoBannii (HOPE, EUROPA), nokazaBmmx
IIPEUMYIIECTBA TaKUX IIPENapaToB, KaK paMHUIpWI W NEPUHIONPWI B  OTHOLIEHUU

npeaoTBpaIICHUA BCC y OOJIBHBIX C BBICOKUM PUCKOM pa3BUTHA CCPACUHO-COCYAUCTBIX
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ocnoxuenuit [78, 79]. Craemyer ormeruth, uYTO B 3THX HccaenoBanusx BCC  He
paccMaTpuBagach B KAUECTBE CAMOCTOSITEIbHOW KOHEYHOM TOUKM. TeM He MeHee, Ha3HAYCHUE
UAIID pexomenaytorcs 6onpHBIM XCH ¢ coxpaHHOW (YHKIHUEH JEBOTrO XKemyaouyka, TaKk Kak

npeaynpexaaeT passutue u nporpeccupoanre XCH (Ila, B) .

Takum oOpazom, HAIID Takke BXOIAT B TPYIIY NPENapaToB HEOOXOAUMBIX IS
npodunaktuku BCC, npexnae Bcero, y mOoCTUH()APKTHBIX OOJIBHBIX U MAlMEHTOB C CEplIEYHON

HEAOCTAaTOYHOCTHBIO.

UYro kacaercs OJOKATOPOB aHTMOTEH3MHOBBIX PELENTOPOB, TO B IUIAHE CHUKCHHUS
cmeptHoctn mpu XCH wux gokasarenpHas Oa3a wmeHblie dyem y uAIID. W3BecTHBI
MOJIOKUTEIIbHBIC PE3YIBTAThl O CHIXKEHUH PUCKA CEPACYHO-COCYTUCTON CMEPTHOCTH Y OOJIBHBIX
¢ XCH, monyuaBmux BajcaptaH u josaprad. B ucciaemoBannun CHARM [83] mpencraButensb
ATOW TpyHIbl HpenaparoB — kaHaecapTad y nanueHToB ¢ XCH M CHMKEHHOHN CHUCTOIMYECKON
¢ynkuueit muokapaa JIK mokaszan BelpakeHHYIO0 3()()EKTHBHOCTh B CHIDKEHHH IOKa3aTelei
CMEPTHOCTH OT CEPACUYHO-COCYTUCTBIX MPUYNH U XapaKTEPUCTUK BHE3artHOW cMepTHOCTH (15% -
cHmkeHue pucka, p=0,036). [ToaTomy, no-BUANMOMY, B HACTOSIEE BpeMsl KaHJIecapTaH MOKET
ucnons3zoBatees A npoduiaktuku BCC y 6ompHbix XCH u cHmkennoit @B JIK, napasue ¢
uAll®. B ortHomenun npexynpexnaeHuss BCC ¢ momomipio 0J0KaTOpOB aHTMOTEH3WHOBBIX
peuentopoB y OonpHBIX ¢ coxpaHHOW (ynkiuedr JIDK B Hacrosimiee BpeMs OTCYTCTBYIOT

Y6GI[I/ITCJ'II>HBI€ JaHHBIC.

AHTaroHucTsl ajabJ0cTepoHa. PerpocnekTuBHbIM aHamu3 wucciaenoBanus SOLVD (6797
00nbHBIX, 424 cnyyas CMepTH) NPOJEMOHCTPUPOBAJl B3aMMOCBS3b MEXIy NPUMEHEHHEM
muypetukoB npu XCH u puckom BCC. Ilpuuem, npu HCHONIb30BaHUM KaluicOeperaromumx
TUYpPETUKOB, KaK OTAEIbHO, TaK M B KOMOMHALMU C JPYTMMHU MOYETOHHBIMH, TaKas
B3aMMOCBSA3b He MpociexuBanack. MccneqoBanue RALES (1663 601pHBIX) OBUIO MPEKpalieHo
JIOCPOYHO, TaK Kak y OonbHbIX ¢ BbIpakeHHOM XCH, NpHMHMMaBIIMX CHHMPOHOJIAKTOH, IO
CPaBHEHUIO C OOJBbHBIMHU, UCIIOJIB30BABIIMMU METJIEBbIE AUYPETUKH, Uepe3 2 ro1a HaOII0ACHUS
OBLTH TOCTOBEPHO HIDKE TOKaszarenu obmier nerampHocTh (35% mpotuB 46%) u BCC (10%
npotuB 13%). [Ipu 3TOM CyIIECTBEHHOIO YMEHBIIEHHS YacTOTHI BBISBICHUS KEIIYLOYKOBBIX
apuT™Muil He ObUTO oTMedeHo [84]. [TokazaHo, YTO ANEKTPOIUTHBIE HAPYIICHUS, BOSHUKAIOIIUE
Ipy Ha3HAYEHUM HeKaluicOeperarommux IUypeTUKOB, MOTYT CIOCOOCTBOBAaTh pPa3BUTHUIO
daTalbHBIX ~apUTMHUM, TOrAa Kak AaHTarOHMCThl abJIOCTEPOHA, BEPOSITHO, WIPAIOT

MMPOTCKTUBHYIO POJIb. B nanpHelimeM ObLIO IIOKa3aHo, 4TO aHTI/IapI/ITMI/I‘-ICCKI/Iﬁ 3(1)(1)CKT JaHHBIX
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npenapaToB Ooiiee CllokeH. biokana ambJIOCTEPOHOBBIX PELENTOPOB MOMHUMO COXPAHEHUS
KaJIuss ¥ MarHusi TPUBOAUT K YCTPAHEHHMIO CHCTEMHOM Ba3OKOHCTPHKIIMU, MPEIYNpPexaaeT
CTHUMYJISILIMIO 00pa3oBaHMsI KOJIareHa u pa3BuTHe (puOpo3a B MHOKAp/E, a TaKKe OKa3bIBAET
BIMSIHUE HA aBTOHOMHYIO HEpPBHYIO CHCTEMY, SBISIOIIYIOCS aKTUBHBIM YYaCTHUKOM
apuTMoOreHesa, yiyuas nokaszarean BCP u noBblmas 4yBCTBUTEIBHOCTH Oapopediekca [85,
86]. B mocnemnue Toabl CTaaM AOCTYIHBI Pe3yibTaThl MPUMEHEHHS HOBOI'O AHTAarOHHCTA
QIBJJOCTEPOHA — OIUIEPEHOHA, KOTOPBIE MOATBEPXKIAIOT A(PPEKTUBHOCTh 3TOW TPYIIIBI
npenaparoB B cHwkeHnn pucka BCC. CrnenoBarensHo, ais npeaynpexacaus BCC y 60npHBIX
¢ XCH B cxeMmy Tepamud pPEeKOMEHAYETCS BKJIIOYaTh aHTaroHHCTHl ambaoctepona (I, A),

IPUYEM HE TOJILKO NP 3aCTOWHOM cepaeuHoi HepoctaTouHocTH, HO 1 ipu XCH Il ®K [87] .

AleTHJICAJININJI0Bas KHCJI0TA. YoenutenpHO JTIOKA3aHo, 4TO Ha3HAYCHHE
AlETUJICAIMIIMIIOBOM KHUCJIOTHI HMMEET IO3UTUBHOE 3HAUEHUE KaK Jisi TEPBUYHOM, TaKk |
BTOPUYHOU MPOQPHUIAKTUKH KOPOHAPHBIX cOObITHI. [loMUMO Ae3arrperaHTHBIX CBOWCTB HMMEET
3HAUYE€HHE MPOTUBOBOCHAIUTEIIBHOE JIECTBUE MperapaTa, 4YTO YMEHBUIAET IIPOLIECCHI
peMOACIUPOBAHUS B 3I0POBBIX TKAHIX. PETPOCIIEKTUBHBIN aHAIN3 PE3yJIbTaTOB MCCIICIOBAHMS
SOLVD mnoka3an, uro y 6onbHbix ¢ XCH Ha3zHaueHue aneTUICaTUIIUIOBOM KUCIOTH Ha 24%
camxkano dacrory passutus BCC [88]. CornacHo CyIIECTBYIOIIUM PEKOMECHIALUAM JTaHHBIN
mpernapar BXOJUT B CTaHAAPThI MPO(UIAKTUYECKOTO JIEUEHUS KaK y OONBbHBIX IMEPEHECIINX
OUM, Tak ¥ y NalMeHTOB CO CTAa0MJIHLHOW CTEHOKApAUEH U OCTPHIM KOPOHAPHBIM CHHAPOMOM

(1, A).

Cratunbl. OO030p [aHHBIX JIUTEPATYPbl CBUJETEIHCTBYET O CYIIECTBEHHOM CHUXEHUU
CEP/ICYHO-COCYUCTOM CMEpPTHOCTH TIPH HCIONb30BaHUsl cTaTuHOB y OombHBIX WBC. B
OOJBIIMHCTBE U3 NPOBEIEHHBIX KIMHMYeckuX HcnbiTanud BCC, kak oTaenbHas KOHEYHas
TOYKa, HE OIIEHMBaNach. TeM He MeHee, B MCCIel0OBaHUU 4S MpH NMPUMEHEHUU CHMBAacTaTHHA
Hapsily C CYLIECTBEHHBIM CHM)KEHHEM OOIIel CMEpPTHOCTM M CMEPTHOCTH OT KOPOHApHOM
OoJie3HM cepAlla OTMedalach TEeHJACHIMS K yMmeHblieHHto dactorel BCC. AnHanorudnbie
pe3ynbTaTthl ObUTH TOJy4eHbl B oTHoumeHun npasactatuHa (LIPID). KpymHeiii mera-ananms,
BrmoyaBmuit 90 000 mamueHToB, NPUHMMABIIMX y4yacThe B 14  paHIOMU3MPOBAHHBIX
WCCIIeOBaHMAX, TpoBeneHHbd 10 2005 roma, mokazanm 3¢PGEeKTUBHOCTH CTAaTUHOB IS
npodmraktuku BCC y 6onbubix UBC [89]. [TosTOMYy B CyHIECTBYIOMIMX PEKOMEHIAIMSX 10
npodunakruke BCC ucnonp3oBanue cratuHoB y 00onbHBIX UBC npusnaercs HeoOxoaumem (I,
A) [4, 12, 90]. Inst mpoduIaKTUKU Pa3BUTHS CEPACYHO-COCYIUCTBIX OCIOKHEHUIH Ha3HAYCHUE

CTaTUHOB PCEKOMCHAYCTCA BCEM 60J'II)HBIM, OTHOCAINMUMCA K TIPYIIIEC BBICOKOIO CEPACYHO-
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cocyaucrtoro pucka. UTo Kkacaercss NpUMEHEHHs CTaTMHOB sl mnpodunaktukn BCC 'y
narueHToB ¢ XCH HeumeMuyeckoil 3THONOTUH, TO JOKa3aTeIbHOW 0a3bl IS ATOM KaTeropuu

0OJIbHBIX B HACTOSIIIEE BPEMS HE CYIIECTBYET.

o3-noguHeHachileHHble skupHble KkKucaoTel (ITHYKK). Ilepeie cooOmenus o0
spdextuBHoctu [THXKK mns nmpodunakrukn BCC Obimu monydensl B uccineaopanuu DART,
KOTOpOE MPOJEMOHCTPUPOBAIO, YTO Yy JIHI, YHOTpeOISBIIMX JBa pa3a B Hemeno U Ooiee
KUPHYIO PBIOY, HaOmoaanock 30%-¢ CHIKEeHHEe 9acTOThI CepACUHO-COCYTUCTON JIETAIbHOCTH,

MIPEUMYIIECTBEHHO 3a CUeT yMeHblIeHus ciydaeB DXK.

B nanbheiimiem runore3a Obula NpOBEpEHAa B SKCIEPUMEHTAX HA JKUBOTHBIX, U B
YaCTHOCTH, OBbLIO MOKa3aHo, 4To @3- [THXKK, ocHOBHBIE )KUPHBIE KUCIOTHI, TPUCYTCTBYIOININE B
JKUPHOU pBbIOE, OKa3bIBAlOT MPOTEKTHBHOE JeiictBue B oTHomeHun DXK. bpumm u3yudeHs
MEXaHU3Mbl aHTHapuTMH4eckoro nerctBus ®3- [THXKK, koTopsie 3akimo4aroTcss B TOM, 4YTO
MOCIICIHNE B YCJIOBHSX WIIEMHUU WM aJPCHEPTHUYSCKON CTUMYISIHUUA CTaOMIU3UPYIOT
MeMOpaHy KapJAHMOMHUOILIUTOB, BIUSS HA pabOTy HATPUEBBIX, KAIUEBBIX M KaJIbI[MEBBIX HOHHBIX
KaHaloB, JeucTBys mogoono AAIT Ib kmacca (MekCHICTHH-IOIOOHOE AEHCTBHE), HO HE
obrmamasi mpu  ITOM MPOAPUTMHYECKUM H  apuTMOTeHHBIM  3dekramu. C
ANEKTPOPHU3UOIOTHIECKON TOYKM 3PEHHS 3alllUTHOE JercTBHe OT HazaHuyeHus ®3- [THXK
3aKJII0YaeTcss B TOM, 4TO Ha (OHE HX NpUMEHEHUs HeoOxoauma Oousblas aMILUIATYIa
ANEKTPUYECKOT0 3KCTpACTHUMYJA Il MHAYKIMH «apPUTMUYECKOIro» IMOTEHLHMAla JAEUCTBUS, a
TaK)K€ OTMEUaeTCs YBEJIMYEHUE IUTEIbHOCTH H(h(EeKTuBHOTO pedpakTepHOro mepuoaa

KapIMOMHOIIMTOB, YTO TPEIYIPEKIACT 3aMyCcK (aTalbHbIX apuTMuUi, B ToM yucie u ®XK [91].

[Tomumo cypporatHoro ciaaOOBBIPaKEHHOIO AHTHAPUTMUYECKOrO JACHCTBHUS ITH
npenapatsl  00JIafal0T  IPOTHBOBOCHAIMTENBHBIM  JAEWCTBUEM, CHIXKAIOT 0Opa3oBaHuE
KHCJIOPO/HBIX PAJUKAIOB M YMEHBIIAIOT penepdy3nOHHbIE OCIOXKHEHHUS, MOBBIIAIOT CHHTE3
SHEPTUU B MUTOXOHAPUAX, YIYYIIAIOT SHAOTEIHATbHYIO (YHKIHIO, CHHUXAIOT YpPOBEHb
TpoMOOKCaHa U arperamuio TpomMOouuToB. B psine pabor mnokazano, uto o3-ITHXK
yBenuuuBaroT napamerpsl OB JIK u ynyumaror nokazarenu BCP, okasbiBas, Takum 00pazom,

MOTU(PUIMPYIOIICE BIUSHHUS Ha OCHOBHBIC U BTOpOCTeNeHHbIe pakTopbl pucka BCC [92].

Yb6enurenbHas nokaszarenbHas 6aza B otHomeHun o3-ITHXXK Obiia momyuena B ABYX
KpYIHBIX uccnenoBanusx. B uccnenosanuu GISSI-prevenzione y 6ompHbIX ¢ OUM npumMeHeHue
oMakopa B J103¢ 1 T/cyT CONMpOBOXIAIOCH JOCTOBEpHBbIM CHIkeHHeM pucka BCC na 45 %,
ceplieuHo- cocynucToil cMepTHOocTH Ha 30% M ymeHblIeHHueM pucka obmieit cmeptu Ha 20%
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[93]. PesympTarhl MHOrOLIEHTPOBOTO  JABOMHOIO  CIEMOr0  IUIAe00-KOHTPOIHUPYEMOTO
uccnenoBanus GISSI-HF, ony6iukoBanusie B 2008 rogy mokasanu, 4To Ha3HauUCHHE OMaKopa B
noze 1 r/cyr y OompbHbix ¢ XCH Ha ¢oHe ONTUMAIbHOW MEIMKAMEHTO3HON Teparuu
COMPOBOXKAAETCA CHUKEHMEM pHcka oOmeid cmeptu Ha 9% U yMEHbLIEHHE KOJIMYeCTBa
TOCHUTATHM3AIMKA 0 TMPHYMHE JKEITYJ0YKOBBIX HApyIMICHHH pUTMa. [IpM 3TOM KOJIUYECTBO

no6ouHbIX 3¢ dekToB B rpymie JeueHus o3- [THXKK ve otnuyanock ot rpymisl KOHTposist [94].

CymiecTByIOT psii MyONWKanuidi, B KOTOPHIX I[IOKA3aHO BIMSHHE OMAaKopa Ha
BBIPAKEHHOCTh JKEIYJOYKOBBIX HapylIeHUH puTMa. B OIHOM M3 HUX, yXKe uepe3 Mecdl OT
Havyayia Tepanuu, nobaeinenue -3 [THXKK manmentam co crabwnpHOi MBC mpuBeno x
CTaTUCTUYECKH JTIOCTOBEPHOMY YMEHBILICHHUIO 4YHCia AMu3070B HeyctounBod JXT u uwmcia

HapHBIX HKEITYI0YKOBBIX 3KcTpacucTod [95].

TakuM o00pa3oM, K HAacCTOSILIEMY BpEMEHU YOEIUTENbHO MPOJAEMOHCTPUPOBAH
npodunaktudeckuii 3pdext w3-ITHXKK y 6ompabIX, epenecmx OVIM B OTHOIIEHWU pHCKA
paseutuss BCC. CornmacHoO CyIIECTBYIOIIMM pPEKOMEHIAIUSAM, OOJbHBIM, HepeHecmmM M,
cienyer ymnotpeOnsath B AeHb 1 rpamm ®3- [THXKK, a umeHnHo - oMakop, a Takke YCTpauBaTh
«pu10HBIC qHE» (0K0J0 200 T KMPHOU phIOBI), 10 MEHBILEH Mepe, IBaKAbl B Hepearo [96, 97].
JlaHHBIX 0 BO3MOXKHOCTHU ucTonb3oBaHust omera-3 I[THXKK mist Bropuunoit npodunaktuku BCC
y OOJIBHBIX, MEPEKUBIINX OCTAHOBKY KPOBOOOpAIIEHHs, B HACTOSAIIEEe BPeMsi HEJOCTaTOYHO,
HO  MCCJEIOBaHUsS Ha 3Ty TeMY, B 4acTHOCTH y 6osbHbIX ¢ UK/, — mpogosmkatoTcs.
Hurtpatsbl. Ilockonbky omuum u3 MexanusmMoB BCC Moryt OBITh HIIEMHYECKHE COOBITHS,
BEpOATHO, OAHMM U3 myted npodunaktuku BCC y 3Tux OOJNBHBIX MOTYT OBITH HHUTPATHI.
JloATOCpOYHBIX PAHIOMU3UPOBAHHBIX UCCIIEIOBAaHHM, OLEHUBABIIUX YPPEKT aHTHAHTMHAIBHOM
tepanuu Ha JKHP, He mpoBoMIOCs U OHU HE BKIIIOYEHBI B MEX/YHApO/IHbIE U OTCUECTBEHHBIE
pPEeKOMEHJALMK M0 UX JiedeHHIo. TeM He MeHee, UMEITCS JaHHbIE, CBHUAETEIbCTBYIOLIUE O
MIOJIOKUTEITFHOM BIIMSTHUH TEPANTUM HUTPATaAMH Ha KETyJOYKOBYIO IKTOIMUYECKYIO aKTHBHOCTB,

Y UX Ha3HAYCHUE MOXKET 00CYKAaThCs MpH JieueHnH uinemuueckux JKHP [98].

AAIl IC kuacca. Ilpumenenne AAIl nns npodpumnaktuku BCC umeer 3HauMTeNbHBIC
OTpaHUYEHUS, a B psALE CIyyaeB, COIVIACHO JIAHHBIM MHOTOLIEHTPOBBIX PAaHOMHU3UPOBAHHBIX
UCCIIEIOBAaHUM,  MOMKET MPHUBECTH K YBEIMYEHUIO pPHUCKA CEPbE3HBIX HEXKeIaTelbHbIX
nmocaeAacTBuii. B wactnoctu, cormacHo ganaeiM uccnenoBanuii CAST u CAST-Il nasnauenue

npemnapaTron IC knacca nmanmueHTaMm C KHP u YKa3aHUsIMHU B aHAMHC3C Ha HepeHCCCHHLIf/'I paHee
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OHM compoBoxIacTcs M0CTOBEPHBIM yBenuueHueM xapakrepuctuk BCC [99, 100]. Tem ne

MEHEee, CYIIECTBYET Psiil CUTYAIHid, TPH KOTOPhIX HazHadeHne AAT MOXKeT ObITh OIIPaBIaHO.

[Ipesxne  Bcero, 93TO  NAUUEHThl C€  MMIUIAHTUPOBAHHBIMHM  KapAHOBEpTEpaMu-
nepedpuwuaropamu (MKJ]) u yactbiMu 0OOCHOBaHHBIMH cpaOaTHIBAHUSIMH IO  TIOBOXY
permmuBupyromieit KT/®XK. Takas curTyanus B CBOMX KpaWHHUX TIPOSBICHUSX HA3bIBACTCA
APUTMUYECKUM IMITOPMOM M OOYCIIOBIIMBAE€T HEOOXOAUMOCTH JOIMOJIHUTEILHOTO Ha3HAYCHHS

AAT nns tepanuu XXT u ymeHbllieHus: KonuuecTBa 3Mmu3010B Tepanuu MK/I.

AMHMOapOH M coTajoia. AHtnaputmMudeckuil s¢dext mpemnaparoB Ill kmacca, Takux, Kak
aMHOJIaPOH U COTAJIOJ  CBSI3aH C YAJMHEHUEM IOTEHLMaNa JEHCTBUS U YBEIMYEHUEM
JUIMTETILHOCTH  peppaKTepHOro TMepuojaa, 4YTO CIOCOOCTBYET MpPEpPhIBAaHUIO LHUPKYIALUU
AIIEKTPUYECKOTO MMITYJIbCA B METIE pe-€HTPH, a TaKKe MOAABIAECT apUTMUU, BO3HUKAIOIIKE IO
TpUrrepHoMy MexaHusMmy. IlonoxkurenbHoe BIMSHUE aMHOJapOHa M COTalojia IPU apUTMMSIX
CBA3aHO, B TOM 4YHCI€ C HX AaHTHUMIIEMUYECKUM JeictBueM, yMeHblieHueM UYCC,
HEHPOMOYJIUPYIOIIMMHU BO3JICHCTBUSAMU U BIIMSHUEM Ha COKPATUTEIbHYIO (YHKIUIO JIEBOTO
xenynouka [101]. Bompoc o BAMSHHM  JaHHBIX MpPENapaToB Ha BBDKMBAEMOCTh MPU HX
JOJITOCPOYHOM Ha3HAYEHUH OCTAETCS OTKPBITHIM. Pl KIMHUYECKUX UCTBITAHUI M OJUH MeTa-
aHaJIN3, BKJIIOYABIINI HECKOJIBKUX KPYIHBIX HCCIIEJOBAHUN, MPOAEMOHCTPUPOBAIN CHUKEHUE
yactorel BCC mnpu Ha3HaueHWM aMmHuoJapoHa Yy mnanueHTtoB ¢ auchynkuumern JIK mocne
nepenecenHoro OVM u nHenmemudeckoii JJKMII [102]. Onnako G0IBIIMHCTBO OOJIBHBIX B ATHX
KJIMHUYECKHX MCCIIEI0OBAaHUM HapsaAy C aMHOIapOHOM NMPpHHUMANHU U Oeta-6iokaropsl. KpynHoe,
xopomio  crutanupoBanHoe — uccienoBanue  SCD-HeFT, B koTopom  olleHuBasiach
npodunaktuyeckas 3(pQPEeKTUBHOCTb aMHOAApOHAa B OTHOUIeHMM mpenoTBpameHuss BCC npu

XCH, He BBIBWIO €ro HNPEeUMYIIECTB IO CpaBHEHHIO ¢ Iutanebo y 6onpHbix ¢ 1V ®K XCH
[103].

BwMmecTe ¢ Tem, cienyer OTMETUTh, YTO COTaloN, KaK U aMHOJapOH, SBIISIOTCS Hanbosee
s¢dexkTuBHbIMU cpeacTBamMu Tpu jedeHun JKA. WX HazHaueHHe NPUBOIUT K YAJIMHEHUIO

uaTepBasia QT W MOXKET OKa3bIBaTh, TAKUM 00pa3oM, MPOAPUTMHUIECKOE JICHCTBHE.

B nHacrosimiee Bpemsi HeT yOeIUTENbHBIX AAHHBIX 00 YIYYIIEHHWH BBDKUBAEMOCTU MPU
ucnonszoBanun AAII Il xnmacca y OonbHbIX ¢ kapauanbHOW maromorueir m JKHP. Hx
Ha3HaueHUe MoOXeT ObIThb ompaBraHo Yy mnanueHtoB ¢ KA B coyeranuun c Oera-

anpeHoOokaropamu (i amuonapona - lla, B; mis coranona - 1la, C) mpu TmatensHOM
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KOHTpOJIE 3a BO3MOXHBIMH TI000YHBIMH d(pdexTaMu OT UuX Ha3HAYEHHUsA, a TakKKe

ApPUTMOTCHHBIMH U IPOAPUTMUYECKUMHU P PEKTaMHU.

TakuM o0O0Opa3oM, camblii BBICOKHI YpOBEHb JOKa3aTebHOW O0a3bl B OTHOIICHHUH
npodpmiaktukn BCC wumeercs y 0Oera-010KaToOpoB, KOTOpBIE cJenyeT Ha3HadaTh (MpH
OTCYTCTBHH IPOTHBONOKA3aHUI) C MeNblo nepBuyHo npodunaktukn BCC BceM OOJIBHBIM,
nepeHeciimM  OMM, a Takke mnanMeHTam ¢ cuctoiaunyeckod auchynknuen JDK, kak
UIIEMUYECKOT0, TaK U HEUIIEMUYECKOI0 reHe3a BHE 3aBUCUMOCTH OT apUTMUYECKOTO aHaAMHEe3a
[1, 4, 12, 104-106].

C Toit ke nenpto y OonbHBIX, nepeHecminx MM, nasznavarorcs nAIID/APA, cratussl,
acriupuH, ®3-ITHXXK [107-109]. V Gompabix ¢ XCH Hemmemudeckoro reHeza o0s3aTeNbHO
HasHayeHue UAIID/APA, antaronucroB anpaocrepona, ®3- [THXKK [87].

I/IHTCDBGHIII/IOHHBIG MCTO/JBI.

B srom noapaznene o6CyKIar0TCsi COBpEMEHHBIE BO3MOXXHOCTH MPUMEHEHHUS Pa3IUYHbBIX
MHTEPBEHIIMOHHBIX MeTo/10B B mpodunaktuke BCC. Mcnonb30BaHne KaXI0ro U3 HUX HMEET
pa3JIMYHBIN KJIACC TOKAa3aHUW U YPOBEHb JOKA3aTEIbHOCTH W OMPEAENEeTCS HO30JOTHMUYECKOM
dopmoii  ocHOBHOro 3aboseBanusi, @OK cepaedyHoil  HEIOCTATOYHOCTH, COCTOSTHUEM
cucronnueckoi ¢ynkuuu wmuokapna JDK, KIMHUYECKOW CHMIITOMATUKOW, HAIMYUEM
HapyIICHUN pUTMA.

UK

CoBpeMeHHBIN UMITTAaHTHPYEeMBI kapauosepTep-aedudpumsarop (MKJI) npeacrasnser
co0oli cucTeMy, COCTOSAIIYI0 M3 YCTPOMCTBA, KOTOPOE 3aKIIOYEHO B HEOOJBIION THUTAHOBBIN
KOPIyC, KOTOPBIM pa3MemniaeTcsi MOAKOXKHO WM ToAQaciuaibHO B JIEBOM MOAKIIOYNYHOU
obmacTh M OJHOTO WM OoJee DJIEeKTPOJIOB, YCTAaHOBJICHHBIX B Kamepax cepama. Ha
CETOAHSIIHUNA JIeHb TPUMEHSIOTCS OJIHO-, JABYX- U TpexKamepHble (OMBEHTPUKYISAPHBIC)
cucteMbl. B OOJBIIMHCTBE anmapaToB caMO YCTPONCTBO, 3aKJIIFOYEHHOE B THTAHOBYIO KOPOOKY,

SIBJISIETCSI YaCThio Lenu paspsiaa nepudpuistopa [110] (puc. VI.1).

B ocHoBe perekuuu apuTMHi JeXUT aHanu3 uHTepBana R-R, ¢opmbl xemynoukoBoro
curHaina, crabwibHOcTH RR-MHTEepBana, COOTHOIIEHHS XapaKTEPUCTHK MPEACEPIHOW U
KENyJOUYKOBOW aKTUBHOCTH (B JIBYXKaMEpHBIX CHUCTeMax). Bxonsmmid CuUrHam NpOXOJUT
bunbTpanuio, B pe3yiabTaTe KOTOPOW DSIUMHUHHUPYIOTCS W HE IOJIBEPralTcsi JEeTEeKIHH
HU3KOYAacTOTHBIE  (oOycioBieHHble  T-BOJIHOW) W BBICOKOYACTOTHBIE  KOMIIOHEHTHI

(0OycnoBIIeHHBIE AKTUBHOCTBIO CKEJIETHOM MYCKYJIaTyphl).
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B nedubpunnaropax CymecTBYIOT pa3jM4YHbIE 30HBI JETEKIUM YacTOThl CEPICUHBIX
cokpameHuii. Hampumep, ecnu yacToTa apuTMHM TOMafaeT B T.H. 30HY (QuOpmsiun
KEJIYA04YKOB (€ YacToTa COKpallleHWH KeilynoukoB mpebimaer 200 B MHHYTY), TO
MPOUCXOAUT pazpsaa aAehuOpuwasTopa mias tepanuun DK wimm BeicokowacTtoTHOM XT (pumc.
VI1.2). B 1.H. 30He XXT BO3MOXKHO MpOBENEHHE PA3TUYHBIX BHJIOB AHTUTAXUKAPIUYECKOM
KEITYOYKOBOM CTUMYJISIIIUU JUISl TTOAaBIIeHUsT apuTMuil. Tak, reMolMHAMUYECKH HE3HAunMas,
oTtHOocuTenbHO MemneHHas KT, perucrtpupyemas B HU3KOYaCTOTHOM 30HE IETEKUUH, MOKET
OBITh YCHEIIHO KYNUpOBaHAa aHTUTaxuKapautudyeckoi crumynsuuei. KT wmoxer ObITh
kynupoBaHa B pexxume BURST (cTumynsaius KOpOTKUMHU HaYKaMU UMITYJIBCOB C YaCTOTOM, Ha
10-30% mnpeBbrmatomeii wactory Taxukapauu), RAMP  (ctuMynsuus UMIOyIbCaMu  C
IIOCTENIEHHO YBEJIWYMBAIOIIECHCS YacTOTOM, NPU KOTOPOM KaXKIbIM MOCIEAYIOIIMM HMITYJIbC
YKOpa4YMBaeT IMKJI CTUMYJALMU 1O CpaBHEHHIO ¢ mpensiaymuMm) win RAMP+ (ctumynsnus
OJIMHOYHBIM CKaHHUPYIOIIUM 3KCTPACTUMYJIOM, KOTOPBIA HAHOCUTCS B 3aBHCUMOCTH OT JJIMHBI
[UKJIA TaXWKapJIUW YCTAHOBJICHHBIM HWHTEpBaJioM cremieHus). Ilpu wux HesddhdekTuBHOCTH
BhInostHseTcst Kapauosepeus (puc. V1.3). B 1.H. HopMocucronmyeckoit 3oHe (HCC HaxomuTcs B
muana3one 40-150 ymapos B munyty) UK/ nerektupyer putm, a B OpalCUCTOINYECKON 30HE
(UCC uumxe 40 ymapoB B MHHYTY) amnmapaT OCYLIECTBISET 3JIEKTPOKAPIUOCTUMYJISIUIO B

3alpOrpaMMHUPOBAHHOM BPayoOM PEKUME.

[TapameTpsl A€TEKIMM W aNTOPUTMbI TE€PANUM Ul KaXXIOW 30HBI YCTaHABJIMBAIOTCS BO
BpeMsl TECTUPOBAHMS YCTPOWCTBa C TIOMOIIbIO Mporpammaropa. B 3aBucumoctd oOT
KIIMHUYECKONW CHUTyalluH, IPOBOJUMONW MEIMKAMEHTO3HOM Tepanuu OTH 3HA4YEHUS, B
JanbHeHIemM, MOTyT KOppUrupoBaThes. (s mpemoTBpallleHusi HEeoNpaBAaHHBIX Pa3psloB BO
BpEMsl CYIPABEHTPUKYJISIPHBIX apUTMUN, CHHYCOBOM TaXWKApAUM TPUMEHSIOTCS (QYHKIUH
aHanm3a crabwibHocTH RR wuHTepBama (mpu TaxucucTONIMYECKOW ¢opme Gubpuuanun
npeacepauit), Mophoraoruu SHAOTPAPUUECKOTO KEITYJOUKOBOTO CHTHAJNIA, PETUCTPUPYEMOTO
JKEIYAOYKOBBIM IEKTposoM. CylecTByeT BO3MOKHOCTh OLICHWTHh BHE3allHOCTh Haudaia
taxuaputMun  (pu Bo3HHKHOBeHMHM KT wnmu @)X Benmnumna untepBania RR BHe3amHO
YMEHbILIAETCs), a TaKKe 3aperucTpUpoBaTh HSHIOTpapUUEecKHe CHTHalbl B MPEACEpAUsIX H
xemynoukax. [logbop Tepamuu WK][ ompenensercs BpauoM Ha OCHOBaHWUHM TEPEHOCUMOCTH
OOJBHBIM KIMHUYECKON TaXWKapAuu. Tak Mpu reMoJuHAMUYeCKH 3HauuMou Obictpoit KT wim
@®X mnepBeM 1mIaroM B Tepanmuu sBIseTcs neduOpwuisius MomHocThio Ha 10 Ik
NpEBBIIIAIONIEH  MHTpAoNEpallMOHHBIM  mopor  aepuOpwisuuu ¢ MOCIIEAYIOUTUM

ABTOMATHYECKUM HapacTaHWEM MOIIHOCTH Pa3psiioB A0 MakCHMalbHBIX 3HadueHuil (40 JIx), a
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Takke M3MEHEGHHMEM TMOJspHOCTH B 1nenu nepubpwwmsimuu ot kopnyca WK

BHYTPHUCEPICYHOMY JIEKTpoy U HaooopoT [110].

S¢dexruBnocts UK/l B otHOmeHnn npodunaktuk BCC Oblia g0Ka3aHa B HECKOIBKUX

KPYIHBIX KJIMHUYECKUX UcciieoBaHusX (Tadauma VI.1) nu3aiiH KOTOpBIX MpeAronarail OLUEeHKY

BBDKMBAEMOCTH y TAIIMEHTOB ¢ HAJM4YMeM ocHogHbix (dakTopoB pucka BCC, Beinenennbix JT
Bigger emie B 1984 1 [24]. Pe3sysbrarhl, MONMy4eHHBIE B 3TUX HUCCICAOBAHUSIX, JIETJIH B OCHOBY
CYLIECTBYIOIIMX CErOJIHsI AMEpPUKAaHCKUX U EBpOINEHCKUX peEKOMEHAAUMI 110 UMIUIAHTAUHA ITUX
YCTPOMCTB M PekoMeHmanuil 1o JEYCHHUIO KEIYIOYKOBBIX apUTMHHA C LENbI0 MPO(UIAKTHKH
BCC [4].

Takum 00pa3om, HOBBIE TMOAXOABI K MpoBeAcHUIO MepBuuHON mpodunaktukn BCC
TpeOYIOT BO3MOKHOCTH OCYIIECTBIIATH MPOPHIAKTHUECKYIO NePUOPHIUISLNNIO0 Y 3HAYUTEIHHOTO
yyciia nanueHToB. C NpakTUYeCKOM TOYKM 3pEHMsI 3Ta CUTYyalUsl MOJpPa3yMEBAaeT BO3MOXKHOE
HAHECEHHE OJTHOTO Pa3ps/ia Y OJHOTO OOJBHOTO 32 OTHOCUTENBHO MPOJOHKUTEIbHBIA MEepro.l
BPEMEHHU, HalpUMEp COCTABJISIIOLIMNA HECKOJbKO JieT. B  3TOl CBA3M  KIMHHUYECKOE
ucnonp3oBaHue HoBbIXx MK/I-TexHomoruii, B pa3paboTKe KOTOPBIX NPUHSIM y4dacTHE, B TOM
YHCIIe ¥ OTEYCCTBCHHBIN YUCHHBIC, IPHOOPETAcT BaXKHOE KIMHUYECKOoe 3HaYeHue [117-119].

PYA

Karerepnas PYA sgBnsercs oOJHOM W3 HWHTEPBEHLHMOHHBIX METOAMK, CIOCOOHOU
3 PEKTUBHO YCTPAHUTh WIM MOIU(DUIIMPOBATH CyOCTpaT OJTHOTO U3 TNIaBHBIX (PAKTOPOB pUCKa, a
umenHo KT w/mmu ®XK. Ilenecoobpa3HOCTh €€ NpPUMEHEHMs OINpeNeNseTcss 3THOJOTHen
apUTMHUYECKOTO CHHJPOMA, BapuaHTOM ero teueHus. [Iposenenne PUA onpaBaaHo y nalMeHTOB
C 4YacThIMU IIOKOBBIMU pa3zpsanamu MK/l npu pa3BUTHM T.H. «3JIEKTPUYECKOTO IITOpMay (6omee 3
OlpaB/IaHHBIX MOKOBBIX pa3zpsaoB MKJl B Teuenue 24 yacoB), 00yCIOBJIEHHOTO YCTOMYMBON
petuausupyromiei XXT, pedpakreproii k muoxkectsennoir AAT [120-122]. Tem He MeHee, Ha
CErOJIHAIIHUN JIeHb, AaHHbIe 00 3ddexkruBHOCTH PUA B oTHOmEeHun npodunaktuku BCC
OTPaHUYEHBI, BO MHOI'OM M3-3a TOrO, YTO rpymnmna nanueHToB ¢ JKT saBiasercs HEOOHOPOAHOU H
IIPOBEJEHUE PAaHAOMU3ALNHN Y ITOW KaTErOPUH MALIUEHTOB 3aTPYIHEHO.

B cBsA3u C BbIIECKAa3aHHBIM 3acCily’)KMBAlOT BHHUMAaHUS [aHHbIE MeETa-aHaius3a S
uccienoBannii mo oneHku dpdextuBHocty PYHA KT, omyommukoBanubie B 2012 1., B KOTOPOM
aHAJTM3UPOBAIHNCH JTaHHBIE 0 457 mManueHTax co CTPYKTYPHOM MAaToJIOTHEHN cep/ia (B OCHOBHOM
uwemudeckoeo renesza) [67]. B mccnenoBaHNM NMPOBOAMIICS CPAaBHHUTENBHBIA aHAIN3 BIIHSHUS
PYA u AAT Ha TeueHHE apUTMHUYECKOTO CHHAPOMAa M CMEPTHOCTb (0e3 yTOUHEHHs ee

MeXaHM3Ma), OLEHUBAJIaCh YacToTa pa3BUTUA OCIOXKHEHHM npu mnpoBeaeHun PYUYA KA.
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PesynbraThl MeTa-aHanuza mnoka3anud, yro PUYA XA nocToBepHO NPUBOIUT K CHUKEHHUIO
konmmuecTBa smu3oa0B KT, kommuectBa smm3omoB cpabareiBanust MK, Tem He wMeHnee,
nposeneHue PYA He compoBoKaaeTcs yMEHBUIEHHMEM CMEPTHOCTH (B T.4. U BHe3amHoi). Ilpu
OOCYX/IEHUU TIOJTYYEHHBIX PpEe3yJbTaTOB aBTOPbl OTHAIOT cebe OTY4ET B TOM, YTO MHOTHUE
nyOJMKaluy, BOLIEAIIME B A3TOT METa-aHajiW3, MMEJIM OIMCATENbHBIM Xapakrep, a A0Jd
PaHIOMH3HPOBAHHBIX HCCIICIOBaHUI OblIa orpannyeHa [123].

HecmoTtpss Ha TOT (akT, uYTO MyONMKAIMH, TIOCBSIIEHHBIE pe3yiabTaramM PUYA
neuwemuyeckux JXHP B 1.4. y manmentoB ¢ AJIIDK, JIKMII, kananonaTusiMu CBUAECTEIbCTBYIOT
O TOJIOKUTEIBHOM BJIMSHUHA WHTEPBEHLIMOHHOIO BMEIIATENIbCTBA HA TEUYECHUE aPUTMUYECKOTO
CHHJIpOMa, OJIHO3HAYHO cyauTh 0 poiu PUA B npodunaxtuke BCC ceroans He npeacTaBiseTcs
BO3MOXXHBIM. YHCIIO NAIMEHTOB, IPUHUMABLINX Y4acTHE B 3TUX MCCJIEI0BAHUSAX OTHOCUTEIHHO
HEBEJIMKO, a MIEPUO/Ibl KIMHUYECKOTI0 HAOIIOIEHHSI 32 HUMH OBIJIM HEIPOI0JIKUTEIbHBIMH.

Taxkum ob6pazom, ceronns PUA sBisercs HanOosee 3p(PEeKTUBHBIM METOJOM JICUEHUS Y
nanpeHtoB ¢ JKHP wu orcyrctBuem cTpykTypHOM mnatonoruu cepaua [4]. Viydmienue
reMOJIMHAMUYECKUX I1apaMeTpOB, BO3HHMKaIlee nocie nposeneHus PUYA  uamonarnueckon
XKD, MoxkeT paccmaTpuBaThCs Kak BajkHas MO3UTHBHAs MOoAM(UKaLusA Takoro ¢akropa puckKa
BCC xkak cucronundeckas aucynkuus [124]. Tem He MeHee, B AII0XY JA0Ka3aTeIbHON MEIUIHHBI
JUIsL TIOATBEPXKACHUS STOr0 IMPEANOJIOKEHUs] HEOOXOIMMBbI JaHHBIE PAaHIOMH3UPOBAHHBIX
UCCJIEJOBAaHUM € JUINTENbHBIM IIEPHUOI0M HAOIIOCHMS 32 3TOM KaTeropruei naeHToB.

Xupypruyeckoe Jie4eHrue apUTMHUI

MeTtoauku npsiMOro XMPYPrHYECKOTO MCCEYEHHS WM PE3EKIMM apUTMOI€HHOI'O ovara
NO-NIPE)KHEMY MCIOJB3YIOTCA B BEAYIIMX XHPYPIrMUYECKMX LEHTpax Yy MalHUEeHTOB C
peuunuBupytomeit KA, pedpakrepnoit k MHoxectBeHHON AAT; y mamuentoB ¢ UK u
YacTHIMU IIOKOBBIMU pa3psiiaMu; y OOJBHBIX C HeI((EKTHMBHOCTHIO OT INpoBeneHHO PYA.
Xupypruyeckoe JiedeHHe OOYCJIOBIMBAaET HEOOXOJUMOCTh TIIATEIbHOW IperonepanroHHON
NOATOTOBKA W MHTPAONEPALMOHHOIO ONPEJEJICHNUS MCTOYHUKA MM MCTOYHHMKOB TAaXUKApAWH.
Jl1s aIMMHHAIUMY ApUTMOTEHHBIX YYaCTKOB B PSAJE LIEHTPOB UCHOJB3YIOT MOAXO0/, OCHOBAaHHBIN
Ha pe3eKIUH pyOIOBBIX Mosied B MHOKapzae. [lockonbKy Takue BMENIATENbCTBA JOBOJIBHO
TpaBMaTH4YHbI, TO HCIOJIb3yeMbI€ CETOJHA B  KIMHUYECKONW [MpakTUKE ONepaluu
SHJIOKApJUATbHON  pEe3eKUMH  MOCTUH(APKTHOrOo pydOla, KpPyroBOH  SHIOKApAUAIbHOM
BEHTPUKYJOTOMHUU M DHAOBEHTPHUKYJIOIMJIACTHKH, KaK IIPaBUJIO, COYETAIOTCS C aopTo-
KOpPOHapHbIM IIYHTUPOBaHHEM. Bo Bpemsi XHUPYpPrUYECKOTO BMEIIATENbCTBA TAaKXKE MOTYT

HCIIOJIb30BAThCS HI0KapanaibHas PUA, KpHoaecTpyKIusl 04aroB apuTMHUU.
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Taxkum o6pazom, ipu penuauupytomeind KT na done tepanuun UK, pedpakreproit k
MEAMKAMEHTO3HON Tepanuu U KateTepHol PYA, Bo3MOXHa XuMpypruyeckas pe3eKLus odara

KT wnu ero npsimast PYA unu KpruogecTpyKIus.

Y mnanMeHToB € BPOXKICHHBIM CHHAPOMOM yummHeHHoro wuHtepBasa QT (LQTS)
BBITIOJTHCHUE JICBOM IIEHHO-TPYAHONM CHUMIIATHYCCKONH TaHIIMOAKTOMHH HCIIOJIB3YeTCs Kak
JIOTIOJTHUTEIBHBIA METOJl JICYCHUS TpHU dYacThiXx osnu3omax Tepanuu WK wmm  npu

HerepeHocuMocTH OeTa-01okaTopoB [126].
PeBackyasipu3anusi MHOKAap/a ¢ 1eJIbI0 Je4eHUsT apUTMHIi

Pazputne XA nHanpsimyro cBsizaHO ¢ ocTpod miau Xxponuueckod MBC. B 3Toil cBszm
XUpYypruveckasi Uil UHTEPBEHIIMOHHAs PEBACKYIISIpU3ALMs THOSPHUPYIOLIET0 MUOKApAA MOKET
YIYULIUTh 3JEKTPUUECKYI0 CTaOMJIBHOCTh M CHU3UTH BEPOSTHOCTb DPA3BUTHUS JKEIYJOUYKOBBIX
aputmuid. Takum 00pa3oM, CKPUHHHIOBas JAUArHOCTUKA U JICYCHHE WINEMHH CEpAlla JOJKHBI
OBITh MEpBBIMU dTanamu cTpatudukanuu pucka u npoduinaktuku BCC, mockonbky mocie
peBacKyJsIpU3anusl JKU3HECTIOCOOHOTO MHOKapJa MOKET MOIU(MUIMPOBATH TAKOH OCHOBHOU
¢axrop pucka BCC kak cokparutenbHas mucynkims JOK [127]. ¥V psaa noctuH(apKTHBIX
nanueHToB xuzHeyrpoxaromue JKHP moryt ObITh ycTpaHEHBI peBacKylspu3alveid MUOKapaa,
HO TOJBKO B TOM Cllydae, €CJIH OHHU IMpoBouupyrorcsa umemueil. Cauzuth yactoty KT/DXK B
OCTpBI TNepuoJ MH(papKTa MHOKapJa IMO3BOJIIET W paHHSS pPEBACKYJSApHU3alUs MHOKapia B

COUYETaHWM C Ha3HaYeHHEM OeTa-0J0KaTopoB.

Tem He MeHee, y 3HAUMTEIBHOIO 4YHCJIa OOJNBHBIX, HECMOTPS Ha HPOBEACHHYIO
peBacKy sIpU3aluio MUOKapaa, puck passutis BCC B Teuenwe roma cocrasiser 13% [128].
Crnenyer moHMMaTh, YTO y OOJNBHBIX ¢ OONbLION MiIomIanbl0 pydOua BocctaHoBieHue OB JDK
MeHee BepossTHO, U umiuiantanus UK/ moxker morpeboBaThCsl y’ke BCKOpE MOCIE MPOBEIECHUS
PEeBacKyJISIpU3ALINH.

O0630p uccnenoBaHUM, MOCBALICHHBIX JaHHOW MpoOJeMe, CBUIETENLCTBYET O TOM, YTO
peBacKyJIsIpu3alis MUOKap/a IPUBOIUT K YBEJIMYEHUIO BBKHBAEMOCTH M CHUXKEHHUIO 4aCTOTHI
passutust BCC B ortnanenHom nepuojae Habmonenus [129]. Ecnu teuenne UBC ocnoxusieTcs
pa3ButueM JKA, 0coO0eHHO y NMAlMeHTOB ¢ MOpPa)XXEHUEM CTBOJIA JIEBOM KOPOHApHON apTepuu u
MPOKCUMAJIbHBIX OTJIEJOB TMEpPEIHENH MEe}XOKENy/l0YKOBOH BETBHM, TO CYIIECTBYET BBICOKAs
BEPOATHOCTHh TOT'0, YTO PEBACKYJSAPU3ALMSA MHOKAapAa MO3BOJIUT CHU3UTh YacCTOTY Pa3BUTHS U
YMEHBIINTh TSDKECTh TEUEHHS ApUTMHMUYECKOTO CHHIPOMA, a Yy HEKOTOPbIX NaIMEHTOB

HIOJTHOCTBIO €70 YCTPAHHUT.
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Ha wmam B3rasg  OTAENTBHOIO BHUMAHMS — 3aCHyKMBAaeT BOINPOC  IPOBENCHUS
PEBACKYISIPU3aIMK Y MAIMEHTOB ¢ uiemMuueckoi stronorueit XCH 6e3 KIMHUYECKH BEIyIIUX
OPOSIBIICHUH CTEHOKapAuH C IeNbl0 MepBHYHOM M BTOpuyHOM npodumaktuku BCC. B
OTHOIIEHMH JTOM KaTeropuu OOJbHBIX KpallHE OrpaHUYeHbl JaHHbIE O BIHSHUU
peBacKyJsapu3aluu He Tobko Ha yactoTy BCC, HO u Takke Ha 00LIyI0 BHIKMBAEMOCTb.

B sTOoM KOHTEKcTe auarHocTHueckoe obcienoBaHue OonpHBIX ¢ XCH mmemuyeckoro
reHe3a JIOJDKHO BKJIIOYATh W OLEHKY J>KM3HECIIOCOOHOCTH MHOKapjaa. Tak B ILeJIOM psife
MPOCHEKTUBHBIX W PETPOCHEKTUBHBIX  HCCIEJOBAHMM, a TaKXKe MeTa-aHaJlu30B ObLIO
MPOJEMOHCTPUPOBAHO, YTO Y OOJNIBHBIX C UIIEMU3HMPOBAHHBIM, HO BCE €IIE KU3HECIOCOOHBIM
MHOKapJIOM, IIOCJIE€ MPOBEJIEHUS PEBACKYJSPU3ALUU OTMEYAETCS YIYYIIEHUE COKPATUTEIbHON
¢ynkmuu  JIK w  xapakrtepuctuk BbDKMBaeMocTd [127]. Hampotus, y OonbHBIX 0€3
YKU3HECIIOCOOHOTO0 MHOKap/a peBacKynspuzanus HedPPEeKTUBHA, a 3HAUUT, ClleyeT H30erarb
BBINIOJIHEHUS KpailHe PUCKOBAaHHOM omnepaiuu. CTaHAapTHON METOJUKOMN /JIsl OLEHKH aHaTOMUU
MHOKAapJia, €r0 PeruoOHaIbHON M OOIIEH COKPATUTEIbHOU (PYHKIIMH, KU3HECITIOCOOHOCTH U, YTO
ele BaXHee, pa3MepoB MH(pAPKTa U MPOILEHTA TPAHCMYPAITBFHOTO MOPAXKEHUs (OIpeesnsieMoro ¢
MO3{HUM Ta/I0JIMHUEBBIM YCHJICHUEM) SIBIISICTCS SIEPHO-MArHUTHBIN pe3onanc [130].

BbiOop Mekay OCHOBHBIMH MeToJaMu mpsiMoit peBackymspuzanud (AKII  wm
WHTEPBEHIIMOHHAS AaHTHOIIACTUKOM) JOJDKEH OCHOBBIBATHCS HA TIIATEIBHOM OIICHKE aHATOMHUH
KOPOHAPHBIX MOPAKEHUH, 0KUAAEMOIN «IIOJTHOTBD) PEBACKYJSPU3ALUU, XapaKTepa COYETaHHBIX
3a007€BaHUA M HaJIM4YMsl  WIM OTCYTCTBHUSL COIYTCTBYIOLIETO BBIPAXKEHHOTO KIIAMaHHOTO
MOpaXKEHMsI CepaLa.

Tem He wMeHee, TPOBEACHHE YCIEIMHON peBackyispusauun y OonbHbix MBC c
CUCTOJIMYECKON AUCQYHKIMEH, HE CHUMAeT C IIOBECTKM AaKTyaJlbHOCTb MEpONPHUATUH IO
npoduinakruke BCC u ummiantanuu UK/ [4, 12].

B r1abamuax V1.2 wu VI.3 npuBoaarcs pexkomeHmanuu s OombHbIX XCH ¢

cucronnueckoi gucoynkuuein JDK (®B<35%) wu mnpeoOnamaHueM CHUMIOTOMOB JHOO

creHokapaunu, 6o XCH.

VIl. CTPATUDPUKALINA PUCKA U NPODPUNTAKTUKA BCC MNPU
OTOEJIbHbIX HO3OJIOTMYECKUX POPMAX

VII.1. Crparudurkamusa pucka u npobmaakruka BCC v nanmmentoB ¢ UBC

VII.1.A. CrpaTupukauus pucka u npopuiaakruka BCC y nanueHToB ¢ NOCTHH(PaAPKTHBIM
KAapAHOCKJIEPO30M U cucToMuYecKoil nuchynkumeinn JIK

CrpaTuduxanus pucka
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st onpenenenust pucka passutus BCC u BeiOOpa mMep ee mMpodHIaKTHKA Y JaHHOMN
KaTCropuu mnanucHTOB, IMPECKAC BCCrO, HGO6XOI[I/IMO COCTaBUTL MNPCACTABJICHUC O BaApPUAHTC

kimHnYeckoro TeueHnst UbC B KaK10M KOHKPETHOM ciydae (CTaOMIbHbIH-HECTaOMIbHBIN ).

VY nanueHToB C yKa3aHUSIMM B aHAMHE3€ Ha IEpEHECEHHbIN paHee (He MeHee 40 nHEN)

uHpapkT Muokapaa aaroputMm crparudukanuu pucka BCC npencraBinen B Taduaume VII.1.1.

[TocnenoBarenpHas peanu3anusi AJICOPUTMA y AAHHOM KATErOPUM NMALUUMEHTOB MPEAIOJIAraeT
BBISIBJICHHE, TPEXKJIE BCETO, 0cHO6Hbix (akTopoB pucka BCC, uTo B KOHEUHOM HTOre, OyAeT
OTIPE/ICIIATh MEePEYCHb MEPONPHUATHH, HEOOXOTUMBIX ISl TIPOBEACHHS TIEPBHYHON/BTOPUIHON

npodunaktuku BCC B Ka)KI0M KOHKPETHOM KJIMHUYECKOM CIIy4dae.

[TocnenoBarenbHas peanu3alys MPEACTaBICHHOIO aIropuTMa Yy IaHHOM KaTeropuu
HAlMEHTOB, MpeIoaraeT Ipex/ie BCero NCKIUYeHne HecTabuipHoro Bapuanrta teuenust UbC,
a Tak)Ke BBIABICHUE 0CcHOB6HbIX (PakTOpoB pucka BCC, 4To B KOHEUHOM UTOre, OYAET OIPEeIIATh
nepevyeHb MEPOTIPHUITHN, HEOOXOJMMBIX JJIsl IPOBEACHHS IEPBUYHON/BTOPHYHON TPOPHIAKTUKI
BCC B ka)x10M KOHKPETHOM KJIIMHUYECKOM CIIydae.

Pexomennauuu no npopuiaaktuxke BCC

B coorBercTBHMM ¢ NpUHIMIAMHU [OKa3aTeJIbHOW MEAMIIMHBI HWKE  MPEACTaBICH
NepeYeHb MEPOIIPUSITHI, KOTOPBIE HEOOXOAUMO OCYIIECTBIIATh JIJIsl POBEACHUS MPOPUITAKTHKU
BCC y nmaiueHToB, UMEIOIUX YKa3aHUs B aHAMHE3€ Ha MepeHeceHHbIH HHPAPKT MUOKap/a.
Knacce |:

1. Aoexeammnoe meouxamenmosnoe neuenue UBC u XCH, exniouaiouee obszamenbHoe
Ha3HayeHue (npu OmMCymcmeuu npOMuUEONOKA3AHUL U HeNnpuemIemMblx NOoOOYHbIX
aghghexmos) credyrouux epynn npenapamos:

® Oema-6rokamopwl (A)

o uAll® (A)

® ayemuncanuyunosas xkucioma (A)
o cmamunsl (A)

e onnepenon nocie UM npu chuscennou @B JDK 6 couemanuu ¢ ne60iceny0oukosol
HeOOCMamoyHOCmMbvio Ul caxaprvim ouabemom (B)

o ITHXK (B)
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2.

Knacc

Knacc

Boccmanosnenue KOpOHAPHO20 KPOBOMOKA XUPYPSUUECKUM UU UHMEPBEHYUOHHBIM
Memooamu npu 803MoAcHOCmuU nposedenuss smou koppexyuu (C).

B yensax emopuunou npogpunaxmuxu BCC UK/]-mepanus pekomenoosana nayuenma,
sviorcusuum nocie QXK unu eemoounamuuecku nHecmadbunvrou KT (ochosHble pakmopbl
PpUcKa), Komopbvle He ObLIU C8A3AHbL C 0OPAMUMBIMU NPULUHAMU U KOMOPble NOLYYAIom
NOCMOSHHYIO — ONMUMANBHYIO  MEeOUKAMEHMO3HYI0 — Mepanuio,  UMeom  XOopoulull
@yHKyuoHaNbHbIL cMamyc™ u O1a2oNpUAMHBIL NPOSHO3 BbIHCUBAHUS 8 meyeHue 200a U
bonee (A).

B yenax nepsuunoii npogunaxmuxu BCC UK/[-mepanus pekomenoosana nayuenmam c
Hanuyuem mako2co OcHo6Ho20 Gakmopa pucka BCC kax oucgynxkyua JDK,
obycnosnennas npeowecmsyrouum MM (ne menee yem 40 oueti nocne UM), ¢ @B JDK
Hudxce 40%, ¢ XCH I—IIl ©K no knaccugurayuu NYHA, ¢ xopowum yHKyuoHaibHbIM
CmMamycom, NoAy4aroujum NOCMOSHHYIO ONMUMAILHYI0 MEOUKAMEHMO3HYI0 mepanuio u
umerouuMm O1a2ONPUSMHBLI NPOSHO3 BbINCUBAHUS 8 MedeHue 200a U bonee (A).

B yenax nepsuunoii npogpunaxkmuxu BCC UK]/[-mepanus pekomeHO08aHa nayueHmam ¢ ¢
Hanuyuem maxux ocHogHwix hakmopog pucka BCC kak oucghynxyus JDK, obycrosnennas
npeowecmayrowum UM (ne menee uem 40 oueii nocre UM), ¢ @B JDK nuoice 40%, ¢
XCH [—III @K no xnaccugpurayuu NYHA, ¢ neycmoriuugou KT (no oannvim IKI, XM-
OKT) u yemotiuugou KT u/unu @XK (unoyyuposannoii 6 xooe 31003@PH), ¢ xopowum
DYHKYUOHANLHBIM cmamycom, ROLYYAIOUUM NOCMOSIHHYIO ONMUMATLHYIO
MEOUKAMEHMO3HYIO Mepanuro U umeowum O1a2onpusmublil. NPOSHO3 BbIHCUBAHUS 8
meuenue 200a u bonee (A).

la:

Amuooapon 6 couemanuu c bGema-biokamopamu y NAYUEHMOE C HATUYUEM MAKO20
ocHosHoeo paxkmopa pucka BCC xax cumnmomamuunvie KHP npu omcymcmeuu
aghghexma om uzonuposanHo2o npuema bema-onoxkamopos (B).

Comanon y nayuenmos ¢ KHP (ocnosnoti ¢paxmop pucxa BCC) npu omcymcmeuu
aghghexma om npuema 6ema-onoxamopos (C).

IIposedenue xupypauueckoeo nevenus xponuyeckou anegpusmul cepoya (C).

PYA KT y nayuenmos ¢ UK/ u AAT npu uyacmuix (6oree 2 pas 6 200) 3nuzooax
onpasoannou mepanuu UK/ (C).

1b:

PYA y nayuenmos c eemoounamuuecku cmadbunvuou KT (ocnoenoii ¢pakmop pucka
BCC) u @B 6onee 40% (B).

Amuooapor y nayuenmos c¢ KT (ocnosnou ¢haxmop pucka BCC), xomopwvie He
neperocsam u/unu omxasvisaiomes noayiams mepanuro UKJ/] (C).
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Knace 111:

1. Hasnauenue AAT ue sgnsiemcs 06s3amenvHbIM Yy NAYUEHMO8 ¢ acumnmomHuimu KO unu
neycmouuusou KT (ocnoenoti pakmop pucka BCC) (B).

2. AAT IC knacca npomusonokazamwi (A).
3. Hasznauenue amuooaporna ne pekomenoyemces nayuenmam ¢ mupeomokcuxozom (C).

* - 0 METOJMKaX MPOBEJCHHS OLEHKH (DYHKIIMOHAILHOTO CTAaTyca Bbl MOXETE NMPOYUTATh HA

caiire http://www.chcr.brown.edu/pcoc/functi.htm

VIIL.1.b. Crparudukauuss pucka u Meroabl npopuiaaktuku BCC y mnamueHTOB ¢
xponundeckoit UbC u coxpanHnoii cucronmyeckoi pynkumen JIK

Crparupukanusi pucka

Cnenyer moHMMaTh, 4TO JHOOOW MalMEHT ¢ BepupuIUpoBaHHBIM jauarHozom WBC
HNOTEHIMAIbHO OTHOcUTCA K rpymmne pucka BCC, a OOJbIIMHCTBO BHE3alHbIX CMEpPTEH B
a0COJIIOTHBIX 3HAUEHMSIX MPUXOAMUTCS Ha KaTEropuio JUI 0e3 BBIPRKEHHOW CHUCTOINYECKON

muchynkun Muokapaa JK [9-12, 19].

Y 93TOi Tpynme NanMeHTOB KIIOYeBOE 3HAa4YeHHWE mpuodperaeT Bepudukanus u
nocienyromas Moauduxanus emopocmenennvix QpaxkropoB pucka BCC, xortopele, o CyTH,
aBIsitoTCs U pakTopamu pucka MBC. Takum o6pa3zom, npoBesieHHe AUArHOCTHUECKUX TECTOB U
Ha3Ha4YCHHE MEANKAMEHTO3HOU TEpANNUU (BTOpUYHAA npouIakTUKa NBC),
pernameHTupoBaHHoe HanumonaneHpiMu PekoMeHZanusiMM 1O JAMArHOCTUKE U JICUEHUIO
xponuueckor UMBC, mo cyrtu, SBIAIOTCS MEpONPHUATHSAMH IO CTpaTudUKaluu pucka u

npodmiaktuke BCC [131].

[losiBnenue pasznuunbix BapuaHToB JKA y manumenTtoB ¢ xponudeckod MBC 3agactyro

MO3KeT OBITh CBsi3aHO ¢ nectadunu3anueii Teuenus MbC u/umm nporpeccupoBanuem XCH.

B OonprmmucTBe ciiyyaeB nmpobexkn HXKT y manumentoB ¢ xponunyeckoit opmoit MBC
6eccumMnToMHBI. [0 HacTOsIIEro BpeMEHU HE CYLIECTBYET OOLICTIPHUHSATHIX AAHHBIX O TOM, YTO
€e TOJABJICHHE JIOCTOBEPHO YBEIMYMBACT BBDKMBAaeMoOCTh. Jledenwe ycronuumBoil XT y
nmanueHToB ¢ xponuueckor (opmoit UBC ompenensieTcss ee KIMHUYECKUMU TPOSIBICHUSIMU U

YacTOTOM €€ BO3HHMKHOBEHHS. Y ManueHTOB, C YKAa3aHUAMHU B dHAMHE3C Ha 3MU30[ CCPACUHOTO
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apecta Benencteue OXK/ KT, koroperit pazsuiics nocie 48 1 ot Havasia OMIM, umeeTcst BBICOKUI

PHCK BO3BHUKHOBEHHS TOBTOpHOTO 3mm301a DK [132-134].

Hns ompenenenusi pucka BCC u BbiOOpa TAaKTHKH JICUEHHUS Yy JaHHOW KaTeropuu
NAIMEeHTOB HEOOXOJMMO YYHUTHIBATh KIMHHUYECKYIO KapTHHY 3a00JeBaHMS U BepU(UIIUPOBATH
BO3MOXHbIe NpuuMHbl pa3zButus JXKHP. Anroput™m crparudukanmm pucka IpeincTaBieH B

Tadauue VII.1.2.

Pexomengauuu no npopuiaakruxke BCC
Knacc l:

1. Aoexeammnoe meoukamenmosmnoe newenue UBC u XCH, skntouarowee obsizamenvhoe
HazHayeHue (npu OMcymcmeuy NPOMmuBonoKa3anutl U NoOOUHbIX 3¢hgexmos) ciedyrouux
2PYnn npenapamoas:

e Oema-bnoxamopwi (A)

o uAll® (A)

* ayemuncanuyunosas kucioma, (4A)
o cmamunsl (A)

o [IH)KK (B)

2. B yenax emopuunoti npogunakmuxku BCC nayuenmam, ewidcusuwum nocie DK uiu
eemoounamuvecku Hecmaounvhou KT (ocnosHble (axmopwvl pucka), npu HaIUduu
NOKA3AHULL PEeKOMEHO0B8AHO BOCCMAHOBIEHUE NPOXOOUMOCMU KOPOHAPHBIX apmepull,
Max KaxK ocmpas uwemus Mmuoxapoa, kax npasuio, npogoyupyem KT (B).

3. B yensax emopuunou npogpuraxmuxu BCC UKJ[-mepanus pexomenoosana nayuenmanm,
svlorcusuium nocie O unu eemoounamuuecku Hecmaobunvrou KT (ochoenble ghakmopol
pUCKa), npu Omcymcmeuu 603MONCHOCMU B0CCMAHOBIEHUS KOPOHAPHO20 KPOBOMOKA,
KOmopbie Noiyuam nOCMOSHHYI0 ONMUMATbHYI0 MeOUKAMEHMO3HYI0 Mepanuio, umerom
Xopowiuti  (OYHKYUOHANbHBIL cmamyc™ u O1a20NpUsmMHbIL  NPOSHO3 BbIHCUBAHUS 8
meueHue 200a u bonee (A).

* - 0 METOJMKAaX MPOBEJICHUS OICHKU (DYHKIIMOHAIBLHOTO CTaTyca Bbl MOXKETE MPOYUTAThH Ha

caiite http://www.chcr.brown.edu/pcoc/functi.htm

Knacc Ila

1. Tepanus amuooaponom 6 couemanuu c [-adpenobrokamopamu yenecooopasnHa O

YVYMEHRbUIEHUSl 6bIPANCEHHOCMU CUMNIMOMOE, 06yCJl06]leHHblMu makumu OCHOBHbIMU
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¢daxmopamu pucka BCC kax peyuousupyrowas cemoounamuyecku cmaounvras KT y
nayuenmos ¢ ouc@yuxyuei JUK, obycnosenennoti nepenecennvim OHM, xomopwvim e
moocem  6vimv  umnaaumuposarn MKJ[ unu ounu omxaszwiearomcs om npoeeoeHusl
onepayuu umniaumayuu (C).

2. B yenax nepsuunoii npogpunaxmuxu BCC eoccmarnosnieHue KOpoHApHO20 KPOBOMOKA
Xupypauseckum u/unu UHmepeeHYUOHHbIM MEMOOOM NPU BO3MONCHOCU €20 NPOBEOeHUs
nokasano nayuenmam c xporudeckou MBC u nanuuuem 2emoOuHamuyecku 3HAYUMBIX
cmern0306 kopouapuwix apmepuii (C).

3. Umnnanmayus HUKJ]] yenecooopasna npu neuenuu peyuousupyioweil ycmouuusou KT y
nayuenmos ¢ nepeneceHuvim paree OUM (ocnoemvie paxkmopvr pucka BCC) c¢
HOPMANbHOU UlU  OAU3KOU K HOPMAILHOU CUCHOIUYECKOU (QYHKYUel JHCelyO0UuKos,
HOAYYAOWUX NOCMOSHHYIO ONMUMANILHYIO JIeKAPCMEEHHYI0 Mepanuio U UMerouux
O1a20NPUAMHBIL NPOSHO3 01 BLINCUBAHUSL C XOPOUUM PYHKYUOHATILHBIM COCTNOSHUEM 8
meuenue 2ooa u oonee (C).

Knacc IIb

1. Paououacmomnas ramemepnas abnAyus UIU HASHAYEHUE AMUOOAPOHA MOdHCem
paccmampusamucsi Kak anvmepuamuga ycmauoske MKJ[ y nayuenmos ¢ ymepennou
oucghynxyueu JDK (OB 6onee 40%) u Hanuuuem maxo2co OCHOBHO20 (haxkmopa pucka
BCC kax peyuousupyrowasn cemoounamuuecku cmaounvnasn KT (B).

Knacc ITT

1. He pexomenoyemcs naszuauenue AAT 6 npogpunraxmuueckux yensix O CHUNCEHUS]

CMepmHOCIU Y NAYUEHMO8 ¢ Heycmouyugblmu oeccumnmomuvimu KA (ocHosHOl

¢axmop pucka BCC) (B).

VII.2. Crparudukanusa pucka u npopuiaakruka BCC v nanueHTos ¢

XPOHHYECKON CepAeYHOH HETOCTATOYHOCTLIO

Cepneunast HEJOCTATOYHOCTh — IaTOJIOTUYECKOE COCTOSIHUE, TP KOTOPOM CEPAECUYHBIN
BbIOPOC HE COOTBETCTBYET MOTPEOHOCTH OpPraHM3Ma BCIIEJICTBUE CHUKEHUSI HACOCHOW (YHKIIUU
cepaua. B kiIMHHMYECKOM TpaKTUKe pa3inyaroT OCTPYI0 M XPOHHUYECKYI CEpACYHYIO
HesocTaToyHoCcTh. CepieuHast HeJOCTaTOYHOCTD HE SIBJISIETCS CAMOCTOSATENIbHBIM 3a00JI€BaHUEM.

Kak IpaBHJIO, OHA - OCJIOKHCHUC UJIU PC3YJIbTAT PA3JIUNYHBIX 3a00JIeBaHUM M COCTOSIHHUI.
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Y mNanMeHToB ¢ XPOHUYECKON CEpIeYHONM HEIOCTaTOYHOCTHIO, COMPOBOXKIAIONICHCS
CHIDKEHHEM CHCTONMYECKOr ¢yHkumu, yacto BeTpewatorcss KA u  mosbsimen puck BCC.
Otuonorus XCH BeposATHO OKa3blBaeT BJIMSHUE HA pa3IiMuHble MeXaHu3Mbl U BUIbl KA.
HonomuurensabiMu npeaukropamu BCC y 60apHbIX XCH SIBIISIOTCS BBIpa)KEHHAs] MUTpaIbHas
perypruTanusi, CHIKEHUE ypoBHSI remoryioonHa u comyrcrBytomas XIIH, ¢ mporpeccuBabiM
yBenuueHueM pucka BCC Ha craguu xponuueckoro nuanuza [135-138]. U3 uncTpymMeHTanbHbIX
nokasaresjeil HauOOJbIIeH MPOTHOCTHYECKOW IeHHOCThI0 y OombHbIXx XCH obGnamator OB,
JUIMTENbHOCT, KoMIuiekca QRS, nHammume Onokanapl jeBOW HOXKHM Iydka [umca, curhani-
ycpennennass DK, BapuabenbHOCTh pUTMA CepAlla, NAaTOJOTHYEeCKHEe W3MEHEHUs
Oapopednekca, anpTepHanus 3yona T, nucnepcus uHTepBaia QT, TypOyIeHTHOCTh CepACUHOTO

putMma [139].

CrpaTndukanus pucka

st onpenenenust pucka passutus BCC u BeIOOpa Mep ee mpOopMIAKTUKHA y TaHHON
KaTeropuy NalMEeHTOB HEOOXOJUMO COCTaBUTH IpexacTaBieHue o reHese XCH B kaxiaom

KOHKPETHOM KIIMHUYCCKOM CJIy4dac.

B ratumue. VI1.2.1. npencrasnen anroput™m crparuduxaiuu pucka BCC y manueHTos ¢

XCH. IlocnenoBarenpHas peajn3alysl JaHHOTO aJITOPUTMa IO3BOJUT OIPEIEIUTH IEPEUEHb
MEpONPHUATHIA, HEOOXOIUMBIX ISl IPOBECHHS MepBUYHON/ BropuuHOM npodunaktukn BCC B

KaXI0OM KOHKPETHOM KIIMHUYCCKOM CJiy4dac.

Pexomennauuu no npopuiaaktuxke BCC

Knace I

1. Aoexsammnoe meduxkamenmosnoe neuenue XCH coenacrno mexywum HayuonanoHoim
Pexomenoayuam no nevenuro XCH [83], exntouarowee obs3amenvroe Haznauenue (npu
omcymcmeuu npomueonoKa3arull U n0OOUHIX 3¢hpexmos) bema-o10kamopos (4),
uAll® (A), anmozonucmog anvoecmepona (A)

2. B yenax emopuunoti npogunaxmuxku BCC HKJ/[-mepanus pexomenoosana nayuenmam,
svlocusuwum nocie O unu eemoounamuuecku Hecmaobunvrou KT (ochoenbie ghakmopol
pucka), komopule He ObLIU CEA3AHbL C OOPAMUMBIMU NPULUHAMU U KOMOPbLE NOJYYAIOM
HOCMOSAHHYIO  ONMUMANLHYIO  MEeOUKAMEHMO3HYI0 — Mepanuio,  UMelom  Xopoulul

d)yHKL!uOHClJZbellZ cmamyc* u 6ﬂa€0anﬂMHbllz NPOCHO3 6bIICUBAHUAL 6 MEYCeHUEe 200a u

bonee (A).
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3. B yensax nepsuunotui npogpunaxkmuxu BCC UK/]-mepanus pexomendosana nayuenmam c
Hanuyuem makoz20 OCHO8HO20 pakmopa pucka Kax ouc@yukyus JDK, obycroerennas
npedwecmayrowum UM (ne menee uem 40 oneii nocne UM), ¢ @B JIK nuoce 40%, c
XCH I—IIl @K no kaaccugpuxayuu NYHA, ¢ xopowum GyHKYUOHATbHBIM CMAmycom™,
HOMYYAOWUM NOCMOSHHYIO ONMUMATbHYI0 MEOUKAMEHMO3HYI0 Mepanuio U UMerujum
O1a20NPUAMHBLL NPOZHO3 BbIJICUBAHUS 8 MeyeHue 200a u bonee (A).

4. B yenax nepsuunoi npoguraxmuxu BCC UKJ[-mepanus pexomenoosana nayuenmam c
Heuwemuyeckumu 3abonesanusmu cepoya, umerowum OB JDK menee 35%, XCH I1—III
@K no xnaccugpuxayuu NYHA (ocnosroti pakmop pucka), noayuarouum noCmMosHHYIO
ONMUMATILHYIO TEeKAPCMEEHHYI0 MePanuio, ¢ XOpOWUM QYHKYUOHATbHLIM CIAmycom™ u
umMeruuM O1a2ONPUSMHDBLI NPOSHO3 BbIXCUBAHUS 8 medeHue 200a U bonee (A).

5. Conymcmsywowas mepanus amuo0apoOHOM, COMANONIOM 6 6ude MOHOMEpanuu uiu
couemanuu ¢ f-aopenobrokamopamu ¢ yeavlo ymeHvuieHus cumnmomos KT (kax
YCMOUYUBOLU, mak — u HeyCmou4ueou)  peKxomMeHO08aHd nayueHmam c
umnianmuposaunuvimu UKJ], nonyuarowum mepanuro no nosody XCH (C).

6. Amuooapon noxazan nayueHmam c yeivio nedenus cemoouHamuyecku sHadumvix KT u
HJ)KT 6 cnyuae, eciu kapouogepcus u/unu Koppekyus npuduH 603HUKHOBEHUS ApUMMUU
He CMO2NU YCMPAHUMb Ul nPeoomsepamums ee panuuii peyuous (B).

Knacc Ila

1. B yenax nepsuunoi npogunaxmuxu BCC HK][-mepanus, KomOuHuposauuas c
ousenmpuxynapnou IKC, noxazana nayuenmam ¢ XCH III—IV @K no knaccuguxayuu
NYHA (ocnosnoti ¢pakmop pucka), noayuarouwum OnMUMATbHYIO JIeKAPCMBEEHHYIO
mepanuio, y KOmopwix oaumeinbHocmos komniaekca QRS na ¢one cumnycosozo pumma
npegviuiaem 120 mc, xomopvle umerom XOpowiull @OYHKYUOHANbHBIU cmamyc* u
O1a2oNPUAMHBIL NPOSHO3 BbIHCUBAHUS 8 medeHue 200a u bonee (B).

2. UK][-mepanus nokasana nayueHmam ¢ peyuousupyroweln  2emoOUHaAMUYecKu
cmaobunvrou KT (ocHosHou ¢haxmop pucka), HopmarbHOU UlU noumu Hopmaivrot OB
JDK, nonyuarowum onmumanvnoe nevenue XCH ¢ xopowum ¢hynkyuonanvHuim
cmamycom™ u umerowium O1a20NPUSMHLLIL NPOSHO3 BbIXCUBAHUSL 8 MeYeHUue 200a U Donee
(C).

3. busenmpuxynapuas IKC 6e3 ¢yuxyuu UK/ yenecoobpaszua ons npeoomspauernus BCC
v nayuenmos ¢ XCH III—IV @K no NYHA, @B JIDK menee 35% (ocnosHuvle ¢hakmopwi

pucka), orumenvrocmvto kKomniekcod QRS 160 mc (unu no menvuei mepe 120 mc npu
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HAIU4uY Opyeux HNpU3HAK08 ACUHXPOHHO20 COKPAUJeHUST HCeNYOOUKO8), NOLYUArOUUX
HOCMOSIHHYIO ONMUMATILHYIO JIeKAPCMBEHHYI0 Mepanur, ¢ XOpouwum QYHKYUOHATIbHBIM
CMAmycom u UMerowux Oa1a2onpusmubslil NPOSHO3 BbINCUBAHUS 8 MmeyeHue 200a U boiee
(B).

Knacc IIb

1. Amuooapon u/unu bema-o6a0Kamopsvl Mo2ym Oblmb HA3SHAYEHBL NAYUECHMAM C OCHOBHbIMU
u emopocmenenHvimu paxmopamu pucka BCC, nonyuarowum onmumaibHoe jeyenue no
nosody XCH, xomopuvim He803M0ICcHO umnianmuposams UKJ/].

2. B yenax nepsuunou npogurakmuxku BCC HUK][-mepanus modcem obOcyscoamvcs y
NayueHmos ¢ Heuwemudeckumu sabonesanuamu cepoya, umerowux @B JDK om 30 oo
35% (ocnosnoui ¢pakmop pucka), XCH I @K no knaccuguxayuu NYHA, noryuarouux
NOCMOSHHYIO ONMUMANILHYIO JeKAPCMEEHHYI0 MEePAnuio, ¢ XOpouwum QYHKYUOHATbHbIM
cmamycom™ u umerowux 61a2onpUsmMHbIL NPOSHO3 BbINCUBAHUS 8 medeHUe 200a U Doee
(B).

Knacce 111

1. Hasnauenue npenapamos |C xnacca onsa nevenusn KA (ocnoemnoii ghaxmop pucka BCC)
He pekomenoyemcs y nayuenmos ¢ XCH (A).

2. UK][-mepanus ne nokasana nayuenmam c¢ pegpaxmepnou XCH, y komopwix He
npeononazaemcsi 00CMudCeHue KOMNeHcayuu ee nposasieHull u 0O1a2onpusimHozo
npozro3sa (4)

* - 0 METOJMKAaX MPOBEJCHUS OICHKU (DYHKIIMOHAILHOTO CTaTyca Bbl MOXKETE MPOYHUTATH HA

caiire http://www.chcr.brown.edu/pcoc/functi.htm

Tak kak Ha gomo BCC mpuxomutcs okono 50% cmepteit y OompHBIX ¢ XCH, TO
Ype3BBIYAITHO BaKHBIM BOTIPOCOM siBiisieTcs nepBuyHas npoduiaktuka BCC. UnpiMu croBamu
Bpad JOJKEH YETKO MPEJCTaBIsATh Ha KAaKOM dTare TeUeHUs 3a00JIeBaHUS MAIMEHTY HYXHO

pexomMenoBath uMiutantanuio UK/, B Tadaune VII1.2.2. npencraBneHsl Ki1acchl MOKa3aHUS K

ummianTauuu UK/l B nensix nepBuuHON npoduinakTuku B 3aBucuMocTH oT reHeza XCH, ©K

XCH, Bemmuunasl @B JDK » mammans JKA.

VII1.3. Crparudurkanmus pucka u npohuaaktuka BCC v nanimeHToB ¢
OPATUCHUCTOJINYCCKUX HAPVIICHUAX PUTMA U POBOIUMOCTH
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[Tox TepmuHOM OpamuapUTMUN TMOHUMAIOT IIMPOKUHA CTEKTp 3a00JIeBaHUM, MAaTOTCHE3
Pa3BUTHSI KOTOPBIX MPEAINOAraeT, B TOM YHCIe, CHUKEHUE CUCTEMHOTO BBHIOpOCa B pe3ysbTare
ymenbiienuss YCC BcneacTBUE HAPYLICHUS WMITYJIbCOOOpPAa30BaHMS B CHHYCOBOM Y3JI€ W/WIN
pacnpocTpaHeHusi (GpoHTa JAEMOJIAPU3ALUU MO CTPYKTypaM IPOBOJSIICH CHCTEMBI Cepala.
Peanuzanus BCC no OpaanapuTMHYECKOMY CIIEHApUi0 mpoucxoauT B 15% ciyuaeB [6-8].
BaxHo nmonnmMath, uTo (GakT HaIMUUs OpaguapuTMUi, 0COOEHHO B COUYETAaHHH C CUCTOIHMYECKON
muchynkmueir JOK, mpenmonaraer, TeM He MeHee, BBICOKMA M YMEPEHHBIH PUCK Pa3BUTHA

KCITYOAOYKOBEIX TaXI/IapPITMPII;'I Y OJHOI'O U TOr'O K€ IalluCHTA.

VIL.3.A. Crparudukanus pucka u npopuiaakruka BCC y nauueHToB ¢ qucyHKIuei
CHHOATPHUAJIBHOIO y3Ja (CAY)

Ha nomio manumenToB ¢ cuniapoMoM cinaboctu cunycoBoro ysna (CCCY) mpuxomurcs
OKOJIO TIOJIOBHHBI OT 00111er0 uncia Beex umiutanTanuii OKC [140].

B otnomenun BCC y naHHOM KaTeropuu MAIMEHTOB MPOTHO3 OYIET OINpeAessaThCs
BBIPAKEHHOCTHIO KIIMHUYECKUX MPOSIBICHUN U MPUPOJIOH OCHOBHOTO 3a0osieBanusi. CyuTaercs,
4yro nmpoBeneHue mnoctosHHoN OKC ymydmiaeT KIMHAYECKYH) CHUMITOMATHKY, HO HeE
Monupunupyer nporno3 y mnanueHtoB ¢ CCCY. OnHako 3T JaHHBIE OBUIM MOJIyYEHBI
JIOCTAaTOYHO JIABHO TP MPOBEJICHUU HEOONBIINX, HEPAHIOMU3UPOBAHHBIX U HEMPOCIEKTHBHBIX
uccienoBanuii [141]. U3BectHo, uro orcyrctBue mnocrosuHor DKC y mamumentoB ¢ CCCY
COTPOBOXKAAETCS yXY/IICHHEM KauyecTBa KU3HU, MOBBIIIEHUEM 3a00JI€BA€MOCTH U CMEPTHOCTH.
UYro kacaercs BCC, To cuctemaTnyeckas OlIEHKa €€ BKJIaJa B JIOJIO JIETAIbHBIX UCXO/0B Y 3TUX

MAIMEeHTOB HE TTpoBoIUIach [142].

CrpaTuduxanus pucka
Hucpynkuuss CAY, npuBozsimias K BbIpaXEHHONW OpagukapAuM WU Tay3aM, MOXET

HPOSIBIATECS OOMOPOKOM, MPEeT0OMOPOKOM, TOJIOBOKPYKEHHEM, TMIIOTEH3MEH, IMporpeccueit
NpOsIBIEHUN cepeuHoil HenocTaTrouHocTd, creHokapaueil. BCC y manuentoB ¢ CCCY Gonee
BEpOATHA IMpU HAIMYMM TPU3HAKOB cUCToMMYeckod auchyHKkiuu Muokapaa JDK.
[TaTou3monornyeckuM MeXaHW3MOM MOJOOHOTO CIieHapusl SBISETCS JJIUTENbHAs Iays3a
acucronuu 0e3 3amernaromiero putma w/unum JKA, pasBuBaromuecs B pe3yJbTare May30-
3aBHCUMBIX HAapyUICHMH pemnoisipu3aniy, MaHU(ecTauss KOTOPbIX, COINPOBOXKIACTCA
HapyIICHUSAMU KaK CUCTEMHOMN, TaK U PETHOHAPHON T'€MOJMHAMUKH, TIPEXKIE BCErO CO CTOPOHBI
[MHC. CnexnctBuem 4ero sBIsETCS BEPOSITHOE BO3SHUKHOBEHHE HEOOPATHMBIX W3MEHEHHH CO
CTOPOHBI )KM3HEHHOBAYKHBIX OPraHOB U pa3BUTHUE JIETAIbHOrO Hcxoaa. Hannuune wim oTcyTcTBHe

HpCI[CYH_[CCTByIOH_[eﬁ CprKTypHOfI MaToJiorun cepanua MOKET UMCTh OMPCACIIAOMICC 3HAYCHUC
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JUISL aJIaNTallMOHHBIX M3MEHEHUM IMMapaMeTpPOB CEpJeYHOr0 BhIOpOCA, a 3HAYMT IS XapaKTepa
KIIMHUYECKOTO Te4YeHHs] apuTMuu. K coxkaleHWlo, Ha CETOAHSINHUN JeHb OOIICTPUHSATHIX
dakropoB pucka pasputus BCC y mamumentoB ¢ CCCY wner. Tem He MeHee, yka3aHUS B
aHaMHe3e Ha Takue (HaKTOpbl PUCKa KakK MHU30/bl CUHKOIE, HAJIMYNE CTPYKTYPHOH IMaTOJIOTHH
cepaua, UIMTEIbHbICE CHUMIITOMATHYHBIE Tay3bl acCUCTOJUM Tipu mpoBeneHun XM-OKI
KOPEJUTHPYIOT ¢ HEOJIarompusTHBIM MPOTHO30M, B TOM uucie u B otHomeHuu BCC. Ilpu sTom
clenyeT UMETh B BUJY, YTO KJIIOUEBOE 3HAYCHUE MMEET CUMITOMATHYECKasi 3HAYUMOCTh Iay3bl,

a He ee JUINTENILHOCTD (cM. Tabiuiy V.2).

Hpodpunakruka BCC

[IpoBeneHne mocTossHHOW TpeacepaHor u/unu apyxkamepHord DKC B COOTBETCTBUU C
Hanuonansubimu Pekomennanusmu no nposegenuto DKC [70] y nauuentoB ¢ CCCY ynyumaer
CUMITOMATUKY M KadeCTBO JKM3HH, YMEHBIIACT 3a00JIeBa€MOCTh M YacTOTy pPa3BUTHS
¢ubpmusinuun npencepaunid. OTnaneHHble pe3ynbTaThl npuMeHeHus noctossuaoil DKC u ee

BJIMAHUC Ha BBIDKHUBACMOCThb U Ha YaCTOTY pa3BUTHUSA BCC, Ha CErOHSIITHUN JCHb, HCU3BCCTHBI.

V11.3.b. Crparndukanus pucka u npopuiaaktuka BCC y nanueHToB ¢ HapylmeHusIMHA
AB- 1 BHYTPH:KeJIyI04YKOBOI NMPOBOAUMOCTH

Teuenue 3a00JIeBaHUH, CONPOBOXKIAOIINXCS HapyLIEHUAMHU AB- u
BHYTPHXKEIYI0YKOBOW IIPOBOAMMOCTH, OLEHUBAIOCh B HECKOJIBKHX HEPAHAOMHU3HPOBAHHBIX U
oOcepBallOHHBIX HccienoBaHusx [143, 144], B KoTOpbIX OBUIO yCTAHOBJIEHO, YTO JAaHHBIE
COCTOSIHUSI 4aCTO acCOLMMPYIOTCS ¢ cuHKomne M mnpecuHkorne u peako — ¢ BCC. Ilposenenue
nocrosiHHOW OKC mpuBoAMT K yIy4yIIEeHHIO KauecTBa >KM3HH, a uTo kacaercs BCC, To Obuin

MMOJIY4YCHbI HCOAHO3HAYHLIC TaHHBIC.

Hapywenus AB-npogedenus

brnaronpusiTHBIN TIPOTHO3 XapakTepeH ajisi manueHToB ¢ AB-6mokamoit | crenenn u |l
crennenn (Mobunr 1), tornma xak npu AB-Omokane Il cremenn (Mobun 2), mpu pa3sBUTHH
MHTPAruCUaIbHOW MM MH(parucuaabHOM OJI0KaJl OTMEYaeTCsl MpOrpecCupoBaHUe HApYIICHUH
npoBoaumoctd B AB-Onokany Il cremenu (cM. Tabnumy V.2), yto TpeOyeT MpoBeneHUS
nocrostaHON DKC [110].

AB-6nokana Ill crenmenn wame Bcero BcTpeuaercss npu WBC unm gereHepaTHBHBIX

3a00JIEBaHUIX cepana. B HeckonbKMX HEOOJBIIMX HCPpAaHAOMU3ZHUPOBAHHBIX HCCICIOBAHUAX
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ObLI0 TOKa3aHo, uTo noctosHHasg DKC yBennmuuBaeT XapaKTEpPUCTUKH BBDKMBAEMOCTH Y 3THUX

namueHToB [110].

Jleyx- u mpexnyuxogvle 0.;10Ka0bl

JlaHHblE, IIOJIyY€HHBIE B MPOCIEKTUBHBIX HCCIEIOBAaHUIX Yy ACHUMITOMAaTHYHBIX
NAIMEHTOB C XPOHHYECKOW ABYXITYYKOBOW OJIOKAIOH, CBHIETENBCTBYIOT 00 OTHOCHTEIBHO
MEJUICHHOM TIporpeccupoBanuu 3aboneBanus B AB-6mokany Il crenenu [110]. Tem He MeHee,
y 3TOH KaTeropuu MalueHTOB OTMEYaeTcs OTHOcUTeIbHO uactoe pazsutue BCC, cBsizanHOE ¢
BO3HUKHOBEHHUEM 3JIOKAYECTBEHHBIX KEIYJOUKOBBIX Taxuaputmuid. dakropamu pucka BCC
seisttoTest - UBC, XCH wu/unu npexsionsslii Bo3pact [ 145]. M3BecTHO, 4TO y MAI[MEHTOB C JBYX-
U TPEXITyYKOBOM OJIOKAI0M, Y KOTOPBIX UMEIOTCS YKa3aHUs B aHaMHE3€ Ha AMHU30/bl CHHKOIE, a
TakKe y ManueHToB ¢ uHTtepmutupyromeit AB-6mnokanoii Il crenenn uvame pazpuBaercs BCC.
[TpoBenenune nocrosiHHo DKC HE3HAUUTENHHO YMEHBIIAET YACTOTY €€ BO3HUKHOBeHUS [146].
CymiecTByIOT MPOTHBOPEUYUBBIE JIaHHbIE O IPOTHOCTHMYECKOM 3HAYEHUM Y/UIMHEHHOTO
untepBana HV B orHomenun pucka passutusi BCC Bcneactsue Opaamaputmuii. Tak, B
yacTHOCTH, Bepudukanuu wuHTepBada HV>75 wmc sBasercs cnabbIM  MPOTHOCTHYECKUM
NpU3HAKOM, a ero yBenndenue Oonee 100 MC CBHAETENBCTBYET O HAIMYMHM KpailHE BBICOKOTO
pHcKa U TpeOyeT He3aMeTUTEIbHOTO Havyasa npoBeneHus nocrosauoi IKC [147-149].

Ponb Gnokan Hoxkek cuctembl ['uca-lIlypkunbe kak HesaBucumoro mpenukropa BCC
TakXke HeoJHo3HayHa. [Ipeamonaraercs, yTo mpucoeJUHEHNE OJIOKaIbl OJHONW M3 HOXEK IydKa
['nca npupaBHUBAETCSI K BOSHUKHOBEHHIO JTOTIOJIHUTEIBHOTO MPOTHOCTUUECKOIO (pakTopa pucka
BCC.

VY manueHToB 0e3 BBIPA)KEHHOW CTPYKTYpHOW MAaTOJOTHM cepAua (akT HaJIu4us HIU
NosBJICHUsI OJIOKaJ(bl OJJHOM M3 HOXeK Iyuka ['Mca He accouuupyercs ¢ yXy/IIIeHueM IporHosa
B otHomeHun BCC. C npyroit croponsl, mns mnanueHToB, nepeHecmmx OWM, koTopbim
IPOBOAMJIACH TPOMOOJIUTHYECKAsT Tepamusi, HaIU4YUEe WIM NPUCOEIMHEHHE OJI0OKaJ HOXEK B
cucreme [uca-IlypkuHbe sBIS€TCS JONMOJHUTENBHBIM (AKTOPOM, OOYCIIABIMBAIOIIUM PHUCK

passutust BCC [150-152].

Bpoowcoennas AB-6rokaoa

B psne uccnemoBanuii O6buto mokazaHo, yto uMIiaHtaius OKC Moxer ymydmuTth
BBDKMBAEMOCTh Y MAI[MEHTOB C BPOXKJIECHHOM MOJHOM morepeyHoi Omokanoit [153-155]. BCC
MOKET OBbITh NEpBOM MaHH(ecTanueld BpPOKICHHOW IOJHOW IMOMepeyHor OJIoKaibl y paHee

aCUMITOMHBIX NAaI[MEeHTOB 0e3 CTPyKTypHBIX 3aboieBaHuil cepauma. Mexanmsmamu BCC vy
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JAHHOW KaTeropuu MalUEeHTOB MOTYT SIBJISTHCS KaK 3MH30Jbl MOJHOW MOonepeyHoi OJ0Kaabl ¢
OTCYTCTBHEM KaKOTO-TMOO 3aMENIAIOINIero pUTMa, Tak W OpaJu3aBUCHMbIC 3JI0KAYECTBEHHBIC
HKEITyI0YKOBBIE TAXUAPUTMHUH.

VY [naHHOIM KaTeropuu MalUEHTOB YyBelnyeHue uHTepBasia QT, Hamuume paHHUX
NOCTIACHONSApU3AUil U Jucnepcus peppakTepHOCTH MHUOKapHAa KelylI04YKOB CIIOCOOCTBYIOT
BO3HHMKHOBeHUIO (atanmpHbix JKHP, peanmsyembix mo mexanmsmy long—short * [156, 157]. ¥V
MAIMEHTOB C BPOXKICHHOW MaTOJIOTHEH MPOBOMAAIICH cucTeMbl cepana K ¢akropam prucka BCC
otHocsatcs: Haymmuue YCC wmenee 50 B MuHyTy, ymimHenwe wuHTepBana QT, Hammuue
CTPYKTYPHOI IaToJIoTuu cepaua [S].

* - JJIMHHAA-KOPOTKas NOoCJICA0BATCIIbHOCTD

AB-6nokaoa nocne PY-abnsyuu unu P4-moougpuxayuu AB-coedunenus

[Ipo6nema BCC saBnsercs akTyalbHOH y nanueHToB, nepenectnx PUA AB-coenunenus,
B TOM uucie B Bapuante PU-monudpukanum AB-coenuHeHus, Tak Kak Yy 3TOM KaTeropuu
O6onbHBIX 3nmokadecTBeHHble JKHP Bosnukaior B 2-3% ciydaeB, OCOOCHHO y JIMI[ C
BhIpakeHHBbIMU TiposiBiieHusMu XCH [5, 159]. Mexanu3m 03710Ka4eCTBICHUSI apUTMUYECKOTO
CHUHApPOMA B 3TOM KOropTe MAlMEHTOB OCTAE€TCsS 10 KOHLA HesACHbIM. CUMTaeTcs, 4TO UMEET
3HaYeHue OpaJn3aBUCUMOE  yBEIMYEHHE BpPEMEHM  pENOJSIpU3alMM  JKEJIyIO0YKOB U
XapaKTepUCTUK HMX pe(pakTepHOCTH B MEPBbIE CYTKH I0OCJIE IPOBEACHHUS PpPaarodacTOTHON
abmsauuu wim Mogudukanuu AB-coequHeHMs, 1 0COOEHHO B Te€X Cllydasix, KOIrja HapylleHUus
penonspuzanuu uMenuch ucxoaHo [160]. [Ipodunaktiuka BCC B 3TuX ciaydasx 3akirodaercs B
nposegeHnn DKC ¢ oTHocuTenbHO BBICOKOM uyacToToi M OKI'-MoHMTOpHpOBaHMs INepBble 24
yaca ocJie IpOBEJCHHS TaHHOTO MHTEPBEHIIMOHHOTO BMEIIATEIbCTBA.

[Mo manueimM Zehender et al. mocne wmmantauu KC 12-31% nanueHToB yMHParOT
BHE3aITHO B T€UEHHE MOCIeAYIOIIero nepuoia HadmoaeHus [161]. ABTopsl Takxe OTMETHIIN TOT
daxT, yTo B TeueHHe nepBoro roja nocie ummiaantaun IKC vacrora pazsutus BCC Oblna B
TPHU pa3a BBILLIE, YEM B IOCIEAYIONIME TO/bl. DTO COIJIACYeTCS C OTE€YECTBEHHBIMH JIAHHBIMH,
cBunerenscTBytommMu o0 10%-i gacrote Bo3HumkHOBeHHMsI BCC mocne ummutantamuun OKC u
npoBeneHuss PUA AB-coenuHeHHMs y TalMEHTOB C XPOHHUYECKOH (opmoil ¢ubpmnisuun
npencepauit [110, 202]. Ilpeanonaraercs, 4To HapyLIEHUs YyBCTBUTEIBHOCTH YCTPOMCTBA WU
MIPOBEJICHNE CTUMYJIALIMYA B ACHHXPOHHOM PEXHMME CITIOCOOCTBYET MHUIIMAINH 37I0KaUYECTBEHHBIX

YKHP [110].
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OTnenpHYI0 TPYNIy pHCKa MPEACTaBISAIOT OonbHBIE ¢ AB-y3110BOH perumnpoxHoi
taxukapaueir (ABYPT) na ¢one mnpencymecrByromeii AB-Gnokanst | cremenn. PY-
Momudukanust AB-coenunHenus, umeromas 1ensio sauMmuHaiio ABYPT, B aTux cimydasx
MOXXET OBITh CBSI3aHA C PUCKOM yCyryosieHus Hapymenuii AB-nipoBenenus, u Bo3moxHo, BCC.
Meronuka PU-momudukamun AB-coenmnenus, pa3paboTaHHas OTEYECTBEHHBIMH aBTOPAMH,

MO3BOJISIET UCKITIOUUTD 3TOT puckK [158].

Pexomenganun no npodpunaxkruxke BCC

Ilposedenue nocmosannou oeyxkamepnou IKC 6 coomeemcmeuu c¢ Hayuonanvhwvimu
pexomenoayusimu no nposedenuro IKC [70] y nayuenmos ¢ unapyuwenusmu AB-nposedenus
yayumaem CUMRIMOMAMUKY U KAyecmeo JICU3HU, YMeHbuiaem 3abonesaemocmv. [lanHble o
eruanuu nocmosaunnot IKC 6 omoanrennom nepuode HAONOOEHUS HA BbIHCUBAEMOCHL U

seposamuocmo pazsumus BCC, na cecoOnsawnull 0enb, npomueopeyuasl.

VIl1.4. BCC npyu KapauoMHuONATHIX

[lon xapauoMHONAaTUSMU TOHUMAIOT 3a0oyieBaHMsI MHOKapla, IMpPH  KOTOPBIX
bukcUpyloTCS CTPYKTYypHBbIE W/WiK (HYHKIIMOHATIbHBIE HAPYIIEHUS B OTCYTCTBHE KOPOHAPHOTO
aTCpoCKIICPO3a, THUIICPTOHUMH, BPOXACHHBIX WA HpI/IO6peTeHHI)IX IIOPOKOB  Ccepaua.
Kapauomuonaruy  mpuHSATO — pasfensiarth 10 MOPQOJOTMYECKMM  IpU3HaKaM  Ha
THNepTPOUIECKy0, NUIATAIIMOHHYI0 U pecTpukTuBHYl0O KMII, apuTMOreHHy0 AMCILIA3UIO
MPaBOro JKEIyJouka, a Takke Heknaccuduuupyemyro dopmy. B cBoro ouepenb, KakIaplid U3
BUJIOB TIOJIPA3NICNSICTCd Ha CEMEHHYI0 WJIM TEHETHYeCKH OOyCIOBIEHHYI0 (opMy W Ha

HeceMelHyto hopmy.

VI1I1.4.A. Crpatupukanus pucka u npopuinakruka BCC y nanmenton ¢ IKMII

Hunataunonas kapauomuonatus (AKMII) — rpynna 3aboneBaHuii  (EHOTHUIMHMYECKH
O00BEIMHEHHBIX HAJMYMEM HApPYLIEHUS CHUCTOJMYECKOW (YHKIMH JIEBOTO JKEIyAO4YKa U €ro
JIUIaTalny, KOTOpbIE DPa3BUBAIOTCA HE BCIEACTBHE TIe€MOJMHAMUYECKOM meperpysku (u3-3a
nopoka wiu runepronnn) u He Beaeactsue MBC. Ilpu aTom pacmmpenue npaBoro »keinynodxa
MOXET TakXke (PUKCHUPOBATHCSA, HO ITO HE SBISETCS AMAarHocTHYeckuMm kputepuem JIKMII.
Breigemnsitor cemelinyto GopMmy ¢ M3BECTHOM MyTaluii # ceMelHylo (HopMy ¢ HEU3BECTHBIM
tunom Mmyranuu. Cpean HecemeilHbix (opm Beigenstor JKMII BenencrtBue Muokapaura,

6one3np Kapacaku, JIKMII accouuupoBaHHylo ¢ OepeMeHHOCTbIO, 3HIOKpuHHBIE JIKMII,
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AJIKOTOJIbHYIO, Taxukapautuueckyo ¢opmel, JIKMII BcneacTBue upe3amepHOro ynorpeOiaeHus
ceseHa, KapHUTHHA, THAMUHA U T.II.

[IaTniieTHAsT BBDKMBAEMOCTh cpeau eBponeonHor pacel npu JKMII no BHenpenus
COBPEMEHHBIX MHTEPBEHIIMOHHBIX METOAOB JeueHus coctasisuia 31,4% [164]. CmepTHOCTH OT
JNaHHou narosioruu yBenuuuBaercs ot 0,10 go 1,16 va 10 000 cpeau My»x4uH B Bo3pacte ot 35-
39 no 55 — 57 ner [165]. Ilpu stom Ha nomo BCC npuxoaurcs 20% cinyuaeB cmeptu [166, 167].

BCC 10BOSIBHO peKO CITY>KUT MEPBBIM MPOSBICHUEM 3a00JI€BaHNUs, Yallle BCTPEYaeTCs y
MalMeHTOB C TMPU3HAKaMHU NPOrPEeCcCCHpYIONmero TedeHus 3aboseBanms [168, 169]. B

OospmHCTBE ciydaeB K anu3onaam BCC npuBoasT sxu3neyrposxaromue KA [170].

Tenemuyweckuti ananus
I_Ienecoo6pa3Ho 06CJ'ICI[0BaTb POACTBCHHUKOB nepBoﬁ JJUHUHU PpOACTBa, 0COOEHHO B

ciaydae 3inokayectBeHHoro TtedeHus JAKMII u npu Hanumuumu mnaTojiorndeckoro (eHoTuIa,
MO3BOJISIIOIIETO 3aMO03PUTh FeHeTH4ecKyro MyTtanuio [171]. Ha ocHoBe MMeronmxcst JaHHBIX
TeHeTUYECKUH aHaiu3 Ha BbIABICHHE MyTanuu B reHe LMNA wMoxeT wurpatb poib B
ctpatudukammu pucka BCC mpu JKMII [172, 173]. Opnako B OOJBIIMHCTBE CIy4acs,
MYTAllMOHHBIA CKpPUHUHT TpoOaHma oOmamaer HHU3KOW 3¢¢exTtuBHOCTRIO (MeHee 20% mpu
nzonupoBanHoit JIKMII ©e3 comyTcTBYIOLIEro MOpakKeHUs CKeJleTHOW Myckynatypsl) [171].
CrangapTHbIi HA00p METOUK MPHU OOCIETOBAHUH BKJIIOYAE€T CEMEHHBIN aHaMHEe3 He MEHee TPex
nokosieHuit (¢ onenkoit ciyuaeB XCH, JIKMII, tpancnnanranuu cepaua, BCC, napymenuit
CEepJIEYHOr0 pUTMAa U MPOBOAMMOCTH, HWHCYJIbTAa WM JPYrUX TPOMOOIMOOIHUECKUX
OCIIO’)KHEHUM), a Takxke QuaukanpHbeli ocmoTp, IOKI, Oxo-KI, XM-OKI' (B ciyuae BCC
npobanna).
PexomMeHaanuM Mo reHeTH4eCKOMY TeCTHPOBAHMIO
Knacce |
1. V ecex nayuemmos c JIKMII pexomenoyemcs muwamenvHoe usydeHue cemelno2o
anamuesa He Mmenee uem 6 3-X noxkoaenusix (A)
2. Pexomenodyemcs xapouonocuieckull CKpUHUHZ poOCMBEHHUKO8 Nep8oli JUHUU POOCMBA:
anamnes, ocmomp, IKI, 2XO-KI', XM-OKI (8 cnyuae cmepmu npobanoa) (A)
3. Ilpu evisisnenuu y poocmeennuxos npusnaxos [[KMII - pexomendyemcs pezynsipnoe
Kapouonozuyeckoe 00ciedo8anue HaYuHas ¢ pamHe20 0emcmed (npu 1amMuHONamusx c
10-12 nem) xaswcovie 12-36 mecayes 0o 10 nem, kaxcovie 12-24 mecsyes oo 20 rem u
odanee xadicovle 2-5 nem 0o 50-60 nem u  Kapouonocuuyeckuti CKpUHUHE NOMOMKOS

npobanda kaxcoo2o nociedyioue2o noxkonenus (B)
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4. Ecau npuswaxu JKMII y poocmeenHukos — He OOHAPYICEHbl U 2eHemuuecKoe
Mecmupo8aHue  HeBO3MONMCHO,  PEKOMEHOYemcs — pecylsApHoe  KapOUuoi02UiecKoe
00cnedosanue HAYuHAs ¢ pawHe2o demcmea — Kadicovle 12-36 mecsayes 0o 10 nem,
kagicovle 12-24 mecsayes 0o 20 nem u danee kaxcovie 2-5 rem 0o 50-60 nem. (B)

5. Ilpu eviasrenuu y npooanoa ¢ JIKMII 6 pe3ynbmame cenemuueckoeo mecmuposaHus
NPUYUHHOU MYMAYuu pPeKOMeHOYemcs 2eHemuiecKuil CKPUHUHS POOCEEHHUKOG NePEOt
aunuu poocmea (B).

6. Ecnu npuuunHble mMymayuu y pOOCMEEHHUKO8 OMCYMCMEYIom, cledyem NpeKpamums
Ooanvhetiuee oocrnedosanue (C).

7. Ecnu npuyunnsie mymayuu y poOCmeeHHUKO8 OMCYMCMEYIom, He ciedyem npogooums
eenemuyeckoe mecmupogarue nomomxos (C).

Knacc lla

1. Ilpu eviaereHuu NPUYUHHBIX Mymayuii ¥ poOCMBEHHUKO8 OecCUMNMOMHbBIX Hocumeel
NPUYUHHBIX MYMAayuli peKOMeHOYemcs pe2yisapHoe Kapouolo2uieckoe 00ciedos8anue
excecoono ¢ 10 0o 20 nem u oOanee Kadcovie [-3 200a ¢ uUCnoIbL308AHUEM

O0ONONHUMENbHBIX Mem0008 00cnedosanuss npu Heobxooumocmu (C).

Crparndukanus pucka

[Moxxone! k crpatudukanuu pucka BCC y manuentoB ¢ JIKMII He oTimuaroTcs OT TeX,
KOTOpbIE HCIOJIB3YIOTCS IpU cTpaTuduKanuu pucka y mauumeHToB ¢ XCH Heumemuyeckoro
renesa (cm. tabd. VIL.2.1). ITpu AKMII kpaiine Boicokuit puck BCC acconuupoBas ¢ MyTalusMu

B reae LMNA

Pexomenganun no npopunaxkruke BCC
Knacc 1

1. Aoexsamnoe meouxamenmosnoe nevenue XCH coenacno mexywum Hayuonanvhvim
Pexomenoayusam no neuenuro XCH [87], exnouarowee obsazamenvhoe Hasnauenue (npu
omcymcmeuu npomueonoKa3anull. u nooouHvlx d¢hghexmos) bema-dor0KAMOPOE (A),
uAIll® (A), aumazconucmos anrvoecmeporna (A).

2. B yensx esmopuunou npogunaxkmuxu BCC UK/[-mepanus pexomenoosana nayuenmam,
sviorcusuum nocie QXK unu eemoounamuuecku necmadbunvrou KT (ochosHvle pakmopul
pUcka), kKomopwvie He ObLIU C8A3AHBL C 0OPAMUMBIMU NPULUHAMU U KOMOPble NOLYYAIOm

NOCMOAHHYIO onmumaitvbHyrO MeduKaMeHmeyio mepanuio, umerom XOpOWI/lIZ
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DYHKYUOHANBHBIL CMamyc™ u O1a2oNpUsSMHbLIL NPOSHO3 8bINCUBAHUSL 6 MeYeHUe 200d U
bonee (A).

B yensax nepsuunoii npogpuraxmuxu BCC UKJ/][-mepanus pexomenoosana nayueHmam c

w

Heuwemudeckumu 3abonesanusimu cepoya, umerowum @B JDK menee 35% (ocnosenoti
¢axmop pucka), XCH II—IIl @K no kraccugpuxayuu NYHA, noryuarowum nocmosHHy0
ONMUMATILHYIO TeKAPCMEEHHYI0 MePanuio, ¢ XOpOwUM QYHKYUOHATbHLIM CIAmycom™ u
umerowuUM 61a20NPUAMHLIL NPOSHO3 BbIICUBAHUSL 8 MeyeHUe 200a u bonee (A).

4. 'V nayuenmos c JKT (ocnognoti hakmop pucka) no mexanusmy re-entry no HOMCKAM NyuKa
Tuca (bundle branch reentry), eepuguyuposannoii 6 xo00e 33HO0IDU nokazaro
npogedenue kamemeprou adorayuu ITHIIT (C).

5. Conymcmsyrowas mepanus amuoOapoOHOM, COMANONOM 8 8UOe MOHOMEpPanuu uiu 8
couemanuu ¢ f-adpenobrokamopamu ¢ yeavto ymeHvuieHus cumnmomos KT (xax
YCMOUYUBOL, mak — u HeyCmouuusol)  peKomMeHO008aHA nayueHmam c

umnianmuposaunuvimu UKJ/], nonyuarowum mepanuto no noeooy JJKMII (C).

6. Amuooapon noxazan nayueHmam ¢ yenvio aeyeHus cemoounamuyecku snauumvix KT u
HJKT (ocnosusie gpakmopwi pucka BCC) 6 cnyuae, eciu kapouogepcus u/uiu KOppeKyus
NPUYUH BO3HUKHOBEHUSI APUMMUU He CMO2IU YCMPAHUMb UL NPe0omspamums ee
paHnHutl peyuous (B).

Knacc Ila

1. B yenax nepeuunou npogurakmuku BCC UK]/[-mepanus, rombunuposannas c
ousenmpuxynapnou IKC, noxkaszana nayuenmam ¢ JKMIT u XCH III—IV @K no NYHA
(0CHOBHOU (hakmop pucka), NOIYHAIOWUM ONMUMATLHYIO JIeKAPCMBEHHYI0 MePanuro, y
Komopulx onumenvHocms komniekca QRS na ¢one cunycosoeo pumma npesviuwiaem 120
Mc, KOmopble uUmMerom Xopouiuil (pyHKYUOHANbHBIIL cmamyc™ u O1a2onpusimuslil NPOSHO3
8bIIICUBAHUS 8 MeYeHUe 200a u bonee (B).

2. UK]/[-mepanusi nokazana nayueHmam ¢  peyuousupyiouel  2emOOUHAMUYECKU
cmaobunvrou KT (ocnosnou pakmop pucka), HesHauumenvHo cHudxcennou DB JDK,
ROLYYAIOWUM ONMUMATIbHOE NledeHue no noeody HKMII ¢ xopowum yHKyuoHanbHbim
CMamycom u umerowum O1a2onpusmHbIl NPOSHO3 BbINCUBAHUSL 8 MedeHue 200a U Dojee
(C).

3. Busenmpuxynapnas IKC 6e3 ¢hynxyuu UK/ yenecoobpasua ona npeoomspawenus BCC
vy nayuenmog ¢ JIKMII u XCH IlI—IV ®K no xnaccuguxayuu NYHA, @B JDK menee

35% (ocnosnou ¢gpaxmop pucka), onumenvHocmovio Komniexcoe QRS 160 mc (unu no
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Menvueltl mepe 120 mc npu Haauyuu Opyeux NpusHaKo8 ACUHXPOHHO20 COKPAUjeHUs.
HCENYO0UKO08), NOAYUAIOWUX NOCIMOAHHYIO ONMUMALLHYIO JIeKAPCMBEHHYI0 MEPAanuio, ¢
XOpowiumM — QYHKYUOHATbHBIM —CMAMYCOM U UMEIoWUX O1a2Onpusmmubvlil.  NPOSHO3
8bIIICUBAHUS 8 MeyeHUe 200a U bonee (B).

Knacce IIb

1. Amuooapon u/unu 6ema-orokamopvl mocym Ovbimb HA3HAYEHbL NAYUEHMAM C OCHOBHbIMU
u emopocmenenHvimu paxmopamu pucka BCC, nonyuarowum onmumaibHoe jeyenue no
nosody XCH, xomopuvim He803M0icHO umnianmupogame UK/

2. B yenax nepsuunoi npochuraxmuxu BCC HUK]/[-mepanus moocem obcysxcoamvcs y
nayuenmos ¢ JIKMII, umerowux @B JDK om 30 oo 35% (ocnosnou ¢axmop pucka
BCC), XCH I @K no karaccugpuxayuu NYHA, noayuarouux nocmosHuyO OnmuMaibHyo
JIeKAPCMBEHHYI0 Mepanuio, ¢ XOPOWUM QYHKYUOHATbHLIM CMAMycoM U UMEIOuUx
O1a2ONPUAMHBLI NPOSHO3 BLINCUBAHUSL 8 medeHue 200a u bonee (B).

Knace 111

1. Hasnauenue npenapamos |C xnacca onsa nevenusn KA (ocnoemnoii gpakmop pucka BCC)
He pexomenoyemcs y nayuenmos ¢ XCH (A).

2. UK][-mepanus He noxazana nayuenmam c¢ peppaxmepnoi XCH, y Kkomopwix
Mano8eposimHo 00CMUICEHUe KOMNEHCayuu U 01a20npusmuo2o npocrosa (A).

* - 0 METOJIMKAxX MPOBEJEHUS OLIEHKH (YHKIIMOHATIHLHOTO CTaTyca Bbl MOXKETE MMPOYUTATh HA

caiire http://www.chcr.brown.edu/pcoc/functi.htm

Vil.4.b. Crparupuxkanuss pucka u npopuiaaktuka BCC 'y mnanueHrtoB C

runeprpopuyeckoii kKapauomuonaruen

I'uneptpoduueckas kapauomuonatus (I'KMII) — passutne runeprpodun MHuOKapAa
JIEBOTO JKeIyJ0uKa 0e3 apTepuanibHOW TMIEPTOHUM WM KJIAallaHHBIX MOPOKOB cepaua. Yacrtora
BCTpPEUaEMOCTU cocTaBiseT okoso 1 ciydas Ha 500 uenosek. Kpome TOro, B COBpeMEHHOMN
knaccupukanun Boyiesitor ['KMII, cBsi3aHHYIO C OXXHpEHHEM, pelKHue Cllydyau 4Ype3MepHOM
['JIDX y cnoprecmenoB, ['KMII y nereit, marepu KOTOpBIX OOJBHBIX CaxXxapHbIM AHA0ETOM U
I'KMII BcnenctBue amminongo3a. OObaHO ompenensieTcss yroimieHue creHok JIDK Gonee mmum
paBHoe 15 MM (mns gereit Gosnee WM paBHOE 2 CTaHJAPTHBIM OTKJIOHEHHSIM) HPU YCIOBUHU
OTCYTCTBHSI APYTHMX IpPHYMH, KOTOpble NOTeHUManbHO MoryT Bbi3Bath [JDK, kortopoe He

COTIPOBOXIACTCS pa3BUTHEM mwiatanmuu kamep cepamna [174]. CymiecTBeHHOE 3HAYCHHE B
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nuarHoctuke [KMII wmeer Hamwume o4aroBod THUMNEpTpOPUU MHUOKapAa WU H3MEHEHUH

IIPOCTPAHCTBEHHON OpHUEHTAlMU KapJUOMHUOLMTOB (XaOTHMYHOCTh UX pacnoioxenus) [175].

[Ipenmnomnaraercs, 4TO ITH U3MEHEHHUS CIIYKaT CyOCTPaTOM ISl Pa3BUTHUS apUTMHIA.
I'enemuueckuu ananusz

[Tockonbky 'KMII nmeer nmpeMMyliecCTBEHHO HACJIEACTBEHHOE MPOUCXOXKICHHUE, TINATEIbHBIN

cOop cemMeifHOro anaMHe3a MPUoOPETACT TUArHOCTUIYECKUN CMBICI, TIPH 3TOM IPU BO3MOXKHOCTH

clieiyet 00ciae10BaTh U POJICTBEHHUKOB OonbHOTO [174, 182-185].
PexomMeH1alIuH 110 TeHETHYECKOMY TECTHPOBAHHUIO
Kaace |

1. V ecex nayuenmos c¢ I'KMII pexomendyemcsa muamenvHoe u3yuyenue CemeuHo2o

anamHesa 6 ne menee 3-x NoKoneHusx (A)

2. T'enemuuecxkoe mecmuposanue na I'KMII pexomendyemcs y nayueHmos ¢ HemunudHou

kaunuueckou kapmunou ' KMII (B).

3. Cewmeiinviti ckpunune, sknouarowutt IKI, DXO-KI u kiunuueckyro oyenky uwepes 1-1,5 2
¥y Oemeil U NOOPOCMKO8, U NPUMEPHO Kadcoble 5 iem U Y 83POCTIbIX, d MAKIce NPOseoeHUue
2EHEMUUECKO20 MeCMUPOBAHUSL PEKOMEHOVIOMCS Y POOCmeenHukos boavnozo I'KMIT

nepeoti cmenenu poocmea (B)
Crparnduxanus pucka BCC

OTHOCHTENbHO HM3Kasg 4YacToTa 3a00JieBaHUSl CO3/1aeT TPYJHOCTU B CTpaTH(PHUKALUU
pucka BCC y OonbHBIX 3TOH KaTeropuu, IOCKOJBbKY CYILIECTBYET OMNACHOCTb TOrO, YTO
JI0KHOIOJIOKHUTENbHbBIE Pe3yIbTaThl Ul JTI000r0 (akropa cTpaTU(UKaIMKA MOTYT BO300J1a1aTh
Ha/l UICTUHHO MOJIOKUTENbHBIMU pe3ylbTaTaMu. B ogHoM u3 nccienoBanuii 23 u3 480 60bHBIX
yYMEpJIM BHE3AMHO, XOTs KIMHUYECKUE HaOII0IeHUs peAroarail, 4To0 OHU IPOXKUBYT ele 6,5
rona. Puck BCC 0b11 HEMOCPEACTBEHHO CBsA3aH C ToimuHon crenku JIK. YcranosneHo, 4to B
teuenue 20 net nmanueHtsl ¢ [ KMII ¢ tommuuoin crenkn JIK menee 20 MM ITpakTH4YECKH He
yMHpalii, TOrja Kak y mnanueHtoB c¢ TonumHod crenku JDK 30 mm unm Gonee cMepTHOCTh
cocraBuna noutu 40% 3a 3TOT ke mepuoj BpeMEeHH. B psne uccieqoBaHMM OTMEYEH Kak
ocrnosnoti daktop pucka BCC Takoii mpuszHak kak cooTHomenue toimmasl MOKII u 3amneit

crenku JIK pasuoe 1:1. [174, 176, 177].

48



AMepuKaHCKass KOJUIeTHs KapAuojioroB M EBpomelickoe kapawojorudeckoe oOIecTBO
VIOOPSAOYMIA TI0 KaTeropusM u3BecTHble QakTopel pucka BCC kak «OCHOBHBIE» U

«BO3MOXHBIC» UIsI OTAENbHBIX Tpymm O00ipHBIX ['KMII (tadannma VII.4.1). Pekomennayercs

MPOBOJIUTh KJIMHUYECKYIO OIleHKY mnanueHToB ¢ ['KMII mns crparudukanum pucka BCC

Kaxapie 12-24 mecsma [174, 176, 177, 178-181]. .

Ponp renermueckoro tecrupoBanus |y mnanueHtoB ¢ [KMII B oTrHomenun
crpatudukammu pucka BCC B HacTosmiee BpeMsi OCTaeTCsl A0 KOHIa He M3Yy4eHHOH (Kiacc
nokasanuii IIb, B). ['enernuyeckoe tectupoBanue Ha ['KMII pekomeHayeTcs y MAalMEHTOB C
HetunuuHOM KimHMYecko kaptuHod ['KMII (I, B). CemeliHblii CKpHHHHT JOJKEH BKIIOYATH
nposenenne peructpauuu  OKI, sxokapauorpaduio U KIMHUYECKYIO OLEHKY 4epe3
OmpeieJICHHBIE MPOMEXYTKH BpeMeHu (0T 12 10 18 mecsieB y geTeit 1 moJIpoCTKOB U IPUMEPHO
KaXJble 5 JeT u y B3pocibix). [IpoBeneHne reHeTHYecKoro TeCTUPOBAHUS PEKOMEHIOBAHO Y

poactBenHukoB 6omsHoro I'KMIT nepBoii crenenu poacrsa (I, B) [174, 182-185].

[IpoBenenne XM-OKI' pekoMeH10BaHO NpU HauyaldbHOU olieHKe pucka pazsutus BCC y
naruenToB ¢ ['KMII (I, B), B mocneayromeM - kaxzasie 1-2 roga npu OTCYTCTBUHM yKa3aHUU B

anamuese Ha smm3o1b61 KT (Ila, C) [174, 179, 186].

Crtpecc-tect ¢ kontpoiem AJl u OKI' sBusercs xenarenbHBIM ISl CTpaTH(UKALUU
pucka BCC y manmentoB ¢ I'KMII (lla, B). Ilaronornueckuii orBer AJ] Bo Bpems TecTa
(ompenensiercst MO0 Kak HeCcrocoOHOCTh K yBenuueHuto AJl 6onee yem Ha 20 MM pT. CT. WIH
nasnenue AJl Gonee yem Ha 20 MM pPT. CT. BO BpeMs TecTa) IpeAsiaraeTcsi paccMaTpuBaTh Kak

ocHosHotl hakTop, odycnaBnuBaromuii puck passutuis BCC [187-189].

Hekoropeie aBTOpsl mnpemiararor paccMmarpuBate MPT cepama ¢ ragonuHueM Kak
JIOTIOTHUTEIBHYI0 METOJIUKY, IOMOTAIOUIYI0 KIIMHULKUCTY B CTpaTU(UKALUU PUCKA U MPUHATUU
takTuueckoro pemenusi (Ila, C) y nanueHToB c ycraHoBieHHbIM auarHozoM ['KMII npu

HEBO3MOKHOCTH cTpartu¢ukanuu pucka BCC Ha ocHOBaHuUM 001ien3BecTHBIX (akTopoB [174,

190].
Pexomenganun no npodpunaxkruxke BCC

Knacce 1

1. UK/[-mepanuro cnedyem npogooums nayuenmam c¢ I'KMII u maxumu ocHO8HbIMU

¢axmopamu pucka  BCC xax ycmouuusas KT um @K, xomopwvie noayuarom
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ONMUMAIbHYIO JIEKAPCMBEHHYIO mepanuro OCHO6HO2O 3abonesanus u UMeom xopomuﬁ

d)yHKI/;MOHaJZbelIZ cmamycom u 6ﬂa20npu}lH1Hbllj NPOCHO3 BbIHCUBAHUA 6 MEHUEHUE 200a u

bonee (B).

2. bema-6nokamopvl  peKOMEHOVIOMCS Ol JeYeHUsi  CUMNMOMAMUYHLIX — 83POCIbIX
nayueHmos ¢ oocmpykmusHou uau Heoocmpykmusrou gopmoi I'KMII, no ux credyem
UCNONB308AMb € OCHOPOICHOCMbIO Y NAYUEHMO8 C CUHYCOB0U Opalouxapouet uiu

Hapywenusmu AB-nposooumocmu (B).

3. Cenmanvuas muomomusi Onsi NeYeHUs. nayuermoe C mAMNCENbIMU peqbpakmeprZMu K

KOHcepgamugno mepanuu cumnmomamu™® u oocmpyxyuei BTJDK (C)** .

* - KiuuHnueckue cuMnTomsl BkIoyaroT creHokapauto Il — IV ®K, oOmopoku,

HpeIlO6MOpO‘-IHI)IC COCTOSAHUA, TOJOBOKPYXCHUC, THIIOTCH3WIO, KOTOPBLIC COXPAHAIOTCH,
HECMOTpPA Ha OINTUMAJIIbHYIO MCEAUKAMCHTO3HYIO TCpaIlHnio. Fpa,[[I/ICHT JaBJICHHSA B BTJIX B
COCTOSAHUHU ITIOKOA HJIM ITPU BBIIIOJHCHUU (1)I/I3I/IOJ'IOFI/I‘ISCKOI71 Harpys3kKku HOJIZKCH ITPCBBIIIATH 50

MM PT. CT.

** Onepaulzm JOJIDKHA BBIIOJHATBCA TOJIBKO OIIBITHBIMU OIICpaTOpaMu (BI)IHOJIHI/IBIHI/IMI/I HC
Menee 20 mporeayp win padOTalIIMMU B LIEHTPE, Te BHIMOJHsAECTCS HE MeHee S0 mpoueayp B

rojm).

Knacc Ila

1. UK]/[-mepanus nokazana 011 nepsuynou u emopuunou npogurakmuku BCC y
nayuenmos ¢ I'KMII, umeowux Kax MUHUMym 0OUH U3 OCHOBHLIX (DAKMOPO8 pUcka (cm.
ma6a. VI1.4.1) — cepoeunviii apecm, cnonmannas ycmouuueas KT, cemeiinuiii anammnes
BCC, cunkonanvnvie cocmosinus Hesichou smuono2uu, moawuna cmenxu JIK 6onee 30
MM, namonozuveckue usmenenusi A/l npu Haepysoumon npobe, cnowmaHHas
nHeycmouyueas KT, xomopwvie nonyuarom NOCMOSHHYIO NeKAPCMEEHHYIO MePAanur, ¢
XOPOWUM PYHKYUOHATLHBIM CIAMYCOM U UMelom OJ1a20NpUAmMHbIU NPOSHO3 BbIHCUBAHUS

6 meuenue cooa u bonee (C).

2. Cnupmosas smbonruzayus nokasaua e3pocivim ooavhvim I'KMII ¢ oocmpykyueti BTIDK
(ocHo8HOU  pakmop pucka Y OAHHOU Kamez2opuu NAYUeHmos) npu  Yclosuu

pedpakmepHocmu  CUMNMOMO8 K  MeOUKAMEHMO3HOU  mepanuu U HAIu4uu
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npomueonoxas'aﬂud K I’lpOG@OéHMIO Mmuomomuu /Muoalcmomuu, O6yCJ106ﬂ€HHblx

cepbe3sHbIMU CONYMCMBYIOWUMU 3A00NE8AHUAMU U/UNU NPEKTOHHBIM 803pacmoMm (B).

3. Amuooapon moodcem dOvims npenapamom evibopa 0 nevenus nayuenmos ¢ I'KMII co
cmotikou KT w/ umwm @K 6 aunamnese (0CcHo8HbIe (DAKMOpPbI pucka), npu

Hegozmodichocmu umnianmayuu MK/ (C).

4. IlpogedeHue pacuupeHHOU MUOIKMOMUU MOJHCEM 00CYHCOambcs V NAYUEHMO8 C

oocmpyxkmuenou gopmou I'KMII u pesucmenmnocmoio K MeOUKAMEHMOZHOU mepanuu

(©).
Knacce IIb

1. Ilpumenenue amuoodapona modcem OvlMb ONPABOAHO OJIsl NPOBEOCHUST NePEUUHOL
npopunraxmuxu BCC y nayuenmos ¢ I'KMII, umerowux 00un uiu 6Oonee OCHOBHbLIX

¢axmopos pucka BCC, eciu nesozmodicno evinornums umnianmayuro UK/ (C).

2. Ilocmosannas osyxkamepnas OKC ¢ ykopouennou AB-3adepoickotl modicem Ovlmb
nokazana 060abHuiM 0bOcmpykmugHou gopmou I'KMII ¢ evipadrceHHbiMu cumnmomamu
3ab01e6anusi pehpakmepuviMu K JNeKAPCMEEHHOU mepanuu U He AGIIOUUXC
KaHouoamamu O Npoyeoypvl CenmanbHoOl pedyKyuu Npu YCI08UU CHUNCEHUS.
cucmoauvecxkoeo epaduenma BTIDK na 25% u 6onee npu npobnoii osyxkameprou IKC ¢

onmumanoubiM 3HaveHuem AB-3a0epocku (B).

3. Onvim ucnonvzosanuss comanoia oepawuven y nayuenmos ¢ I'KMII, no ez2o

UCNONb306AHUE BO03MONCHO 6 OMOCHbHbIX KIUHUYECKUX cumyayusix, 0cobenHo y

nayuenmos ¢ UKJ[ (C).
Knacc 111

1. HUmnnaunmayus UKJ]] ne pexomenoyemcs oonvnvim I'KMII ¢ omcymcmeuem OCHOBHbBIX

¢axmopos pucka BCC (C).

2. HUmnnaumayus UK/ wne pexomendyemcs 6onvuoim I'KMII ¢ nonoscumenbHuim
2EHOMUNOM  (BO3MOXCHBIU — (pakmop  pucka) U  omcymcmeuem  KIUHUYECKOU

cumnmomamuxu (C).
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3. Cnupmosas smbonusayusi He OOJNCHA BLINOIHAMBCA Y OONbHBIX C  GbIPANCEHHOU
eunepmpodghueii. MIKII (6onee 30 mm) 8 cea3u ¢ HeonpedeneHHOU 3PPHexmusHocmbio

npoyedypul y danHou kamezopuu nayuenmos (C).

4. CI’ZMPMOGG}Z 3M60J1M36114M}l He O0JNICHA BbINOJIHAMCS y beccumMnmomHubix nayuesmos, y
OONLHBIX € MEOUKAMEHMO3HO KOHmMpOoJupyemvimu cumnmomamu, y nayuenmoe c
npednonaeaeMbmu onepamuerbiMu emeuiamelbCmedmu Ha cepdue, K020a MUOIKMOMUSL

Modcem 6blmb 8bINONIHEHA, KaK yacms uau aman onepayuu (C).

5. Hasznauenue mnumpamos, HugpeOunuHa u 6bICOKUX 003 OUYPEemUKOo8 AGIAEmCsl

HOMEHYUANbHO ONACHbIM Y nayuenmos ¢ oocmpykmustou I KMII (C).

6. Hasnauenue cepaetmblx 2AUKO3UO08 npu omcymcmeuu DIl sasnaemcs NnOmMeHYyuaiIbHoO

onachvim y 6onvHuix I'KMII (B).

V11.4.1.B. Ctparuduxkanust pucka u npopuinakruka BCC y nanmentos ¢ AJIITIK

ApuTMOTeHHass  KapAHMOMHONATHS/IUCIIa3usl  mpaBoro kemymouka (AHAIDK) -
3a001€BaHME, XapaKTEPU3YIOIIEeCs MPOrPECCUPYIOUIMM 3aMEIEHUEM MHOKapAa IpaBoro
KelyJouka KUpPOBOM M (UOPO3HOM TKaHBIO, CONPOBOXKIAIOIIEECS CHMKEHHEM (DYHKIMU
IIPABOrO JKEIYJOUYKa IPEUMYIIECTBEHHO MPOSBISAIONIAACS KIMHUYECKH SKEIyJOYKOBBIMHU
HapylmeHussMu putma. JlokasaHo HacnexnctBeHHoe mnpoucxoxaenue AJIIDK, kpome Ttoro,
CUMTAETCS, YTO B Pa3BUTUU 3a00JI€BaHKs MOTYT UMETh 3HAYCHHUE MPOIeCChl BocmaneHus. [191-

193].

[To nmaHHBIM SMUAEMHUOJIOTHYECKUX HcchenoBanuil Berpedaemocts AJ[IDK B oOmieit
nomynsitinu coctasisgeT ot 1:1000 go 1:5000, cooTHOIIEHHE MY>KYUH | SKEHIIIMH CPeId OOTBHBIX
¢ AJIIDK cocrasuster 3:1 [194-197]. AAIDK — onna u3 Hambonee yactoix npuunH BCC y nung
Mosioke 35 JieT B pa3BUTHIX cTpaHax mupa [196, 197]. Poccuiickue smuaeMHUOTOTHYECKUE
naHHble cooTBeTCTBYIOT MUpoBBIM: AJIITK siBnsiercs BTopoit o 3HaunmocTt npuunHoit BCC y
mn < 35 ner (14,1%) nocne ankoronsHoit KMII ¢ pacnpeneneHreM yMmepumux OOJbHBIX IO
MOy B COOTHOIIEHUH MYX4uH U keHIMH 3:1 [197]. Cemeitasie dpopmer AJITDK cocraBusior
kak MUHUMYM 50% OT BceX ciay4yaeB C MPEHMYIIECTBEHHO ayTOCOMHO-JIOMHHAHTHBIM THIIOM
HacienoBaHus (MAEHTU(UUIUMPOBAHO 12 TEHOB, KOJUPYIOUIMX Pa3IMYHbIE KOMIIOHEHTHI

MHOKapAHaIbHbIX J1€CMOCOM) U BapralesbHOM eHeTpanTHOCThIO [4, 191, 359].
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Huarno3 AJIIDK ycranaBnuBaeTcsi HA OCHOBAaHUH COBOKYITHOCTH «OOJBIINX) U «MaJTbIX )

JUArHOCTUYECKUX KPUTEPUEB COTJIacHO MexayHapoaHbsIM Kpurepusm auarHoctuku AJIIDK

1994 rona B mogudukaruu 2010 roma [191, 198].
I'enemuueckuii ananusz

JlanHble TeHeTHuecKoro TectupoBanus y 6oipHbIX ¢ A/IIDK B HacTosiee BpeMs OUeHb
OTpaHHYEHBI, YTOHE IO3BOJSET JeNaTh BBIBOJBI O ero poiu B crpaTtudukanuu pucka BCC u
ompenenaeHun JiedeOHou cTparerun y O0ombHBIX ¢ A/IIDK. Huxe mepeduciiensl yciaoBus, Mpu
KOTOPBIX IIe7IECOO0Pa3HO MPOBOAUTH T'E€HETHYECKOE TECTHPOBAHWE Y JAHHOW KaTerOpHH

namueHToB [191].
PexomMeHIalUM MO TeHETHYECKOMY TeCTHPOBAHUIO
Knacc llb

1. Komnnexcnoe mecmuposanue 2eH08, KOOupyroujue Oeiku MUOKAPOUAILHLIX 0eCMOCOM
(DSC2, DSG2, DSP, JUP, PKP2, TMEMA43) yenecoobpasno y nayuenmos ¢ ouacno3om
ANIDK, ycmanoenennviv 6 coomeemcmeuu ¢ Meowcoynapoonvivu Kpumepusmu 6
moougpuxayuu 2010 200a (C).

2. ['enemuueckoe mecmuposanue Modcem OblMb PEKOMEHOOBAHO NAYUEHMAM C 8blCOKOU
seposmuocmoio  Hamuuua AJIDK  coenacno  Meswcoynapoonviv  Kpumepusm 6
moougpuxayuu 2010 eooa, m.e. npu Haruyuu 1-20 6OALUIOLO ULU 2-X MATLIX KpUumepues
AIIDK (C).

3. Touck cneyuguuexol mymayuu nokazan 4ieHam cemvu U OIUNCAUUUM POOCBEHHUKAM
OOILHBIX C OOKA3AHHOU 2eHemuyecku oemepmenuposannoi gopmou AJIDK 6 cryuae
onpeoeneHuss y 0OONbHO20 0epeKmHO20 2eHd, OMBemMCmMEEeHHO20 34  pa3sumue

sabonesanus (C).

Knacce 111
1. I'enemuueckoe mecmuposanue He NOKA3AHO NAYUESHMAM NPU HATUYUU MOJbKO | Mano2o

kpumepus AIDK coenacuo Meacoynapoonvim Kpumepusm ¢ moougpuxayuu 2010 2o0a
(©).

310poBble  HOCHUTENM  JACPEKTHBIX TIeHOB  He  TpeOyroT  crnenupuyeckoro

NpoUIAKTHYECKOT0 JIEYeHHs. OTa KaTeropusl JUI OyneT HYXAaTbcs B PETYISIPHOM
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CKpUHHMHTOBOM OOCIEOBaHUU C IEJbI0 paHHEH JUArHOCTUKH OeccUMNTOMHBIX KA,
BKITIOUAIOIIEM B ce0sl TIIATEIbHBINA COOp aHaMHEe3a U TeHeaIOrMYeCKHii aHaIi3 TIPYU TeHETUYECKU
nerepmuHupoBaHHbIX Gopmax AJIIDK, peructpanuto OKI' B 12 oTBeneHusx, nposeaenue XM-
OKI', aHanmu3a MO3MHUX TOTCHIIMAIOB KEITYJO0YKOB, MPOOBI ¢ (U3UYECKON HArpy3kod u

TpanctopakainsHoi DXO-KI' [191, 200].

Crparudukanus pucka

[TatorHoMOHMYHBIMM ~ KJIMHUYECKUMU  mposiBiaeHusmu  AJIIDK  sBistores KA,
Bapbupyromue ot oauHouHou XKD no ycroiuupoit XKT nu @K, npusoasamein k BCC. [Tocnennsis,
B CBOIO O4Y€peilb, MOXKET OBITh MEPBBIM U €IUHCTBEHHBIM KIMHUYECKHUM IPOSBICHHUEM 3TOTO
3aboneBanus [191]. HaumbGonee wacto Bcrpewaromumucs cumnromamu AJIIDK  saBnsrorcs
TaxHKapIus W/WiK olylieHus cepauedunenus, cuakone u BCC, kotopsie Habmoaa0TCs B 27, 26
u 23% ciydaeB coorBeTcTBeHHO [191-194]. ®X sBnserca mexanusmoMm MraoseHHoil BCC y
MoJstonbIx 0onpHBIX ¢ AJIIIDK, xKOoTOpBIe O 3TOr0 SBISIINCH ACHMIITOMHBIMHU. Y OOJBHBIX C
qutenbHbiM aHaMHe3oM AJIIDK Gonee BeposiTHa BO3MOXKHOCTH PETUCTPALUU  YCTOWYMBBIX
MoHOMOPGhHBIX TemoauHamuuecku ctabuiabHbIX KT [193]. IlporpeccupoBanue 3aboneBaHUs
MOXKET  TpPOSBIATHCS  KIMHUYECKMMHU  CHMITOMAaMHU  OMBEHTPUKYISIPHOM  cepAeuHOM

HEAOCTAaTOYHOCTH.

KA ¢ mopdornorueit komrmiekcoB QRS mo tumy BJIHIID sBisifoTCs OTIMYUTENHEHOM
ocobenHocTrio AJIITK 1 yka3piBaeT Ha MpaBOKETYAOUYKOBBIM XapakTep apuTMUi. Y NaleHTOB
¢ mupdys3aevmu popmamu AITDK MoxkeT HabmIOAATHCSI HECKOIBKO MOP(OIOrHUECKUX KIIaCCOB

KA [191-194].

BCC sBnsercss OCHOBHOM NpUYMHOW cMmepTH npu aaHHoW maronoruu u 0,08-9,0%
6ombHbIX ¢ AIIDK B rog ymupator BHesanHo [191, 194, 199-201]. OtHocutensho yacto BCC y
6ompHBIX ¢ AJITDDK pa3BuBaercs npu ¢pusznyeckoil Harpyske, 1 yactota Bcrpedaemoctu AJIIDK

CpenH BHE3AIMHO YMEPIIUX CIOPTCMEHOB nocturaet 25% [191].

PerpocniekTUBHBIN KIMHUYECKUH M MaToMOp(OJIOrMYecKUi aHadu3 CBUJETENIbCTBYET,
4TO KpoMe OCHOBHBIX (akTopoB pucka BCC (ykazaHue B aHamMHe3e Ha 3MM30]] CEpACYHOTO
apecTa, HINYMe CUHKOMAIbHBIX COCTOSHUH, 313016l ycToiunBoi XKT) KmuHUecKkoe 3HaUeHue
B JIAHHOW KaTeropuu OOJBHBIX MOTYT HMETh: MOJIOJIOM BO3PACT, OTATOMIEHHBIN CEMEWHBIN

aHaMHe3, 3aHATUS NPOoPEecCHOHAIbHBIM CHOPTOM, COKpaTUTEIbHas AUCHYHKIUS IPaBOroO
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KeNylouKka, BOBJICUYEHHWE B NATOJOTHYECKHI MpOLECC JEeBOro JKelynouka, AUCIEepPCHs
mumTenbHOoCTH KoMiiekca QRS>40 Mc, HapylleHHs Peroysipu3allid B TPYIHBIX OTBEACHHSIX
OKI' [199, 200]. Ognako, MPOTHOCTUYECKAs 3HAYMMOCTh KaXK/I0I0 U3 BBIIIEIEPEUNCICHHBIX
(dakTopoB M UX KoMOMHaNKA 4ETKO He onpezaeneHa. B 2011 roxy Ha ocHOBaHuH pe3yabTaToB 10-
JIETHETO HaOMIOJEHUs 3a rpymmoin, coctosmend u3 96 6ompubix AJIIDK, Obuto mMoOKazaHO, 4YTO
npucoenuuenue auchynkuun JOK k npencymecrByromeit nuchynkuun [DK sBisiimocs Hanbomnee

HEeOJIaronpUsTHEIM MPOTHOCTUYECKUM (PaKTOPOM B OTHOIICHUHU MX BbDKMBaeMocTu [191].
Pexomenganun no npodpunaxkruxke BCC
Knacc 1

1. Umnnanmayua UKJ/] noxazana ona npogpurakmuxku BCC nayuenmam ¢ ycmanogieHHvim
ouaenozom AHIDK, npu nanuuuu ookazamnou ycmouuueour KT unu snuzooa DX
(ocHogHble (hakmopwvl pucka), umMerWUM XOpouwiul QYHKYUOHAIbHLIL cmamyc™®, npu

VCI08UU 02HCUOAEMOT NPOOOTIdHCUMeNbHOCIU Jicu3HU bonee | 2oda (B).
Knacc lla

1. HUmnnaunmayus UKJ/] mosrcem 6vimov s3¢hdhexmusna ona npogunaxkmuxu BCC y nayuenmos
¢ maxcénvimu popmamu AHIDK, umerowum maxue pakmopwvl pucka Kax ogneuerue 8
namonozudeckuti npoyecc JDK, cemetinviii anammnez BCC y 00nozo u 6onee uienos cemvu
(unu Hanuuue y uieHo8 cembl INUI0008 CUHKONE HESACHOU IMUONIO2UU, 8 CYUAAX, KO20a
KT unu @K He ObiIu UCKIIOUEHbI KAK NPUYUHA CUHKONE), UMEIUWUX XOPOUlUll

@yHKYuOHANbHBIL cmamyc, NPU YCI08UU ONCUOAEMOU NPOOOIHCUMENLHOCU IHCUSHU

bonee I 2ooa (C).

2. Amuooapon unu comanon moxcem 6vimov d¢hhexmusen s nevenusi yemouyugou KT unu
DK (ocnosnvie gpaxmopul pucka) y nayuenmos ¢ AHIDK npu nesozmoscnocmu unu

neyenecoobpasznocmu umnianmayuu UK/ (C).

3. Paououacmommuas kamemepuas abasayus yenecoobpasna 6 kaiecmee 0ONOIHUMENbHO20
Mmemooa neuenus nayuenmos ¢ AHAIDK, y xomopvix umeromcs peyuougvl yCmouyugou

KT, necmomps na nposooumyro AAT (C).

Knacc 1T
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1. Duookapouanvnoe IODU mooxxcem npogooumvca y nayuewmos ¢ YCMAHOBIEHHLIM

ouaenozom AJIDK ons  cmpamuguxayuu pucka BCC, a maxoice 0ns  oyeuku

agppexmusnocmu AAT (C).

* - 0 METOJMKAaX MPOBEICHUS OLEHKH ()YHKIIMOHAIHLHOTO CTaTyca Bbl MOXKETE MPOUYUTATh HA

caiire http://www.chcr.brown.edu/pcoc/functi.htm

VI1I1.5. BCC npu cuaapome WPW

Cunapom WPW — st1o couetanue DKI'-heHomeHa, HILTFOCTPUPYIOLIETO MPeaBO30YKICHHE
KEIyJOYKOB CepAlla IO JONOJHUTEIbHOMY (aHOM@JIbHOMY) AaTPHUOBEHTPUKYISIPHOMY
coequHenuio (JABC) u mapoxcu3ManbHOW aTpUOBEHTPUKYISIPHOM PELUIPOKHON (pe-eHTpH)
taxukapauu (ABPT), Bo3Hukaromeil B pe3yiapTaTe peaiu3aluyd MeXaHu3Ma MOBTOPHOI'O BXOJa
JJIEKTPUUECKOr0 BO30YXIEHHUS CTPYKTYPHBIMU COCTaBISIOIIMMU KOMIIOHEHTaMM, KOTOPOTO
SBJISIIOTCSL  BPOXKIACHHOE J00aBOYHOE AaTPUOBEHTPUKYISIPHOE COEAMHEHHE, HOPMAIbHOE

aTpuOBEHTpUKYIsIpHOE coeannenue (ABC), Muokap/ npeacepauii u sxenyaouxos [202-204].

O ¢enomene WPW roBopsT B TOM cilydae, €clid y MalnueHTa Ha ()oHe CHHYCOBOTO pPUTMa
Ha noBepxHocTHOW DKI' mMeroTcss mpu3Hakyu aHTEPOrpasHOro (OT MPEACepausl K KeITy10uKam)
nposeneHus mo JJABC (mpenBo3OyxaeHUE >KeTyJ0YKOB), HO B aHaMHE3¢ HET YKa3aHWil Ha

KIMHUYECKUe TposiBieHnst win (akt Bepudukamu ABPT na OKI [202, 203].

Tepmun cungpom WPW oTHOocHTCS W K TalMEeHTaM, Y KOTOPBIX MPEeABO30YXKIeHUE
JKETYJJOUKOB COYETAeTCs C WHOM CHUMOTOMAaTHYEeCKOW Taxukapaued, ortiamuHod ot ABPT,

HanpuMep — GUOpWUIAIHMei WK TpenetanueM npezacepauii [202-204].

[lo pmaHHBIM pa3IUMYHBIX aBTOPOB pachpocTpaHeHHocTh cuHapoma WPW B oOmiei

nonynsiuu cocrasiser 0,1-0,3% [202-205].

Cpenn namnmentoB ¢ cunapomom WPW puck BCC B teuenue 3-10 ner cocrasiusier ot 0,15
1m0 0,39%, uro BeIme oOmenomymsiuonHoro pucka BCC [202-204, 211, 212]. Hepenko

CEpJICYHBIN apecT SBJSIETCS MEePBBIM KIMHUYECKUM cuMIIToOMoM cuHapoma WPW.
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K ocnosnvim daxropam pucka BCC y manuentoB ¢ cunapomom/ denomenom WPW (B
HOPSIIKE YMEHBIICHUS WX 3HAYUMOCTH) OTHOCATCS: 3MU307 (GUOPWUIAIUN MPEICePAHid ¢
BenmunHOM mHTEepBana RR 260 mc u menee Ha (oHe anTeporpaanoro nposenaeHus mo JABC,
HAJIMYME CUHKOMAJIBHBIX COCTOSHHI B aHAMHE3€, CTPYKTYpHAsl MAaTOJIOTHsS Cepla, ceMEHHbIN

anamue3 cuaapoma WPW u BCC, Benuunna anteporpagHoro pedpakreproro nepuoaa JABC

menbie 270 mc [204, 207, 208, 211-213].
Crparudukanusi pucka

Anroputm crparudukanyu pucka BCC npeacrasien B Tadaunue VI1.5.1. On ocHOBaH Ha

BBISIBIICHH OCHOBHBIX (hakTOpoB prcka BosHuKHOBeHHs BCC y manuentoB ¢ cuaapomom WPW
[204, 208, 210]. ITocnenoBarenbHas peaau3alis AaHHOTO alrOPUTMa IO3BOJMT OIPEIEIUTH
nepeyeHb MEPONPUATUN, HEOOXOAUMBIX ISl IPOBEICHUS IEPBUYHOMN/BTOPUUHON TPODUITAKTHKU

BCC B ka)xJ10M KOHKPETHOM KJIIMHUYECKOM CIIydae.

ITpu crparudpukanuu pucka BCC y naHHON KaTeropuu NallMEHTOB, OCHOBHOW 3ajadei
ABJIIETCS BBIABJICHUE KIMHUYECKUX MPU3HAKOB (OCHOBHBLIX (PAKTOPOB pPUCKA U UX COUYETAHMS),
ACCOIIMMPOBAHHBIX C BBICOKMM puckoMm pa3sutusi BCC. B koneuyHoM wurore, 310 Oyner

OTIpeAeINATh MOCIeA0BATEIHHOCTE MeponpusTuii o npodunakruke BCC.

Pexomenganuu no npopunaxkruke BCC

Knacce |

1. bonbnvim ¢ npuznakamu npedso3dydcoeHus cenyooukos na OIKI, nepenecuium
cepoeyHvlli  apecm, HeoObACHUMble O00MOPOKU (OCHOBHblE (HAKMOpPblI PUCKA) ULU

CUMNMOMAMUYHYIO maxukapouio noxazano nposedernue PUA JJABC (B).

2. Ilayuenmam c ¢ubpunrayuei npeocepoutl (unu Opy2ou npedcepoHol maxuxapoueti),
CONPOBONHCOAIOWEUCS  BLICOKOUACTIOMHOU — AKmusayueil.  MUokapoa  Hceiy00ukos
(6enuuunoti unmepsana RR 260 mc u menee na one anmepocpaonozo nposedenusi no

JABC — ocrosnoii hakmop pucka BCC), nokazano nposedenue PYA (B).

3. V nayuenmos ¢ cunopomom WPW, umerowum ocHoeHble hakmopvl pucka u Komopovie
npeonouumarm MeoOuKameHmosHyw mepanuto npogederuro PUA, cpedcmeamu evibopa

sensiromest AAIL I knacca unu amuodapon (C)
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4. [lpeocmasumensm  puckogvlx  npogheccuii  (NMUIOMbL  CAMONEMO8,  8OOUMENU
00WecmeeHHo20  MPAHCNOPMA, — CNOPMCMEHbl) y  KOMOPbIX — OUACHOCMUPYemcs
cunopom/chenomenn WPW eue 3agucumocmu om HAIUYUSA CUMAIMOMO8 U BeIUYUHBI
anmepoepaonozo IPIl  JIABC nokazano nposedenue PUYA JABC oaoxce npu

omcymemeuu 0cHosHwix ¢hakmopos pucka BCC (B).

5. Ilayuenmot ¢ henomenom WPW, y komopwvix anmepoepaonwiii IPII J[ABC menee 270 mc
nokaszano nposedenue PUA JJABC (ocnosnoii pakmop pucka) (B).

Knacc lla

1. IHayuenmam c npuznaxamu npedgo3dycoenus oicenyoouxos na IKI, omcymcmeuem
OCHOBHBIX (hakmopos pucka (VKa3auus 8 aHamHese Ha CUMNIMOMAMUYHYIO MAXUKAPOUIO,
cunkone, cemeunviii anamuez BCC, nanuuue cmpyKmypHoU namono2uu cepoyd, 6eIudund
anmepoepaonoco OPIl JIABC 6onee 270 mc) nokaszano ounamuyeckoe HaOI0OO0eHUe

kapouonozom (C).

2. Illayuenmam c npusHaxamu npedgo3byscoenus dtcenyoouxkos na IKI, omcymcmeuem 6
anamuese YKa3aHull Ha CUMRMOMAMUYHYIO MAXUKAPOUIO, CUHKONe, CeMelHbll aHaMHe3
BCC, nanuuue cmpykmyproii namonozuu cepoya, y KOmopvix e1U4UHa AHMepocpaoH020

IOPII JIABC 6onee 270 mc ne noxazano nazuauenue AAII (C).
Knacc 1lb

1. V nayuenmos ¢ ¢penomenom WPW, y komopuix eenuuuna anmepoepaonoco IPII J[ABC

npegviiaem 270 mc, 603modxcro nposedenus PYA (C).
Knacc 111

1. HHayuewmam ¢  cunopomom/chenomenom WPW  npomusonoxaszano masnauenue

oueokcuHa, bema-o6nokamopos, sepanamuia u AT® (C).

VI11.6. BCC nipu nopokax KJIANAHOB CepaALA

VI11.6.A. BCC npu BpO:KIeHHbIX OPOKAX cepana
CrpaTuduxanus pucka

Bpoxnennsie mopoku cepana (BIIC) mpencraBistoT co0oit MHOTOOOpA3HBIM CHEKTP

AHAaTOMHYECCKUX U (1)1/13I/IOJ'IOFI/I'-IGCKI/IX )Ie(i)eKTOB C PAa3IMYHbIMH BapHaHTaAMH KIMHHYECKOI'O
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TedyeHus 3a0osieBaHus. PUCK pa3BUTUS apuTMHMH Ha Hpeld- W IOCIEONEPALMOHHOM JTarax
XUPYPTUYECKON KOPPEKIMHU TOPOKa, IpearnonaraetT Bo3MoxHOCTh BCC. OcobeHHOCTh COCTOUT B
TOM, 4T0 Oomnee 75% wmuaneHdeckux u nerckux cmepreid ot BIIC mpoucxomuT B cTammoHape,
OOJIBIIMHCTBO U3 KOTOPBIX — B X0/1¢ oneparuii. OctanbHble CMEPTH MPOUCXOAT BHE CTallMOHAPA
WIA B PEAaHVMMALMOHHBIX OTIENEHHUSX B pe3yJbTaTe OPYTUX BPOKJICHHBIX aHOMAJIMM pa3BUTHUS
win cencuca. Y OO0JIbHBIX, onepupoBaHHbIX Mo moBoxy BIIC B Bospacre crapme 20 iner,
OTMEUaeTcsl nporpeccupytoniee ysenuueHue yactotel BCC u  cepaeyHO-coCyaucTon

CMCPTHOCTH.

C BwicokuM puckom BCC B otpaneHHom mnepuonae accouuupyrorcs 5 tunoB BIIC:
terpaga Pamno, D- u L-TpaHcno3uuus MarucTpaibHbIX apTEepHil, CTEHO3 aopThl U
(GYHKIIMOHAJIBHO €AMHCTBEHHBIN jxenynouek. Haumbonblliee KOJIMYECTBO JaHHBIX O 4YacTOTE
pazsutuss BCC npu BIIC npuxonsrcs Ha nanueHToB ¢ Terpanoil ®@amno. B obs3aTenbHOM
HOpsi/IKE ONEPUPOBAHHBIM O0sIbHBIM ¢ 3nu301amMu BCC B aHaMHe3€ JTOJIKHBI BBIIOJIHATHCS Kak
VMHBa3MBHOE HUCCIIEOBAaHUE T€MOJAMHAMUKH, Tak M 3HI0ODPU. IlonokuTesbHbIE pe3ynbTaThl
3H10O®PH, BHE3aBUCHUMOCTH OT KIMHHYECKOIO CTaTryca INallMeHTa, IO3BOJIAIOT BbIIBUTH
001bHBIX ¢ BbICOKMM puckoM BCC B oTnasieHHOM IEpUoje MOCIe XUPYPrUuecKol KOppeKuuu

MOpOKa.

Haubonee pacripocTpaHeHHass BpOKICHHAs aHOMAJIUSI Pa3BUTHS KOPOHAPHBIX apTEpHH,
CBsA3aHHass ¢ BbICOKMM puckoM BCC B Momomom Bo3pacTte, — 3TO OTXOXKIEHHUE JIEBOU
KOPOHApHOM apTepHUH U3 IpaBoro cuHyca Banbcanba. [Ipennonaraemeivu mexannzmamu BCC
ABIIAIOTCS JTMOO OCTpasi aHTYJISIUS YCThsl KOPOHAPHOW apTepUU M KakK CIEJICTBUE ee meperuo,
aMb0 KOMIIpEcCHUsl JIEBOM KOPOHApHOM apTepuu, NMPUBOASIIME K Pa3sBUTHIO OCTPON HIIEMHUU
Muokapa ¢ nociuenyromuM pazsurueM KT nimm @X. Jlnarnos ycranasnusaercs B xone KAI' u

CIIYKUT IMOKA3aHUECM K IIPOBCIACHUIO XprerquKOﬁ peBaCKyJIsIpu3aliii MUOKap/Ja.

CYH_IGCTByeT OIrpaHUYCHHOC KOJIMYCCTBO 3KCHCPUMCHTAJIBHBIX JAdHHBIX, HAa OCHOBAHUH
KOTOPBIX MOKHO ObLI0 OBI PEKOMEHOOBATL OMPCACIICHHYIO TaAKTUKY BEACHUA OOJILHBIX C DTUMU
3a0oneBanusgMu. JleyeHrne HEOTIIOMKHBIX COCTOSIHPIfI, Pa3BUBIIMXCA B pPaMKax OCHOBHOI'O
38.6OJ16B8.HI/I$I, KOTOPOC€ OTHOCHUTCA K JOTOMY pasacily, OCYHICCTBIIACTCA 0e3 Kakux-1ubo

crnenupuIecKux 0coOeHHOCTE.
Pexomenganun no npopunaxkruke BCC

Knacce |
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1. Umnnaunmayus UKJ] nposooumcs nayuenmam ¢ 8podicoeHnvim nopoxom cepoya (BIIC),
neperecuum cepoeunwvii apecm (ocHosnou ¢akmop pucka BCC), eciu npuyuna
3a60/1e6aHUsL YCMAHOBIEHA 8 X00e 00C1e008aHUsA U DbLIU UCKTIOYEHbL UHbLE 00pamuMble
npuuunvl. HUmnnanmayus UK/ npoeooumcs nayuenmam ¢ xopowum QyHKYUOHATbHbIM
cmamycom™, noayuarowum ONUMENbHYI0 ONMUMALbHYIO JIeKAPCMBEHHYI0 Mepanu u

umerwuM 6J1a20NPUSMHLIL NPOSHO3 BbINCUBAHUSL 8 MeyeHue 200a u bonee (B).

2. Boavnvim ¢ BIIC u cnouwmannoii ycmouuusou KT (ocnosnoii ¢paxmop pucka BCC)
NOKA3AHO NposedeHue UHBA3UBHO20 UCCIe008aHUL NAPAMEMPO8 GHYMPUCEPOEYHOU
2eMOOUHamuku u 35HO0ODHU. Pexomendyemvie memoObl mepanuu — KamemepHas
abasiyus unu xupypeuuecxoe neuenue JKT. Ecnu ykazannvie memoowl Heahgexmushsl, mo

pexomendyemces umnianmayus UKJ] (C).
Knacc Ila

1. Hueaszusnyio oyeHky napamempos 6HYMPUCEPOEUHOU 2eMOOUHaMuKu u 3HO0ODH
yenecoobpasno npoeooums nayuenmam ¢ BIIC, umerowum ochosHble pakmopwvl pucka
BCC - ykaszanus 6 anamnese HaA HeOOBACHUMbIE INU300bl CUHKONE U HapyueHue

COKpamumenvHou yHKYyuu Hcenyo00uKoas.

2. B omcymcmsue onpedenenHou u nomeHyuaibHO KOppUSUPYeMOU NPUYUHBL CepOedHO20
apecma (ocnoenoli pakmop pucka) umniaumayus HUKJ] yenecoobpasna nayuenmam c
Xopowum QYHKYUOHATILHBIM CMAmycom™, noayuarouum OJUMENbHYI0 ONMUMATLHYIO
JIEKAPCMBEHHYI0 Mepanuio U uMeowux O1a2onpusmHbulil NPOSHO3 OISl BbIHCUBAHUSL 8

meuenue 2o0a u bonee (B).
Knacc 11b

1. Ilposedenue s1003PHU moocem obcyscoamoeca y nayuenmos ¢ BIIC u napuwvimu
acenyooukogoimu  dkempacucmonamu  (K3) umu HIKT oOna  onpedenenus pucka

so3HukHosenus ycmouiyugoul KT (C).
Knacce 1T

1. Hasnauenue npogunaxmuuecxoti AAT ne nokasano y 6onvhvix ¢ b6eccumnmomuvim BIIC
u eounuunvimu K9 (C).
* - 0 METOJMKaX MPOBEACHHS OIECHKH ()YHKIIMOHAILHOTO CTaTyca BbI MOXKETE MPOUYHUTATh Ha

caitre http://www.chcr.brown.edu/pcoc/functi.htm
60



V11.6.b. BCC npu npno0peTeHHbIX IOPOKAX CepALa
CrpaTnduxanus pucka

B HacToAmCC BPpEMA OTCYTCTBYIOT HAHHBIC, CBUJACTCILCTBYIOIIHUE O TOM, YTO IJIACTUKA
WM TPOTE3UPOBAHHUEC MHUTPAJIBHOI'O KilallaHa YMCHBLIIAIOT KOJHUYCCTBO KA Yy HNanucHTOB C
KJIalTaHHBIMHA IIOPpOKaMu CEpAala. HOBTOMy OLI€CHKAa KIMHHYCCKOI'O COCTOAHHA 3TOH KaTeropnuu
MNanuMEHTOB W HX JICYHCHHUE IIPOBOAATCA Ha OCHOBAHHMH CYIICCTBYIOIIHX peKOMeHI[aLII/Iﬁ JIIA

KaXKI0T0 U3 3200JIeBaHUM.
Pexomengauuu no npopuiaakruxke BCC

Knace 1

1. Knunuueckas oyenka cocmosiHusi OONbHLIX C KIANAHHbIMU NOpokamu cepoya u KA, a
makce 6b100p MAKMUKU UX Je4eHUs OO0JHCeH OCYWeCMBIsImbCs HA  OCHOBAHUU
CYWecmsylowux 6 Hacmosuyee 6pems PeKoMeHOayuti no OUACHOCMUKe U Je4eHUlo

HOPOKO8 cepoya U 8blsiéleHUl OCHOBHBIX U 8mopocmenennvix pakmopos pucka BCC (C).
Knacc I1Ib

1. Ilo3zumusnoe 3nauenue naacmuku uiu npPoOmMe3UPOBAHUS MUMPATLHO20 KIANAHA Y
NAyueHmo8 ¢  NPOIANCOM  MUMPANbHO20 — KIANAHA,  MANCEN0U  MUMPATbHOU
peaypeumayuetl, covemaroujelicsi ¢ 2emoouHamuyecku 3uHauumvimu KA (ocnoeHol

¢axmop pucka) 6 omnowenuu npoguraxmuxu BCC ne asnsemcs ookazannvimu (C).

VII1.7. BCC npu MeTa00JJu4ecKNX U BOCHAJUTEILHBIX 3200J1€eBAHUAX

VII.7.A. Crpatupukanus pucka u npopuinakruka BCC y nanmeHTOB ¢ MHOKAPAUTOM U

HH(QEKITHOHHBIM HI0KAPAUTOM
Muoxapoum

MuokapauT — mopaxeHUue CEepAECHYHON MBIIIIBI MMPEUMYIIECTBEHHO BOCIAIUTEIBHOTO
XapakTtepa, OOYCIIOBIEHHOE HEMOCPEACTBEHHBIM WJIM OMNOCPEIOBAaHHBIM Yepe3 HMMYHHbIE

MEXaHU3Mbl BO3JCUCTBHEM I/IH(I)CKI_II/II/I, napa3I/ITapH0171 NN HpOTOSOﬁHOﬁ HMHBA3UHU, XUMHUYCCKUX
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i (uznueckux (akTOpoB, a TakKe IMOPAKEHUsS, BO3HHUKAIOUIME MpPHU aUIEPrUYecKuX U

ayTOMMMYHHBIX 3a00seBaHusx [214].

Haubonee wyacTeiM 3THOJOTHYECKHM  (DAaKTOpOM, OOYyCIABIMBAIOIINM  Pa3BHTHE
MuoKapauTa 6onee yem B 60% ciydaes, siBisieTcs BupycHas uHpeknus [215]. B eBpornelickoit
MOMYJSIIIMM CaMbIM YacThIM BHUPYCHBIM T'€HOMOM, OIpEIEsIoNIMMCs B OuonTaTax MUOKap[a,
sBisieTcsl mapBoBupyc B-19 u Bupyc repmeca denoBeka - 6 [216]. 3 6akTepHallbHBIX areHTOB
HauOoJIbIlIee 3HAYCHHE B MOCIICIHUE TOJIbI MPUOOPETAIOT BHYTPUKIICTOUHBIC BO3OynuTenu (pox
Chlamidia) [218]. Cpeau apyrux HpUYHMH BBLICISIOT MPSAMOE U OMOCPEIOBAHHOE BO3JCHCTBHE
TOKCHYECKHX BELIECTB, B TOM YHCJIE JIEKAPCTB, AJJIEPIrUUeCKUe U ayTOUMMYHHBIE PEaKLIUU Y JIUI]
C CHCTeMHBIMH 3a00JieBaHUSMHU (KOJIJIar€HO3bl, ONYXOJHU, CApKOUI03, HecrnenuduyecKuit

A3BEeHHBIN Konut) [214, 217, 219].

BcerpewaemMocTe MHOKapauTa B pas3IMUHBIX cTpaHax EBponsl paszinyaercs B passl U
konebnercs or 0,12% mo 12% [215, 216]. B kapaumonorudeckux craldoHapax JIHarHo3
MHOKapJAuTa BBICTABJIACTCA MCHCC UCM B 1% CJIY4acB, B TO K€ BPCMs 110 JAHHBIM ayTOIICUH €TO

NpU3HAKK BRIABIIAIOTCS B 3-9% [218].

Pe3ynbrarhl CeKlMM BHE3AaHO YMEpIIMX JIOJCH OOHApyXHUBarOT MOp(hOoJIOrHuecKue
Mapkepbsl MUOKapauTa B 8,6% cinydaeB [219], a y nun monoxe 40 ner — B 12% cnyuaes [220].

IIo HEKOTOPBIM JaHHBIM, MHOKAPJUT SIBJISETCS BEAYLIEH NMPUYMHON BHE3AIHOW CMEPTH y JETEN

[8].

HenocpencreenusiM Mexann3MoM BCC y OONBHBIX MHOKApAMTOM SIBIISTFOTCSI CTOMKHE
HapylIeHUsT pPUTMa W/WIK TPOBOJUMOCTH, KOTOpbIE IO JAaHHBIM AIHJIEMHOJIOIMYECKOrO
uccnenoBanuss ESETCID, nposenennoro B EBpomne, peructpupyitores B 18% ciyuaen [221].
[Tpu 5TOM MPOCIIEKMBAETCS CBA3h MEKIY YaCTOTOH M TSHKECTBHIO Pa3BUTHS HAPYIICHUI pUTMa U
MOP(OJOTHYECKUM BAPUAHTOM MHOKApJUTa, B YACTHOCTH HAMOOJbIIAs BHIPAXKEHHOCTh
APUTMHYECKOTO CHHAPOMA XapaKTepHa JUIs THTAaHTOKJIETOYHOTO MHOKapawuTa. [lo maHHBIM
apyroro uccnenoBanus [222, 223], okono 5% ciaydaeB MHOKapauTa NeOIOTUPYIOT pa3BUTHEM

)KCJ'Iy;[O‘-IKOBOfI TaXUKapaAuu.

BMmecTe ¢ Tem, mporHoctudeckass posib pasIMUHbIX apUTMMHA, KaK U JIPYTruX KIMHHKO-
MHCTPYMEHTAJIBHBIX JaHHBIX, B YacTHOCTU HU3koi @B, B MaHudecTHOM mnepuose MUOKapIuTa
JI0 HACTOSIIIIET0 BPEMEHHU He ycTaHOBJIeHa. Bo MHoOrux ciydasx Ha ¢oHE aJeKBaTHOM Teparuu

HACTYTIAET MOJTHOE UCUE3HOBEHUE MTOIOOHBIX CUMITOMOB [218].
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B cBsa3u ¢ stum pekomenmanuu mo mpodriaktuke BCC y GONBHBIX MHOKapIUTOM
UMEIOT KpaliHEe OrPaHWYEHHBI XapaKTep, B OCHOBHOM OTHOCATCA K OCTpPOMY IEpUOLY
3a0oneBanusd. Jyii MEIMKAMEHTO3HON Tepamuu KeTyJOYKOBBIX TaxXHApUTMHUU 3(P(PEKTUBHO
Ha3HaueHWe amuomaapoHa [224]. YcranoBka BpemenHoro DKC B ocTtpoit (dase mmokapaura
MOKa3aHa MMPU BOZHUKHOBEHUU IMeMOJMHAMHYECKH 3HAYUMBIX OpaJiuapuTMHUiA, TOT1a KaKk BOIIPOC
00 ummnantanuu VK]l B 3TOT mepuoj He paccMmarpuBaetcs. Bmecte ¢ Tem, B Oonee mo3jaHue
Cpoku, Korja Ha ¢oHe anekBaTHOM AAT COXpaHSIOTCS YCTOMUYMBBIE Te€MOAMHAMUYECKU
3HAUMMBbIE KEIYJOYKOBBIE HAPYIICHUS pPUTMa CepAla, a IPOrHo3 JUisl >KU3HU IallMEeHTa
OylaronpusaTeH B T€UEHUE KaK MUHUMYM KajeHjaapHoro roja, umruiantanus UKJ[ moxer ObITh

PEKOMEHI0BaHa.
Hugpexyuonnwiti snooxapoum

WNudexnumonnsiii sag0kapant (M) — BocnamuTensHOE TOpayKeHHE KIIAIAaHHBIX CTPYKTYP,
IPUCTEHOYHOT'0 3HJ0Kap/a, SHAOTEIMS B 30HE BPOKJIEHHOTO IMOPOKAa MaruCTpajbHbIX COCY/IOB,
00yCJIOBJICHHOE TPSMBIM BHEIPEHUEM BO30YIUTENs W MPOTEKAIoIIee Yalle BCEro IO THUILY
cerncuca OCTpO MM MOJOCTPO € LMPKYJSIMeNd BO30yauTenss B KPOBH, TPOMOO3MOOIHSIMH,

MMMYHOIIATOJIOTHYECKUMU U3MEHEHUSIMUA U OCJIOXKHEHUsAMHU [225].

OcHoBHBIMU BO30yauTensiMu MO B mocnenHue AECATHICTHS SBISIOTCA CTaQHIOKOKK,
CTPENTOKOKK M 3HTEPOKOKK, KOTOPbIE BBIACISAIOTCS Y MOJABISIONIEr0 OONBIINHCTBA OONBHBIX C
MOJIOKUTEIBHONU TeMOKYIbTypoil [226, 227]. [IpocnexxuBaercs CBA3b MEXAY ITHOJIOTHYECKUM
(akTOpOM M BapHMaHTOM TeueHMs 3abosieBaHus. Tak, Mpu MoJoCTpoM TeueHHH 1D OCHOBHBIM
BO30y/UTENIEM SIBIISIIOTCS pa3ivuHble BUIBI Streptococcus, B To Bpems Kak ocTpoe TeueHue MO

HaunOoJee yacTo acconuupoBano ¢ uadekimen Staphylococcus [228].

OcobenHocThio 3nuaemMuoaoruu M3 nocneaHux et SBiaseTcs NosBIEHUE 0COObIX (opM:
WD y HapKOMaHOB C MPEUMYIIECTBEHHBIM ITOPAXEHUEM TPEXCTBOPUYATOTO KianaHa, D mporesa
KJiariaHa, no Y NAanuMEHTOB C UMINIAHTUPOBAHHBIM JJICKTPOKAPAHOCTUMYJIATOPOM H 6OJ'II)HI)IX,
HaXOJALIMXCS Ha MPOrpaMMHOM remojuanuse, D y penunueHToB TpaHCIJIaHTUPOBAHHOTO

oprana [229, 230].

Opno#t u3 BaxHemux npobiaem 1D B HacTosImee BpeMs ClIeIyeT MPU3HATh PACTYIIYIO
PE3UCTEHTHOCTh BO30ynuTenell K Haubojiee YacTo MPUMEHSIEMBIM aHTHUOMOTHKAM, YTO BO
MHOTOM O0OYC/IaBIIMBA€T BBICOKME IIOKa3aTelM CMEPTHOCTUM TMpU JaHHOM 3a00JIeBaHUH,

JOCTHUTAIONINE JIa)Ke B TOCHHUTANBHBIX ycinoBusx 10-26% [231-233]. BonblmmHCTBO cMepTei,
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HACTYMAIOUIMX BHE3alHO, MPOHMCXOAAT MO MPUYMHE OCTPOU CEepJIeYHON HEIOCTATOYHOCTH
BCJICJICTBUE JCCTPYKIMH KianaHa JuOo Ha (hOHE MOJHHMEHOCHOTO CENTHYECKOro IIOKa, Kak
IIPaBWJIO, ACCOLMMPOBAHHOIO C aOCLEUPOBAHMEM KIIAIAHHOTO KOJIbLIA, OJHAKO II0 CBOEMY
MEXaHU3My IOJ00HbIE ciydyan He MoryT ObiTh oTHeceHbl kK BCC [234]. Bmecte c Tewm,
dbopmupoBanue abciecca B 00JacTH  MEXOKETyno4koBoM meperopoaku (MXKII) wmm
pacrpoCTpaHEHHE THOMHOIO IIpolecca C KoJiblla aopraipbHOro kiamaHa Ha MIKII moxer
NPUBECTH K pa3pylIeHUIO MPOBOJAIICH cucTeMbl cepaua u (opMupoBaHHio monHo AB-
osokanel U pasputuio BCC [234]. B aToit cBsa3u, pazButue AB-OGnokaasl y manueHnta ¢ MO

BCCraa JOJDKHO HACTOPAKHUBATh HAa HAJIMYNEC TAKOI'O I'PO3HOI'0 OCJIOKHCHU S, KAK a60uecc.

Jleuenue  OonmpHBIXx WD  nomwkHO  OBITH  JUIMTENBHBIM,  KOMIUIEKCHBIM U
MHOTOKOMIIOHEHTHBIM. BO Bcex ciyuasx [0JDKHa MPOBOAUTHCS AHTUMHKPOOHAsT Tepamus ¢
YUETOM 3THOJIOTHYECKOTO (aKkTopa, B OOJBIIMHCTBE CIy4acB C NMPUMEHEHHEM KOMOWHAIIUU
aHTHOaKkTepuanbHbiX cpeAcTB [231-234]. OCHOBHBIMH HamNpaBICHUSMHU JICUCHUS, MOMHMO
aHTUOAKTepUANTbHON TEepamuy, SIBISIIOTCS TAaK)Ke XHPYPrHuecKoe JICYeHHUE M 3aMeCTUTEIbHas

MMMYHHAasl Tepanusi.
Pexomengauuu nmo npopuiaaktuxke BCC
Knacc 1

1. Hpoeedelme amuomponHoﬁ, namoz2eHemu4eckol U CUMRIMOMAMUYECKOU mepanuu 6

ocmpoti ¢paze muokapouma (C).

2. Xupypeuueckas KOppeKkyuss oCmpou HeOOCMamoyHOCmU aopmaibHO20 KIAnaua,

accoyuuposannoti ¢ KT, npu omcymemeuu npomusonoxasanuti (C).

3. Xupypeuueckoe neuenue ocmpoco dHOOKApOUma, OCI0HCHEHHO20 adCYeccom aopmoul Uil
KIANAHHO20  KOAbYa,  accoyuuposamuvlx ¢ AB-bnoxadou, npu  omcymcmeuu

npomusonoxazanuti (C).
Knacc Ila

1. Umnnammayusa  UK]]  moocem  Ovimb  d¢hexmuenou vy — nayueHmos ¢
arcuzneyepoxcarouumu KA (ocnosnou gpaxmop pucka) ene ocmpou gazvl Muokapouma,
RONYUAIOWUX NOCMOSHHYIO ONMUMANBHYIO JIeKAPCMBEHHYIO Mepanuto U UMerouux

OnazonpusmHulil NPO2HO3 015 8vlocusanus 6 medenue 1 2cooa u 6onee (C).
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2. AAT yenecoobpasua y nayuenmos ¢ Heycmouuusou u ycmouiuusou KT 6 ocmpoti gpasze

muokapouma (C).
Knacce 11T
1. Umnnaunmayuu UKJ] ne noxazana 6 ocmpoti ¢paze muoxapouma (C).

VIL.7.b. Crpatudukanus pucka u npopunakruka BCC npu MeTad0muecKoM CHHAPOME,

OKUPEHUH, TUETE U AHOPEKCUN

MeTabonnuecKkuii CUHAPOM TIPEACTABISIET COOOH COBOKYIMHOCTh B3aMMOCBSI3aHHBIX
(akTOpOB pUCKAa BO3HUKHOBEHHUS U IPOIPECCHPOBAHUS CEPACUYHOCOCYIAHMCTHIX 3a00JCBaHUH,
00YyCIIOBJIIEHHBIX aTepocKiiepo3oM [235-238]. OcHOBHBIE €r0 COCTaBIAIONINE — a0JOMUHATIHLHOE
oxupeHue, moBbllleHHOe AJ[, areporeHHas auciaunuaeMus  (TIOBBIIIEHHWE  YPOBHS
TPUTIHULEPUIOB M CHI)KEHHE XOJIECTEpUHA JIMIONPOTEUOB BBICOKON IUIOTHOCTH B KPOBH),
PE3UCTEHTHOCTh K HWHCYIMHY (KIMHMYECKU TMPOSIBISIETCS HApYyIIEHUEM TOJIEPAHTHOCTH K
TJII0OKO3€, TUIEPIIMKEMUE HaTOIIaK M caxapHbIM auaberom 2 Ttumna). ns Metaboiaumueckoro
CHUHApPOMA XapaKTEpHbI NPOTPOMOOTHYECKHE K MPOBOCIATUTEIbHbIE H3MEHEHHS CHCTEMBbI
reMoCTasa, a Tak)Ke MHOTOYHCIICHHBIC METa00IMYECKHUE U SHAOKPUHHBIC HapymieHus [236, 2373,
239]. Kpurepuu [uarHoCTHMKUd METaOOJIMYECKOTO CHHAPOMA IMPOJOJDKAET YTOUHATHCA U
obcyxnatecs. Tak, skcnepTsl Beepoccuiickoro HaydHOTo oOIecTBa KapIu0JIOrOB HACTAaUBAIOT
Ha Beaylled poiu a0JAOMUHAIBHOTO OXHUPEHHUS (M30BITOYHOTO HAKOIUIEHUS BHUCIEPATHHOTO
JKUpa) B I[aToreHe3e MeTaboJIMYecKOro CHHAPOMAa W BO3paXkaloT NPOTHB ypaBHUBAHUS
3HAUUMOCTH 3TOro (akTopa C ApYyruMu KputepusiMu auarHoctuku [240]. IlepecmarpuBaercs
TaK)Ke JIONyCTHMasi OKPYKHOCTb TalWH, KOTOpas MO CErOJHAIIHUM IPEACTaBICHUSAM JOJIKHA
COOTBETCTBOBAaTh 3THUYECKOW MPUHAUIEKHOCTU U CTpaHe MpoxuBaHus uHauBuaa [237]. [lpu
MeTaboJIMYEeCKOM CHHJIPOME OINHCAaH PsJI W3MEHEHUH, MOTEHIMAIbHO CIIOCOOCTBYIOIINUX
Bo3HMKHOBeHHI0O BCC — yBennyeHue MIUTEIBHOCTH M aucrnepcun uHTepBana QT [241-245],
U3MEHEHHs BapuaOeIbHOCTH pHUTMA CepAlla, CBUAETEIbCTBYIOIIME O MpeoliajaHuu
CUMMATHYECKUX BIMSHUNA HAa CUHYCOBBI PUTM W/WIU CHIDKEHUHM BAaryCHOW akTUBHOCTU [245-
255], rumeptpodus neBoro kemygouka [256-258]. Kpome TOro, mnpu BBIpa)KEHHBIX
MeTabOIMYECKUX pacCTpOilCTBaX, HE UCKIIOYEHO BBEICHHE JOMOJHUTEIbHBIX (PAKTOPOB pUCKa
BCC: runokamuemun [259], TUNOTIUKEMHH, CIIOCOOCTBYIOIIECH AaKTUBAIIUMU CHUMITATUYECKON
HEPBHOW CHCTEMBI M HapYIICHUIO PEMOJSpHU3alMi MHUOKapAa ¢ yAJuHeHueM uHTepBanma QT

[260, 261], a Takke cHUHAPOMA OOCTPYKTHBHOTO COHHOT'O allHO?, CONPSDKEHHOrO C HaTMYueM
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MHOTMX KOMIIOHEHTOB METa00JIMYECKOTO CHUHOpOMaA, BKIIHOYaA npeo6naz[aHHe CHUMIATHYICCKOMN

aKTUBHOCTH [262-265].

Buipasicennvie_paccmpoiicmeéa _numanus, a TaKKe 4pe3MEpHbIE MEpbl 110 UX OBICTPOH

KOppeKInu MOryT crocoO0cTBoBarh Bo3HMKHOBeHHI0O BCC. Puck BCC 0coOeHHO BBICOK MpHU
BBIPQXCHHOM O)XMPEHUU, MPEBbIIIas JaHHBIM MOKa3aTellb B MOMYJSALUN Y JIUL, COMOCTaBUMBIX
no Bo3pacty, B 40-60 pa3 [266, 267]. Ckopee BCero, 3TO CBSI3aHO C BO3HUKHOBEHUEM
YIPOKAIOIIUX KU3HU KEITYTOUKOBBIX aPUTMHMA, OJJHAKO Y BHE3AIMHO YMEPIIUX MOJIOJBIX JIFOIeH
BBISIBJSUIMCh TaK)K€ WM3MEHEHHS MpoBoAsmield cucteMbl cepama [268]. Cpemu ¢GakTopos,
npenpacnonaratonmx k BCC, y nuil ¢ o)XUpeHueM ONHUCaHbl: yBEIWYEHHE JIUTEIbHOCTH U
mucnepcun untepBasia QT, dopmupoBaHHe XapaKTEpHBIX CTPYKTYPHBIX H3MEHEHUH cep.ua
(kapauomeranusi, JUJIaTalus JIEBOTO JKEIyI09Ka, TUIEPTPOQHs KapJUOMOIIUTOB 0€3 MPHU3HAKOB
MHTEpPCTUIMAIBHOTO (HOpO3a), a TakKe OOCTPYKTHBHOE COHHOE amHod [270-274]. Puck BCC
IpU OXXUPEHUU MOXKHO CYIIECTBEHHO YMEHBIIUTh MpPU CHUKEHUH Macchl Tena. OOpaTumbl
Tak)Ke MPOSBIICHUS KapauoNaTuu W yanuHeHue uHTepBana QT, ocoOeHHO Ha paHHHX CTaIHIX
3aboneBanus [275-277]. HuskokanopuiiHasi nuera, COCOOCTBYIOIIAS CHUKEHUIO MAcChl Tela,
JOJDKHA OBITH XOpOIIO cOamaHcHpoBaHHOW. EcTh cOOOIIEHHsS O BO3HUKHOBEHUU APUTMHUHA U
ciyqasx ZBCC 1npu  UCHONB30BaHWMM  JJMUTENBHBIX, HE COAJaHCUPOBAHHBIX, OYEHb
HU3KOKAJIIOPUHHBIX JUET U JiedeOHOro rojonanus (OCOOEHHO AMET C MPUMEHEHHUEM >KUIKUX

npoTenHoB) [278-282].

CMEPTHOCTD Yy JUI] C HepsHoU aHnopekcuell konedierca or 5 mo 20%, a daxTuueckuit
9

MoKa3aTesib, BEPOSITHO, COCTaBisieT OKoio 6%. [283]. Cuumraercsi, 4TO MOYTH 1/3 JIETAJIBHBIX
MCXOJIOB, B TOM YHCJI€ BO BpeMs BO30OHOBIIEHHUS MPHUEMa MUK, TPOUCXOIUT U3-3a 3a00JI€BaHUIA
cep/la, OJHAKO TOYHBbIE JaHHBIE O ToM, yeM oOycioBineHa BCC, orcyrctByror. [lnurensHoe
roJI0JlaHue TPUBOAMUT K aTpouu cepaeyHON MBI, CUHYCOBOM OpaaukapIuu, YATUHEHUIO
uaTepBasia QT, a TakKe DIJICKTPOIHMTHBIM PACCTPONCTBAM, YCYT'yOJSIFOIIMM STH HapyIICHUS.
BOABIIMHCTBO MATOJOTHYECKUX M3MEHEHHUI CO CTOPOHBI Ceplla MOJTHOCThIO 00paTUMBbI TOCIe
HaJUIe)KaIEro BO300OHOBIeHUs TUTaHus [284-286]. OclioKHEHUs, CBSI3aHHbIC ¢ BO30OHOBIIECHUEM
NUTAaHUSd y JUIMTENIbHO TOJIOJABIIMX, BKIIOYAIOT CEpACYHbIC, HEBPOJOTUYECKHE U
reMaTOJIOTHYECKUE PACCTPOMCTBA, OOYCIOBICHHBIC BOZHUKHOBEHHEM AucOanaHca KUIKOCTH U
MeKTpoSuTOB. CepAeuHble OCIOKHEHHS BO3HUKAIOT, KaK MPUBWIO, B TIEPBYIO HEAEIIO IMMOCTE
Hayajga TpUeMa MU ¢ OOBIYHO CBSI3aHBl C BBIPAKEHHBIM Je(DUIIUTOM TMHTAHUSA,

runodocdaremMueii 1 KCIOIB30BaHUEM TOJILKO MapeHTepalibHOTO nuTanus [287-290].
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Crparudguranus pucka BCC

Kaxnplii M3 OCHOBHBIX KOMIIOHEHTOB META0OJMYECKOro CHHIpoMa (0XXHUPEHHE,
apTepuanbHas THUIEPTEH3Us, HapyluleHne oOMeHa IUIHIOB, caxapHbId auader), Oynyuu B
JIOCTAaTOYHOM CTENEHH BBIPAXEHHBIM, ABIsieTcsa GakTopom pucka BCC [291, 292]. B HacTosmiee
BpeMs HE SICHO, HECeT JM OOBEJUHEHUE ATUX IpeApacrnoyiaraloiux (akTopoB B paMKax
METa0O0JIMYECKOr0 CHHAPOMA JOIMOJHUTENbHYI0 HH(GOpPMALMIO, IO3BOJSIONIYI0 YJIYYLIMTh

crparudukamuio pucka BCC [292].
Pexomenpanuu no npopunaxkruxke BCC
Knace 1

1. Ocobennocmeii npogurakmuxu u neverus yepoicarouux sxcuzuu KA (ocnosnou pakmop
pucka) u BCC y 601bHb1x ¢ MemaboauuecKum cCUuHOPOMOM, OdiCUPEeHUeM, aHOpeKcuel Uil
NPUOEPAHCUBAIOWUXCSL ONpedelleHHOU Ouembl Hem. Meponpusmus no npeodomsepaueHuo
BCC oOonocnvl  6bimv  maxumu  oice, Kak u npu Opyeux 3abonesanusx. Imo
noopasymesaem, umo cmpamuguxayus pucka u npoguiakmuxa BCC y smoti
Kamezopuu NAyUeHmos OCyWeCmeisiemcss HA OCHOBAHUU GbISIGNIEHUSl OCHOBHBIX U
emopocmenenuvix Gakmopos pucka. Ilpogurakmuxa BCC 6ydem szaxmouamvcs 6
umnaanmayuu UK/ nayuenmam ¢ xopowum @OYHKYUOHANbHLIM —CMAmMycom™ u
O1A2ONPUSMHBIM  NPOCHO30M  BbIJICUBAEMOCU 6 MmeueHue 200a u 6onee, KOMopbwle

ROYUQIOM ONUMENbHYI0 ONMUMAbHyio aekapcemeaentyio mepanuio (C).
Knacce 1la

1. IllpocpammHnoe  cHudicenue  maccol — mena  NpU  OHCUPEHUU  (Moougurayus
emopocmenennozo  ¢akmopa pucka BCC) u mwamenvno  KOHMpORUpyemoe
60300HO6GIEHUe NUMAHUA NPU  AHOPEKCUU MOdcem IPDEeKmueHo CHU3UMbL PUCK

sosnuxHosenus KA u BCC (C).
Knacce IIT

1. ﬂ]lume./lbl-lble, H€C5aﬂchup06’ClHHbl€, O4Y€Hb Huf)’KOKaflOpuIZHble ouemvl U JeyebHoe
20/100aHUe He peKOMEHayIOn’IC}Z, NOCKOJIbKY OHU Mocym ObIMb ONACHBIMU U npueodumb K

passumuto yepoxcarowux sxcuznu KA (C).

67



* - 0 METOJMKaxX MPOBEICHUS OIEHKU (PYHKIMOHAIBLHOTO CTaTyca Bbl MOXKETE MPOYUTATh Ha

caiire http://www.chcr.brown.edu/pcoc/functi.htm

VI1.7.B. Crpatupukanus pucka u npopunaktuka BCC y nanueHToB ¢ 3JHIOKPHHHBIMH

HApPYLIEeHUSAMH
CrpaTudukanus pucka

Hapyienust ropMOHanbHOM pEryisiuuu MOTYT SBJISITBCS MPSAMOW WM OIOCPENOBAaHHOMN
npuunHoi BCC B pesynbpTare pa3BUTUA KU3HEYTPOXKAIOMIMX HAPYIIEHUA pUTMA U
IIPOBOAMMOCTH. OHAOKPHUHONIATUM MOTYT OKa3blBaTh KAaK HEIMOCPEACTBEHHOE BIIMSAHHUE Ha
MHUOKapa (Hampumep, HeoXpoMOLIUTOMA, THPEOTOKCHKO3, THIIOTHPEO3), TaK U OBITH MPHUYUHON
Pa3BUTHUSL COCTOSIHUM, KOTOpbIE MOTEHIMAIBHO MOTYT CONPOBOXKIATbCSI PUCKOM Ppa3BUTHS
apuTMHH (HarpuMep, 3JIEKTPOJUTHBIE HAPYLICHUS, CBSI3aHHbIE C AUC(YHKIMEH TOPMOHOB KOPbI
HA/MIOYEYHUKOB). HeKoTopble SHAOKPUHHBIE HAPYIIEHUS COMPOBOXKIAIOTCS Pa3BUTHEM
YCIIOBUHM, CHOCOOCTBYIOIIMX IIOSIBJIEHHUIO CTPYKTYpHOW HAaTOJOIMM cepaua, Ipu KOTOpOM
umeetcs puck passutus BCC (manpumep, nucnunuaemus yenuuuaer puck passutus UBC, a
BTOPUYHAs apTepHalibHas TUIEPTEH3Us OHHIOKPUHHOIO TIeHe3a CHOCOOCTBYET pa3BUTHUIO

runepTpodust muokapaa JDK).
Caxapnuuii ouabem

W3BecTHO, 4TO B momynsiuuu O0NbHBIX, nepeHecux MM, nuarHo3 caxapHoro nuabera
yBenuunBaeT puck pazsutus BCC [293-295]. IlpeanonaraeMpIMu MEXaHM3MaMH, JIEKAIIUM B
ocHoBe pa3Butusi BCC y 3Toif KaTeropuu NayeHToB, SBJISIOTCS aBTOHOMHAas Helpornatus npu
KOTOpO# HaOnromaeTcst yBenudenne nHtepBana QT; a Takke TspKennas aCCUMIITOMHAS WIIEMUS

MHOKap/a, criocobctByromas pazsutuio KT u OXK.

Hopmanu3zanus ypoBHS TJIMKEMHMM WIM YPOBHS TNIMKHpOBaHHOTro remorioouHa HBAlc
YMEHBIIAET PUCK CEePACUYHO-COCYAUCTHIX 3aboneBanuil. OqHAKO, JAHHBIX O TOM, YTO IPH 3TOM
IIPOMCXOAUT YMEHBIICHHE KOJMYECTBA BHE3AlHBIX cMmepred, Her. Hamporus, B psae
MCCJIEIOBaHUM ObUIO MPOJEMOHCTPUPOBAHO, YTO HHTEHCHUBHBIN KOHTPOJIb TITMKEMUHU, OCOOCHHO
[P HaJIM4YUU CHUMIITOMOB aBTOHOMHOHM HeWpomnatuu, noBslmaer puck paszsutus BCC, uro
MOXET OBITh CBSI3aHO C YBEJIWYCHHEM pHUCKA PA3BUTUS TUMOTIIMKEMHUYECKHUX COCTOSHHIA,
KOTOPBIE COMPOBOXKIAIOTCS yIIMHEHHeM uHTepBana QT W yMeHbIIEHHMEM YpOBHS KaiHs

CBIBOPOTKH KPOBH.
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Axpomezcanus

OCHOBHOW MpPUYMHOM CMEpPTH y OOJBHBIX C aKpOMerajiueu sBIsieTCs IOpaKeHUue
cepaeuHo-cocyaucTo cucreMbl [296]. Ilpu MTeNnbHO CYHIECTBYIOIIEH M aKTHUBHOM (C
COXpaHEHHOHN TruIepceKkperueil TopMOHa POCTa) aKpOMETAINH PAa3BUBAETCS. TAaK Ha3bIBacMas
aKpoMeralnyecKas KapauonaTus, KOTopasi XapakTepusyeTcsi KOHIEHTpUYeCcKol runepTtpodueit
MHUOKapJa, JAUACTOJUYECKON, a To3ke W cucronmueckor muchynkiuerdn JDK ¢ pasputrem
TSOKETION, peppakTepHOl K MEAMKAMEHTO3HOM Tepanuu, CepJeYHOW HeI0CTaTOYHOCTH
XpoHuueckasi runepcekpenusi ropmona pocta (I'P) m mncynmnonogo6Horo ¢akropa pocra-1
(UIIDP-1)  Takke COMPOBOXKIAETCS pa3BUTHEM WHCyIWHOpe3ucteHtHoctu, CJI 2 Tumna,
JTUCITUIUIACMUN U CTIIOCOOCTBYET MOSIBICHHIO apTepuanbHoi runepten3uu u ['JDK. ¥V GonbHBIX
aKpOMETAIMYECKOM KapauonaTue yaie, 4yem B oOllel nonyasuuu, 0OHapyKUBAIOT pa3IudHbIe
HapylleHus puTMa M npoBoauMocTH cepaua [297]. Yacrora XHP  koppenupyer c
JUIMTETIbHOCTBIO aHaMHe3a 3a0olieBaHWs, a UX TeMOJUHAMHYECKas 3HAYUMOCTh — C
BbIpaxxeHHOCThI0 ['JK, Hexenu OMOXMMUYECKUMU MPU3HAKAMU aKTHUBHOCTH 3abosieBanud. [lo
HEKOTOpPBIM JIaHHBIM OKoJio 75 % OO0NbHBIX aKpoMerajven CTpaJaloT CHHIPOMOM
amHOd/TUNONMHO? cHa [298], B paMKax KOTOPOTO HEPEIKO BCTPEYAOTCS IKU3HEOTACHBIE
HapylieHus putMma cepama. Y 56% OONbHBIX aKTUBHOM akpoMeramueil perucTpupyrorcs
MO3HKUE TTOTEHINAIIBI XKEITyI0UYKOB, HAIMYKEe KOTOPBIX HE 3aBUCHUT OT BO3pacTa, Iojia OOJIbHBIX,
JUTATEIIbHOCTH 3a00JIEBaHUS M BHIPAYKEHHOCTH TUIIEpTpOoduH JeBoro xenyaouka [299, 300]. Tem
HE MEHEe, OKOHYATEJIbHOE CY)KJEHUE O MPOTHOCTUYECKOM 3HAYEHHMM IO3JHUX MOTEHIHAIOB
KENyJOUYKOB B OTHomleHHu pucka pazputus BCC y OGonbHBIX akpomeranueil ocTaercs He
yupexaeHHbiM. Hopmamuzauus (wnmm cHwkenue) I'P u UIIOP-1 npuBoAUT K yMEHBIICHHIO

qacToThl JKD.

Pexomenganun no npodpunaxkruxke BCC
Knacc 1

1. Taxmuxa mepanuu KA, komopas a61s1emcs 6MopuyHOU N0 OMHOWEHUIO K SHOOKPUHHBIM
HapyueHusam, O0NHCHA OblMb HANPABLEHAd HA KOPPEKYUIO 2eKMpPOoIUmHo20 oucobaranca

u ieyenue ocHosHo2o 3abonesanus (C).

2. Ocobennocmell npo@uaarmuxu u ieyeHus yepoxicaowux sxcusnu KA (ocnosnotl pakmop

pucka) u BCC y 6onbubix ¢ 3HOOKpUHHbIMU 3a00nesanusmu Hem. Meponpusmus
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001)ICHBL OblMb MAKUMU Jice, KAK npu Opyeux 3abonesauusx. Dmo osHauaem, 4mo
cmpamugukayus pucka u npogurakmuxa BCC y smoil kamezopuu nayueHmos
oCyujecmensaemcs Ha OCHOBAHUU BbIAGIEHUSL OCHOBHBIX U 8MOPOCMENEHHbIX (hAKmMOpos
pucka. Ilposedenue npogpunaxkmuxu BCC sxarouaem 6 mom uucie, umnianmayuio MK/ u
OKC nayuenwmam, Komopbvle NOLYYAIOM ONUMENbHYI0 ONMUMAILHYIO N1eKAPCMBEHHYIO
mepanuio, ¢ XOpOWUM QYHKYUOHANbHbIM CMAMYCOM U ONa2ONPUAMHbIM NPOSHO30M

svlocusaemocmu 6 meuenue 200a u 6onee (C).

VII.7.I'. CrpaTuduxanus pucka u npopuinakruka BCC y nanmeHToB ¢ TepMUHAJIBHOM
cTajineil MoYe4YHoi Hel0CTATOYHOCTH

Crparuduxanus pucka

Oxkono 40% nauveHToB ¢ TEPMUHAIBHOW CTagueil MOYEHYHON HEAOCTATOYHOCTH YMHPAIOT OT
CepICUYHO-COCYAUCTHIX 3a0osieBanuii, B Tom uyucie 20% - BHezamHo [301-302]. Ilommmo
KOPOHApHOTO aTEePOCKJIEpo3a JIOMOJHUTEIBHBIME (pakTopaMy pHCKAa pa3BUTHS BHE3AIHOM
Cep/IeYHOM CMEpPTH Yy NAlMEHTOB XPOHMYECKOW Ooje3Hpto moyek wmoryt ObiTh [JDK,
ypeMHUecKasi KapAMOMHONATvs, aHemus, yminHeHue wuHTepBasa QT u yBenuueHue ero
JCTIEPCHUHU, CHIDKEHHE BapuaOeIbHOCTH CEpACYHOrO PHTMA, a TaKXkKe OBbICTpble M3MEHEHHUS
o0beMa HUPKYIUPYIOLIeH KPOBH U 3JICKTPOJINTOB, HEAIEKBaTHOCTh IManu3a, runepdocharemus,

runepmaparupeos u ap [302, 303].
Pexomenganun no npodpunaxkruxke BCC
Knacc 1

1. Jlna npogpurakmuxku BCC y 601bHBIX MEPMUHATLHOU NOYEUHOU HEOOCMAMOYHOCIbIO
HeobxXo0umo eviasiames ocHoguvle (KHP, cucmonuueckas Ouc@yHkyus, CuHkone,
cepOeunblil apecm 8 anamuese) u MoOUGUYUpo8ams 8MopoCmeneHHble GaKmopsbl pucKka
(apmepuanvHas ecunepmoHus, OUCTUNUOEMUS, SUNeP2IUKeMUs), a Mmaxice @GaKxmopol
PUCKA, C6A3aHHblEe C XPOHUYECKOU DOJIe3HbI0 NOYeK U OUAnIu30M (Jlevenue HeppoceHHol
amemMuu u eunepnapamupeosa, ycmpauerue oeguyuma eumamuna D, aoexeammviil

ouanuz, uzdbe2amov NPUMeHeHUs OUATUIHOU HCUOKOCTIU C HUZKUM COOepIHCaHUemM Kaaus u

kanvyus) (C).

Knacc Ila

1. B yenax emopuunou npogurakmuku BCC y nayuenmos, HAX00Awuxcsi Ha Ha

npoepamvmHom eemoouanuze Uiu NOCMOSIHHOM aM6leam0pHOM nepumoHeaibHom
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ouanuze NoKaA3aHo HasHaveuue 610Kkamopog aneuomeHnzuHoswvix peyenmopos (C) u AAIl

1l knacca (C).

B yenax nepsuunou npogunaxmuxu BCC y nayuenmos, Haxo0auuxcs Ha npocpammHOM

2eMooUanuze Ui NOCMOAHHOM GM6yﬂam0pHOM nepumoHealbHoOM ouanuze NnoKazaHo

naznauernue uAlld (B).

YV nayuenmos ¢ xponuueckoil 6one3nvro novex, u ocHogHviMu axmopamu pucka BCC
(vepooicatowumu  JiCU3HU apummuasMu U cucmonuveckou oucgyukyuer JDK) HKJ]-
mepanus  umeem NPeuMyujecmeo Hao MeOUKAMEHMO3HOU mepanuetli, OOHAKO Y
OUANU3HBIX  NAYUEeHmMOo8  OaazonpusmHuslll  3ghekm dmoeo  6uoda JaedeHuss Ha
svlocugaemocms He 0okazan. Pewenue 06 umnianmayuu UKJ] cnedyem npunumamo
UHOUBUOYATILHO C Y4EMOM COCMOAHUSL NAYUEHMA U OHCUOAEMOU NPOOOTHCUMENbHOCTIU
acusnu  (C). Haxooicoenue Ha npoepammuom eemooudanuse uiu  NOCMOSHHOM
amoOyniamopHOM — NePUMOHEANIbHOM — Ouaiuse, meMm He MeHee, He  OOJNHCHO

paccmMampusamv sl Kaxk peuarowuti ap2ymenm 6 noiv3y omkasa om umnianmayuu MKJJ.

Knacce ITb

1.

2.

B yensax nepeuunoti npogunaxmuxku BCC y nayuenmoe ¢ UBC, naxooswuxcsi Ha
NPOCPAMMHOM — 2eMOOUANU3e UAU NOCHOSHHOM — aMOYIAMOPHOM — NEPUMOHEATIbHOM

ouanuse modHcem 00CyHcOamuvcs Ha3HayeHue cenekmugnvlx bema-onokamopos (C).

B yenax nepsuunou npogunakmuku BCC y nayuenmos npu omcymcmeuu Npu3HaKos
NOPAadNCEeHUsl KOPOHAPHBIX APMeEPUtl, HAXOO0AUWUXCS HA NPOSPAMMHOM 2emMoouanuse uiu
HOCMOSAHHOM — AMOYIAMOPHOM NEPUMOHEAIbHOM — OUANU3E  MOMCem  00CYHCOAmbCsl

HaznayeHue Huxopanouna (C).

VI1.8. BCC npu 00J1e3HIX nepuKapaa

Pexomenganun no npopunaxkruxke BCC

Knacce 1

1.

Cmpamugpuxayus pucka u npogunakmuxa BCC y nayuenmog ¢ bonesHamu nepukapoa
ocyujecmensaemcs Ha OCHOBAHUU BbIAGNEHUS OCHOBHBIX U 8MOPOCENEHHbIX (DAaKmopos
pucka. I[Iposedenue npoghunakmuxu noopazymesaem, 8 mom yucie, umnianmayuro MKJ/]

nayuenmam ¢ ocHoguvimu gaxkmopamu pucka BCC, komopwvie nonyuaiom OaumenvHyo
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ONMUMANBLHYIO IeKAPCMEEHHYI0 MePAanuio, ¢ XOpouum QYHKYUOHATbHLIM CIMamycom™ u

6ﬂa€0npu}lH1HblM NPOCHO30M 6blofcusaemocmu 6 medyeHue 200a u bonee (C)

* - 0 METOJMKaX MPOBEACHUS OLEHKH ()YHKIIMOHAJIBHOTO CTaTyca Bbl MOXKETE MIPOYUTATH HA

caiire http://www.chcr.brown.edu/pcoc/functi.htm

VI11.9. BCC vy nannMeHToB ¢ XPOHUYECKOH 00CTPYKTUBHOM 00J1€3HBIO JerKUX

XpoHuueckass OOCTpYKTHBHast OOJIe3Hb JIETKUX (XOBJI) — omHo wu3 Haumbosee
pacnpocTpaHEHHBIX 3a00JIEBaHUI B3pOCIOrO HACEJIEHUS BO BCEM MHPE, KOTOPBIM CTpataeT oT 7
1o 18,2 % muu, crapiue 40 ner [304-306]. B nocnennue 25 net HabnarogaeTcs HEYKIOHHBIH POCT
cmeptHOocTH OT XOBJI 1 o nmporno3am skcneptoB kK 2020 rony JaHHas NATOJIOTHS 3aliMeET 3-€

MECTO Cpeliu Bcex npuuuH cmeptu [307].

XOBJI 9310 XpoHMYEeCcKOe 3a00JieBaHHE, XapaKTEPU3YIOLIEeCs MEPCUCTUPYIOIIUM
OTpaHMYEHUEM BO3AYIIHOIO IIOTOKA B JBIXaTEJIbHBIX MYTSIX, KOTOPOE€ OOBIYHO HOCUT
MIPOTPECCUPYIOUINI XapaKTep U CBA3aHO C BOCHATUTENbLHBIM OTBETOM Ha JUIUTEIHHOE BJIBIXaHUE
yacTull uiu ra3oB. Tsokects TeueHuss XOBJI Bo MHOrOM omnpezensercss 4acToToil 000CTpeHuit u
comytcTByromeit naronorueit [308]. Hanbomee gactoii comyTcTByromei npodaemMoii y 00IbHBIX
XOBJI sBAsIOTCS CEepACYHO-COCYIUCTBIC 3a0oJieBaHus, B OonbmuHCTBe ciydaeB HWBC,
ceplieuHass HeIOCTaTOYHOCTh, (GUOPWIUISIIIMKM TpeAcepArii U apTepuanbHas TunepToHus. [lo
JTAHHBIM KPYITHOTO HCClIeZ0BaHus, BKiItouyaBiiero oosnee 1800 maruenTtoB, y 60mbHbIX XOBJI
CyIIIECTBYET TOBBIIIEHHBIN, B 3,36 pa3a, PHUCK CMEPTH OT CEPJACYHO-COCYAMCTHIX COOBITUM B
1ejaoM U B 5,65 paza ot umemuueckoit 0osesnu cepana [309]. Mmeetcs npsimasi 3aBUCUMOCTh
pUCKa CMEpPTH OT BeIMYMHBI 00BbeMa (HOpPCHUPOBAHHOTO BBIIOXa 3a l-10 cekyHay (ODBI)-

IJIABHOTO KOJIMYECTBEHHOT'O KpUTEpUs OpoHXHanbHON o0cTpykuuu [310].

HpI/I OTOM, MALIMCHTBI, HAXOOAIIHUECCA Ha 0ollee JErKHuX CTaausax XOB.H, HMCIOT Iopasao
OoubIIe PUCKOB YMEPEThL HE OT JIBIXaTeJIbHOM HEOAOCTATOYHOCTH, a4 OT C@pI[G‘lHO-COCyI[PICTOﬁ

marojoruu [311].

OnuaeMuogornyeckue pAaHHble mo coderanuto XObBJI ¢ cepaeynHoil marosioruen
MPEJICTaBIISIIOT JOCTaTOYHO MIMPOKUM nuana3zoH uudp. Hanpumep, cpenu 14703 manuieHToB B
uccnenoBauun VALIANT, mnepeHocsmux ocTpblii MHGApKT MHOKapaa, okoio 9% wumenu
conytcrByromyo XOBJI, npu 3tom y 6onpHbix XOBJI Habmoganace 30% neTanbsHOCTH, B TO

Bpems kak npu otcyTcTBuM XOBJI ona cocraBmia 19%. bonee 27% nanuentoB XOBJI B 3ToM
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HCCIIEIOBAHUU CTpaJaliv CEplIEYHON HEIOCTAaTOYHOCTHIO 10 BKJIIOUEHHS B uccienoBanue [312].
B npyrom xpynHom uccnenoBanuu, npoananusuposasiieM 400000 rocriuranusanuii naueHTOB
XOBJI B oTieneHusi BETEpaHOB, COMYTCTBYIONIAs MMATOJOTHsI KOPOHAPHBIX apTepUil BCTpedanach

B 33,6% cayuaes [313].

[Tarorenernuecku croib yacras acconuanus XObJI, UBC, cepiedyHoil HEAOCTATOYHOCTH U
APUTMUHN OMPEIEIACTCS 1ETBIM PSIOM 00CTOSTENBCTB: Bo-1epBhIX, 3TO 00U JOMUHUPYIOIIHMA
dakTop pucka — KypeHHe. Bo-BTOphIX, 00a BHIa TATOJOTUU SIBISIOTCS 3aBUCUMBIMU OT
BO3pacta, 3a00JIeBaéMOCTh HMMH TIPOTPECCHMBHO Hapactaer mocie 50 ner. B Tperbux, -
peEMOIETMPOBaHUE TIPABBIX OTMEIIOB CEP/Illa SBISCTCS OTBETOM Ha Pa3BUBAIONIYIOCS JIETOYHYIO
TUIIEPTEPTCH3UI0. B  4YeTBepTHIX, - CHCTEMHOE BOCIAJICHUE, OKHUCIUTEIBHBIN  CTpecce,
runepkanuus, xapakrtepusle mia XOBJI, BeayT K yCKOpPEeHHIO MpPOIIECCOB aTeporeHe’a u
SBJISIIOTCS IPOBOKATOpaMH apuTMuid. I HaKoHEll, UMEET MECTO B3aMMHOE HETaTUBHOE BIIMSHHE
MEAMKAMEHTO3HOW Tepamuu, KOorjaa Mpenaparbl JUis JICUYEHUs CEepACYHOM MaTOJOTUU MOTYT

yxyamuth TeueHue XOBJI, a GpOHXONIUTUKY — TPOBOLIUPOBATH KUZHEYTPOKAIOIINE aPUTMHUH.
Crparupukanusi pucka

[Tpu onpenenenun crenenn pucka BCC y namuenta ¢ XObJI He00X0aUMO YUUTHIBATh

JBa OCHOBHBIX (baKTopa:
- CTCIICHb OI'PAHUYCHUS BO3AYITHOI'O ITOTOKA, OIIPCACIACMYTO IIPpU CIIMPOMETPHUH,

- aHaMHe3 MalKEHTa, MPEXIEC BCEro yKa3aHUs Ha HAJIU4KMe COIYTCTBYIOIIMX WM MEPEHECEHHBIX
3a0oneBanuii, yBenuuuBaroux y OonbHbIX XOBJI puck BCC, a Takke JeKapCTBEHHBIN

aHaMHC3.

[TarmenTsl ¢ BenmuuuHO O®DB1 Gonbimie 60% He MMEIOT JONOJHUTENBHBIX PUCKOB
paszsutusi BCC, mosToMy WX BeICHHWE HE OTJIMYAETCS OT BEJCHHS JAPYIHX ITalMEHTOB HE

crpanarommx XOBJI.

VY OonbHbIX co cHmkeHueM O®B1 Hmxe 60%, HO oTcyrcTBHEM (DaKTOpPOB pHCKa B
aHaMHe3e Iieyieco00pa3HO MEepUOJUYECKH MPOBOJUTH XOJTEPOBCKOe MOHHTOpupoBaHue DK

AJI1 CBOCBPCMCHHOTI'O BBISABJIICHUSA CKpLITOf/'I KapHHaHLHOﬁ IaTOJIOTHUH.

Haubonbmiero Baumanus B oTHoeHNH npoduinaktukn BCC tpebyeT rpymmna naiueHTos
¢ XOBJI, y kotopsix coueraroTcsi cHKeHHas BenmnmunHa ODPB1<60% u Hanmuuue 3aboneBaHUN

CepJIeYHO-COCYIUCTON cucTeMbl. B 3ToM ciaydae HEoOXOOUMO paccMOTPETh BO3MOXKHOCTh
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BHECCHHS M3MEHEHUH B IJIaH BEACHUS MamueHTa ¢ 1neibio npoduinaktuku BCC B coOTBETCTBUHN

NPUBEJCHHBIMH HIKE pekoMeHparusivu (puc. V11.9.1).

Puc. VI1.9.1. Crpatupuxanus pucka BCC y nannentos ¢ XOBJI

Pexomenganuu no npopuiaakruxke BCC

Knace |

1.

Knacc

Knacc

Ocobennocmu npogunaxmuxu BCC y 6onvnvix ¢ XOBJI 6asupyiomcs Ha evlasieHuu
OCHOBHbIX U BMOPOCHENEHHbIX (YAKMopos pucka. Imo noopaszymesaem, 8 mom yucie,
umnaanmayuro MKJ[ nayuenmam, umerowum ocnognvle pakmopwi pucka BCC, komopoie
noayuarom OIUMENbHYI0  ONMUMANbHYIO  JeKAPCMEEHHYI0 Mepanuio, ¢ XOPOUUM
@DYHKYUOHATbHLIM — camycom™  u  O1aconpusimiblM  NPOSHO30M  GbLJICUBAEMOCTIU 8
meuenue 200a u bonee (B).

Ilpu  ucnonvzosanue bGema-6a0KAMOPOB, NPEONOUMeHUe  OOIHCHO  OMOABAMbC
celeKmueHbvIM npenapamam, oroxupyrowum f-1 peyenmopuot (A).

la

YV 6onvnvix ¢ XCH naubonee npeonoumumenbHbIM Npenapamom, He NPU8OOSUM K
cHuocenuto OD@BI  (ochosHoli hakmop pucka) u Kavecmea HCU3HU, ABIAEMCS
ouconponon (B).

THayuenmvr XObBJI cmabunvno2o mevenus:, npuHumarowue meoQuiiun u -2 a2oHucmol

OuUmenbHo20 deticmeus He umerom nosviutenno2o pucka BCC (B).
b

Hueansayuonnvie xkopmukocmepouosvt ymeuvuiarom puck pazeumus BCC y 6orvubix
XOAKJI (B).

THoowcunvie 6onvnvie XOBJI, cmapuie 65 nem umerom menvuiuti puck pazeumusi BCC npu
npueme  UHIANAYUOHHBIX -2  a2OHUCMO8  OAUMENbHO20  Oelicmeus, yYem npu
UCNONb308AHUU  UHSAAYUOHHBIX ~ AHMUXOJIUHEPSUYECKUX NPenapamos OauUmeibHO20
oeticmeust (B).

IIpumenenue nopouiko8oll UHSANAYUOHHOU (POPMbL MUOMPONUYMA He VYEETUUUBAEN PUCK

BCC y 60onbnbix XOBJI (B).

Knace 111
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1. Crneoyem usbecamev HazHauenusi 6viCOKUX 003 -2 a2OHUCMO8 nayueHmam ¢
HecmadunibHoU cmenoxkapouell (A).

2. Ilpumenenue 14-unenHvix Makpoauodos (IPUMPOMUYUHA, KIAPUMPOMUYUHA) MOCEM
conpogodicoamscs yonunenuem unmepsara QT u ysenuueHuem pucka 603HUKHOBEHUs
arceny0oukogulx apummutl (ocnosnotu pakmop pucka BCC ) (B).

3. Hasznauenue uHeanayuoHHO20 unpamponuyma opomuoa nayueumam ¢ XOBJI
accoyuupyemcs c ysenuvenuem pucka BCC (B) .

4. bonvuvie XOBJI u XCH, nonyuarowue uneansyuouuvie [-2 a2oHUCmbl KOPOMKO20O
Oelicmeusi, umetom 6Oonee evicokuti puck BCC no cpaeuwenuro ¢ Jauyamu He
NPUHUMAIOWUMU NOO0OHbIe npenapamol (A).

5. Pewenue o nposedenuu aopmo-KopoHapHo2o wyrmuposanus y 6oavnvix XObJI ¢ ODPBI
< 60% O001HCHO NPUHUMAMBCA C YUEemOM Mmo20 ¢hakma, umo y OAHHOU Kame2opuu
NAYUeHmos8 pucK cmepmu 8 NoC1eonepayuoHHOM nepuooe 00cmosepHo guvluie (B).

*-0 MCTOJHKAX IIPOBCIACHHA OLICHKHU (bYHKI_II/IOHaJ'ILHOFO CTaTrycCa Bbl MOXKCETC IIPOYUTATh HA

caiire http://www.chcr.brown.edu/pcoc/functi.htm

VI11.10. BCC npu HeHpOMBIIIEYHBLIX 32001eBAHUAX

HacnencrtBeHHbsle  HeHpoMmbllleyHble — 3a00jeBaHMA  (MUOTOHMYECKAash  MBbIIICUHAs
nuctpodusi, curapom Kepnca-Celipa, muomuctpodusi Opba, muonatuss Imepu-Ipeiidyca,
JIpyrue BHJbl MHOINATHUH) MOTYT IMpeApacnojaratb K pPa3sBUTHIO MPEICEPIHBIX apUTMUM,
HapylmeHuid nposoauMoctu, AB-0nokane, moHomopdHoi KT mnu nomumopduoit KT nu BCC
[314-320]. KiuHu4eckue mposiBICHUsI, YKa3bIBAIOIIME HA BO3ZMOKHOCTh HATMYHs CyOcTpara Juis
pasButust BCC, noBonbHO pa3HooOpasHbl. BCC  sBisercss Xopomo MNpOTrHO3HPYEMbIM
BBISIBISIEMBIM ~ OCJIOKHEHHEM  HEKOTOPbIX  HEMpOMBIINIEUHBIX  3a00JeBaHUM,  OJHAKO
POTPEeCCHPOBaHKE HApPYIICHHH MPOBOJIUMOCTH MOKET ObITh Hempenckasyembim [321-330]. B
cilydae MOpa)keHUs CepAlla, B YaCTHOCTH, IPU MBIIMIEYHON TucTpoduu, HEOOXO0IUMO 00paIiaTh
BHUMaHME Ha MUHUMAaJbHbIE KIMHUYECKHE CHUMITOMBI MM 3JIEKTpoKapauorpapuieckue
nposiBIIeHUs! mpu omnpeneneHun nokaszanui k ummaantauuu OKC wnmum MKJ u npoBeaenuro

yHT0DDU.

Pexomengaunu no npopuiaakruxke BCC

Knacce 1
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1. Cyvwyecmsyrowas cmpamughuxayus pucka BCC y nayuenmos ¢ HeupoMbludeUHbIMU
3a001e6aHUAMU NOOPA3YMesaem 6blaslleHue OCHOBHLIX U 8MOPOCMENEeHHbIX (PaKmopos
pucka. Ipunyuner npoguirakmuxu BCC He omauuaromcs om mex, KoOmopule

NPUMEHSAIOMCA NPpU IedeHUU NayueHmos 6e3 Smux paccmpoicms (A).

Knacc IIb

1. Umnnammayus DKC mooxcem obcyxcoamvcs y NayueHmos ¢ HACAe0CMBeHHbIMU
APOCpeccupyiouumMu HepupoMblUeYHbIMU 3a001e6aHUAMU (Hanpumep, MUOMOHUYECKAs.
oucmpodghus, cunopom Kepuca-Cetipa, muooucmpogus Ipba, muonamus IOmepu-
Hpetigpyca u m.0.) ¢ naruuuem maxozo gaxmopa pucka BCC kax AB-6noxada (6 mom
yucie AB-6nokadvl | cmenenu), Komopulil s61€MCsL OCHOGHLIM Y 3MOU  2PYNnbl
nayueHmos, 0asxce npu OMCymcmeuu KiuHUYecKou CUMRIMOMAmuKky. Imo 00yCclo61eHo
mem, 4mo y OONbHbIX OAHHOU KAMe2opUU B03MONCHO OCMpOe NPOSPecCUpOBaHie

HapyweHul AB-nposooumocmu (B).

VII1.11. BCC v naiMeHToB ¢ KAHAJONATHUSIMHA U CHHIAPOMOM PaAHHEH

PpENnoJIsApPpU3aANNHU KEJIYI0IKOB

CungpoM ymimHeHHOoro uHTepBaia QT, cunapom ykopodeHHoro wHTepBama QT,
cuHapoM bpyrajga u kaTexolaMHUHEpruyeckas MOIMMOp(HAs >KeTyaouKoBas TaxUKapaus,
SBJISIIOTCSL PEAKUMH HACJIEJCTBEHHBIMU 3a00JI€BaHUSIMU, BBI3BAaHHBIMM HApYIIEHHEM pPaOOThI
MOHHBIX KaHaJIOB (KaHanomaTusiMu). IlaroreHermyeckn OJUM3KUM K  BBIIICO3HAYEHHBIM
3a00JIeBaHUAM CJIEyeT CUYMTaTh CUHAPOM paHHeW penoispuzanuu xenynoukos (CPPX).
OpHako, CTpOro roBoOpsi, OTHECEHHE MOCIEIHEro K pyOpHKe KaHaJoMaTHH 10 HacTOSILEro
BpeMeHH He yupexaeHo. OHU 0OyCNOBJIEHBI MyTaluei(-sIMH) T'€HOB, KOAUPYIOMIUX JIHOO
CTPOCHHE TMOPOOOPA3YIOMINX OENKOB, JTUOO CHENM(PUIECKUX CBSI3BIBAIONINX W CTPOUTEIBHBIX
0eJIKOB MOHHBIX KaHAJIOB, a TAKXKe€ PELENnTOpPOB U (PEpMEHTOB, KOTOPHIE SBISAIOTCS KIIFOUEBBIMU
CTPYKTYpHO-(DYHKIIMOHANBHBIMU ~ KOMIIOHEHTAaMH  HOpPMaJbHOM  uiau  aOHOpMaibHOU
ANIEKTPO(U3NOIOTHUECKON  cucTeMbl  cepiaua. KiuHuyeckas 3HAYMMOCTh — KaHaJOMaTHH
00yCIIOBJIEHa TE€M, YTO BCE OHU COIPSIKEHbl C I€HETHYECKU JAETEPMHHHPOBAHHBIM BBICOKUM

puckoM Bo3HMKHOBeHHsI BCC npy OTCYTCTBUM CTPYKTYPHBIX aHOMAJIMI cepala.

VI1I1.11.A. Cunapom yaauHeHHOro nutepsaaa QT
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Cunapom ymmmaenHoro wuutepBama QT (LQTS) — mHacmeacTtBeHHOe 3abojieBaHME,
XapakTepu3yroleecs natojaornyeckum ymmnenueM uarepana QT wa OKI' mokos (QTc > 460
Mc y xeHIMH 1 QTc > 440 MC y My»X4YUH), CHUHKOIIAJIbHBIMH COCTOSIHUSIMU U BBICOKUM PHUCKOM
BCC Bcrnenctue pa3BuTus MoJMMOPGHON ey I0UKOBOM TaXUKapIuu TUNA NUpYIT («torsades

de pointesy).

CymectByeT Heckonbko kiaccudukammii LQTS — mo mexaHwsMmy HacienoBaHUs |

CONNYTCTBYIOIIIUM KIIMHUYCCKUM IIPOABJICHUAM BBIACIIAIOT 2 THIa CUHApOMaA:

1 tun - cuaapom Pomano-Yopaa (RWS), oOycioBien wmyTauusMu B 12-TH pa3n4HbBIX

reHax, nepeaacTca ayroCOMHO-JOMUHAHTHBIM ITYTCM.

2 tun - curgpom J[xepeta-Jlanre-Hunbcena (JLNS), oOycrmoBiern myranmusiMu B 2-X
reHax, epeIaeTcss ayTOCOMHO-PEIIECCUBHBIM ITyTeM. SIBisieTcs mpuanHON npubiauszurensHo 1%
BCEX CIly4aeB BPOXKIECHHOH TIyXOHEMOThl. BpokIeHHas TiyxoTa sBIsIeTCS 00sS3aTelbHbIM
OTJIMYUTEIHHBIM MPU3HAKOM, OHA JBYCTOPOHHSS, MEPIENTOPHOTO TUIIA, HE 3aTparuBaeT HU3KUN
3BYKOBOW cmiekTp. BosHumkaer BenenctBue mnorepu (ynkumm KoprueBa oprana, wu3-3a
KPUTHYECKOTO CHIDKCHHS KOJMYECTBA HMOHOB KaMsg B OMBbIBaromied ero xuakoctu. LQTS
oOHapy»XeH BO BCceX 3THUYeCcKuX rpynmnax. Bpoxaennsiit curnpom LQT BeTpedaercs ¢ wactoTo
1-2:10000 u obycnaBnuBaer okono 3000 mneTanbHBIX HCXOJOB exeroaHo. IlepBblii THM
cuanpoma (RWS) Berpeuaercs wame - 1:5000-7000, Bropoit Tam (JLNS) pexe 1,6-6:1000000,

onHaKko B JlaHuM BCTpeuaeMocCTh ero 3HaunTenbHo Bhime 1:200 000.
B 3aBucumocTu ot kimuHHYeckoro BapuanTta TeueHus LQTS BeigensroT:
1. u3onmupoBanHoe yanunenne narepsana QT (40%);
2. cunkone ¢ yamaennem uaTepaia QT (38%);
3. cunkorne 0e3 ymmHeHus uatepana QT (11%);

4. ckpeitass dopma — «Hemoey, nareHTHoe TeueHue (11%), koTopas mpedmonaraeT HajaHM4due
BbICOKOrO pucka cuHkorne 1 BCC 6e3 kakux 1160 0oueBUIHBIX (DEHOTHUMMUYECKUX MPOSBICHUN
3a0oneBanus. [locieqHuil MOXXHO C BBICOKOM BEpOATHOCTHIO JUArHOCTHPOBATH TOJIBKO
PETPOCHEKTHBHO, IOCJIE BHE3AIMHOM CMEpPTH POJCTBEHHUKOB NMpOOaHJa, CUMTABIIMXCS paHee

MPAKTUYCCKU 3JOPOBBIMHU.
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VY Mmyx4nH 3a00ieBaHUE MPOTEKAET B OOJiee OCTPOH M 3J7I0KAYECTBEHHOM (opme, uTo
XapakTEepHO Ui BCEX BO3PACTHBIX TPYNN U, OCOOCHHO, IJISi TMOAPOCTKOB. PHCK pa3BUTHA

cunkone 1 BCC y jxeHIIMH BO3pacTaeT K epuo/1y I0JI0BOTO CO3PEBAHU.

LQTS pasBuBaercst BciencTBue MyTauuid B 13 reHax, Ha OCHOBAaHHMH 4Y€ro BBIACISAIOT 13
reHotunoB cuHapoma LQT. Oto myranum B 6-Tu reHax kaiaueBbix kaHanoB (KCNQ1, KCNH2,
KCNEL, KCNE2, KCNJ2, KCNJ5), 2-x renax HarpueBbix KaHanoB (SCN5SA, SCN4B), 1-om rene
kanbpiueBbix kKaHaoB (CACNALC) u 4-x reHax crienn(pUUecKrX CBS3BIBAIOIINX M CTPOUTEIBHBIX
oenkoB (AKAP9, ANK9, CAV3, SNTAL). B pesynbrare 1u00 CHUKACTCS KOHIICHTPALIMS HOHOB
KaJus B KJIETKE, JIN0O YBEIMUEHUBACTCS KOHIICHTPAI[MH MOHOB HATPUS U KaJbIUs U HAPYIIAETCs

Na/Ca o6MeH, 4To crtocoOCTBYET YBEIHUEHHIO UTMTEIBHOCTH OTEHIIMAA JCHCTBU.

[Tepsorii renotun cunapoma (LQT1) camelit pactipocTpaHeHHbIH B BeTpedaeTcss B 35-50%
ciydaeB Bcex BapuanToB cuHapoMa LQT u B 90% cimyuaeB 00yciaoBIMBaET pa3BUTHE CHHAPOMA
Hxepena-Jlanre-Hubcona, B To Bpemst Kak octaiibHble 10% CBS3aHBI C MATHIM T€HOTUIIOM
(LQTS). Bropoii renotun cunapoma (LQT2) Berpeuaerces B 25-40% ciydaes. IllecToit reHoTHIT
cunapoma (LQT6) dpenorunmuecku cxomeH ¢ LQT2, Ho BcTpeuaercs ropazmo pexe. Tperuit
reHotun cunapoma (LQT3) Bctpewaerca B 5-10% ciydaeB. OcranbHble T€HOTHIIBI SBISIOTCS

HauboJsee peaKuMH popMaMu U BCTpeUaroTcs MeHee 4eM B 1,5% cirydaes.

Cunopom Andepcena

Cunapom Amngepcena (waum LQT7) - pemkoe HacieACTBEHHOE 3a00JieBaHMS,
XapaKTepU3yeTcsl MEePUOANYECKH PAa3BUBAIOIIMMCS TUTIEP- U TUMOKATUEMUYECKUM MapalnyoM,
HApYIICHUSAMU Pa3BUTHs CKeleTa, TUCMOPPUYECKUMU MPU3HAKAMU, YIJTHHEHHBIM WHTEPBAIOM
QT, XemyI0YKOBBIMH apUTMHUSIMH, ClieluuIecKkuM 3yormoM T W 4acTO OYEHb BBIPAKCHHBIM
syorom U [331, 332]. Cunapom cBsizan ¢ myramusmu B TeHe KCNJ2, konupyromem KaineBbie

kanaisl Tuma Kl.

Kuzneyrpoxaromue XA 10cTaToOuHO peAKH Y OOJNBHBIX C CHHIPOMOM AHAEpCEHa, HO,
HECMOTpS Ha 3TO ObUIM OMHCAHBI 3MU30Jbl BHe3amHOW cmepTu [332-334]. OmnwiT JeueHus
HEBEJUK. Y MOJIOJION KEHIMHBI ¢ CUHApOoMOM AHzaepceHa u myrtauueil R218W B rene KCNJ2
JeYCHHEe aMHOJApOHOM W  aleTa30JaMHI0M BBI3BAIO TPOJOIDKUTEIHHOE yIydIlIeHHE
KapIMOJIOTHYECKUX ¥ MBIIMICYHBIX CHMIITOMOB. l[lepmomuueckuii mapanud B OOJBIIMHCTBE
CllyuaeB MOKET OBbITb MpeNoTBpallleH NpHeMOM IpemaparoB Kamus per os [335].
[TonoxutensHbIN dPPEeKT 0T P-aApeHOOIOKATOPOB y 3TOM KaTeropuu OOJNBHBIX HE JIOKa3aH.

ﬂaHHBIe O IMMOJIOKHUTCIIbHOM BJIIMAHUU 6J'IOKaTOpOB KaJIbIIUCBBIX KaHAaJIOB B OTHOIICHHUU apUTMHU
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TAaKXXC OCHOBAHBI Ha KIIMHUYCCKOM OIMMCAHUHU OJAHOTO €IMHCTBCHHOI'O CiIy4das. COO6HIaeTC$I 00

3 PEKTUBHOCTH aHTHApUTMHUYECcKoro JeueHus npenaparamu | C kimacca — pnexaunuaom [336,

337] u sratmzunom [338].

Cunopom Tumomu

Cungpom Tumorm (mmm LQT8) — peakoe HacieACTBEHHOe 3abojieBaHUE,
xapaktepusyercs yuiuHeHueMm wuHTepBana QT, daranbHbIMU apUTMHUSIMH, CHHIAKTUIIUEH,
TUIOTTIMKEMHUEH, TUIIOTEPMHUEH, 3aMeUICHHEM YMCTBEHHOTO PpAa3BUTHUS, BPOKICHHBIMU
MOPOKAaMU Cep/Ilia, UMMYHHBIM Je(DUITUTOM, BPOKICHHBIMUA aHOMAIUSAMU PA3BUTHUS U AyTH3MOM.
Onucana mnpexonsmias AB Onokaga Ttuma 2:1, BO3HHMKaromas BCJIEICTBUE YBEIMUYEHUS
JUINTETILbHOCTU  TEpHOJa PENoNSIpU3allud  JKEIYJOYKOB, a HE BCIEJACTBUE HapyIICHUS
npoBoauMoctd B AB-coequnenuu [339, 340]. Cunnpom TumMoTH acconquupoBaH ¢ MyTalUsIMHU B
reae CACNALC, kogupyromieM o.1-cyObequHUITY KalbIMEBbIX KaHAJIOB. MyTallus CIIoCOOCTBYET

Pa3BUTHUIO BHYTPUKJIIETOUHOM NEPErpy3KH HOHAMHU KaJIbIUS BO BCeX TKaHsX [341].
I'enernyeckue ocobennoctu cuapoma LQT

1. 2 U3 5 HOCHTENEH MYTAHTHBIX aJUieNiel He UMErOT yamuHeHus QT.

2. [leneTpaHTHOCTH HU3KAs M pa3iuvHAa y pa3HbIX TUIOB cuHapoMa LQT1<LQT2<LQT3.

3. IleHeTpaHTHOCTh CYIIECTBEHHO YBEJIUYMBAETCS NMPU NPUMEHEHUU CPENCTB, YIIMHSIONINX

unTepsan QT.

4. becCHMITTOMHBIE HOCHUTENHM MATOJOTMYECKHX ajuleield MMEIOT MEHBIIMHA pPUCK (aTaabHBIX
apUTMHM, HO 3TOT PUCK CYIIECTBEHHO IMOBBIIIAETCS B Cllyyae MpUEMa JICKApCTB, YUIMHSIOMINX
untepBas QT. [Ipumepno y 20% O0abHBIX, UMEIOLIUX BTOpUYHOE y/uinHeHne QT, BBIABIAIOTCA

cneruduueckue st LQTS myranum.
5. Koppensiiust MexXay TeHOTHIIOM U (heHOTHITOM mMeeTcs Toibko y LQT1-LQTS.
6. Bricokas reHeTHYeCKas reTeporeHHocTh: 13 reHoB, Oonee 760 MmyTanuii.

7. Hacnenyercs MpenMyIIECTBEHHO ayTOCOMHO-IOMUHAHTHBIM TiyTeM, a LQT1 u LQTS eme u

AyTOCOMHO-PEIICCCHBHBIM.

8. 5-10% cnyuyaeB cunapoma LQT pa3BuBaeTcsi BCIEICTBUE CIIOHTAHHBIX CIOPAAMYECKHX

MyTaruim.
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9. 20-25% cnyuaeB cunapoma LQT sSBASIOTCS TeHETUYECKU HEYJIOBHUMBIMH, YTO TpeOyeT moucka

HOBBIX ITPUYUHHBIX MyTaL[I/II\/'I.

10. ¥V psina 601bHBIX (PUKCUPYIOTCS MYTALlMU CPa3y B HECKOJIBKHX T'€HaX, YTO MPUBOJIUT K Ooiiee

BBIPAXKCHHBIM KIIMHUYCCKUM IIPOABJICHHUAM 3a00JIeBaHUs.

B HaCTOAIICC BpEMs C€CTh TCXHHUYCCKUEC BO3MOXXHOCTH HUCCICIO0BaHUsA MOJHOH

[10CJIEI0BATEILHOCTH KOJUPYIOIIEH YaCTH COOTBETCTBYIOIIEro reHa [342-344].
Crparupukanust pucka

Ha ocHoBaHuM 3HaHUS TreHOTWIA, Toja M 3HauyeHUMM HHTepBana QT mnpousBoauTtcs
cTpatuduKalMs pHCKa pa3BUTHUA CHUHKOIME, >XemyqoukoBbiXx aputmuid u BCC (Tadiauua
VI1.11.1). [345, 346]. IlpoBenenue Tecta ¢ PU3NYECKON HArpy3KOH, KOTOPBIA y OOIBHOTO C
CUHKONAJIbHBIM COCTOSIHUEM B aHAMHE3€ IPOBOLIUPYET Pa3BUTUE NOJUMOP(PHOMN KETyJOUYKOBOM
TaXWKapIuu W/ WU BeIpakeHHoe (Oonee 520 Mc) yIauHEHHE KopperupoBaHHoro uHTepBana QT
U anpTepanuio 3yoma T,  sBISeTCS MOMOJMHUTEIbHBIM (DAKTOPOM, YTBEPKIAIOIINM PHCK
pa3BUTHUSA KU3HEYTpoKaomux aputMuii [347]. EcTh equHu4HbIE JaHHBIE, KOTOPbIE YKa3bIBAIOT,
YTO TUIl MyTallUM MOYKET UMETh CYLIECTBEHHOE 3HAUE€HUE B OIPEAEICHUH IIPOrHO3a O0JIBHOTO U
MOKET OBITh OCHOBaHHMEM JyIsi TpeBeHTHBOM umrutantaiuu WMKJ[ . Dto kacaercs myraruu
A341V rena KCNQ [348]. Bosbabie JLNS, cunapomom TUMOTH ¥ APYTHMH FOMO3UTOTHBIMH
CHUHJIpOMaMHM, TOJBEepXkeHbl Haubosee BbicokoMy pucky BCC yxe B nerckoM Bospacte. Y
O0onbHBIX, peaHumupoBaHHbIX T1ocie BCC, Haubonee HeONIaronpusTHBI MHPOrHO3 C
OTHOCHUTEJIbHBIM PUCKOM ITOBTOPHOI OCTaHOBKH cepla, paBHbIM 12,9. PacnonokeHue Mytanuu
B MOPOOOpPa3yIOIIeM perruoHe Oelka CUUTAETCS HE3aBUCUMBIM T'€HETHYECKHM (DaKTOp pHUCKa
BCC, conocraBumeiM ¢ yamuHeHueM QTc>500 mc [349]. Puck cmeptH y OGeCCHMITOMHBIX

HOCHTENEH MyTalluii, MpuBOAsIIMX K pa3Butuio LQT1, MmakcumaieH B Mosogom Bo3pacte [350].

PexoMenganuu mo TeHETUYICCKOMY TECTUPOBAHUIO

Knacce |
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1. PexomeHO08aHO BLINONHAMb 2eHEMUYECKOe MEeCMUPOBAHUE HA HAIUYUE BPONCOEHHOZO
cunopoma yonunennozo unmepeana QT ecem Oemam u nooOpocmkam ¢ YOIUHeHuem
unmepsana QT na IKI nokos (QTc > 460 mc y nuy scencrkoco nona u QTc > 440 mc y
MYcKoeo), umerowum ocHoeuvle ¢hakmopwl pucka BCC (nHeoOwsacHumble cunKone,
cepoeunvlli apecmom 6 anamuese, cemelinviii anamues BCC), a maxoce Odemsm,
cmpadarowum snuiencueil be3 a¢hghexma om cneyugpuueckou mepanuu (B).

Knacc lla

1. I'enemuueckoe  mecmuposanue  peKOMEHOOBAHO  6CeM  OONbHLIM,  UMEIOWUM
svicokoseposmuvlti  ouacno3 LQTS, ocnosanmwiti na Oanuvix aumammesa, IKI-
¢enomunuposanuu 3abonesanusi (Ha ocHosamuu 6vinoaHeHHvlx 12-kananvnou IOKI' 6
noKoe u/unu 6 xooe nposeoeHusi YYHKYUOHAIbHBIX NPoO ¢ u3uueckou Hazpy3Kou uiu
ungysueti kamexonamunos) (C).

2. ['enemuueckoe mecmuposanue peKOMEHO0B8AHO 6CeM OECCUMNMOMHBIM OONbHBLIM, Y
komopwix Ha cepuu 12-xananvuwvix IKI nokos eviasnisemca QTc>480 mc (Oemu) unu
OTc>500 mc (83pocnvie) 6 omcymcmeuu 3a001€6anHUll UNU COCMOAHUL, CHOCOOHLIX
evizgame  yonunenue unmepsara QT (makux, Kak 21eKmpoaummuvie HAPYUIeHUs],
eunepmpoghusi muoxkapoa, o1okaoa Hoodicek nyuxa luca u m.o.) (C).

3. Ecmu eememuueckoe ucciedoganue y npobaHoa npuseeno K 6blAGIeHU0 Mymayuu,
omeemcmeennou 3a LQOTS poocmeennukam nepeoi u 6mopou cmeneHu poocmed,
He3a8UCUMO OMm KIUHUYECKO20 (HeHOmuUnd, HnOKA3aHO CeNeKMUBHOe 2eHemu4ecKkoe
mecmuposarue (C).

Knacce llb

1. Ilpu ewiaenenuu yonunenus QT, 6bI36AHHO20  NPUMEHEHUEeM JeKapCmEeHHbIX
npenapamos, 2enemuieckoe mecmuposanue npedocmasisient 03MONCHOCIb GblAGUMD

HOCUMEeNbCME0 Mymayuti, omeemcmeeHnuvlx 3a nepeuutvle popmol LOTS (B).

2. Ecmu omcymemeyent  603MONCHOCMb  mMeCmupoeaHusl e6cex U36eCniHblx Mymauuﬁ,
BO3MOIHCHO npoge()eHue CelIeKMUBHOCO AaAHAAU3A 2€eHO06, OMEEMCMBEHHbIX 3a LQT]'3

(KCNQI, KCNH2, SCN54) (C).

3. Mna poocmeennuxos Ooavhvix 1-2 cmenenu ¢ emopuuHbIM CUHOPOMOM YOTUHEHHO2O0

unmepeana QT pexomendyemcs svinonnenue 12-kananvroi IKI noxos (C).
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HpodpunakTuka BCC

HN3menenns oOpa3a sku3HM. Eciy T€HOTHII CHHApPOMA YCTAaHOBJIEH, TO H3MCHECHHE
o0pa3a JKM3HU PEKOMEHIYETCS MPOBOIUTH C YYETOM BIMSHUS CHEIM(DPUIECKHX TPUTTEPHBIX

MeXaHU3MOB (paTanbHbIX HCX00B [345, 351-354].

bompapiM ¢ LQT1 um LQTS pekomeHayeTrcs MaKCHMAalbHO OTPAaHUYHUTH (DU3NYECKUE
Harpy3Ku, OCOOCHHO COCTS3aTENIbHYIO CIIOPTUBHYIO NEATEIbHOCTH [355], muiaBaHue, CHpPHHT,

TaHObI WA OCYIIECTBJIATh UX IIOJ Ha6J'IIOI[eHI/IeM Bpaya.

boneueiMm ¢ LQT2 m LQT6 cinemyer m3beraTh BO3ASHCTBUS CHIIBHBIX SMOIMN (CTpax,
37I0CTh, IUIa4, 5K3aMEHbl), BHE3ANMHBIX aKYCTHUECKUX CTUMYJIOB (OYIWJIbHHUK, CHUTHAI
aBTOMOOWIISI, 3BOHOK Telle(hoHa), OCOOCHHO BO BpeMs CHa. J[Isl HUX TakXe SIBJISIETCS BBICOKO
PHCKOBBIM B OTHOIICHUH Pa3BUTUS KapAuanbHbIX coObiTui (KA, BCC) nmocnepoaoBsiii mepuoI.
Kpome Toro, TpureppoM MOKET SIBUTHCS TIPUEM JICKapCTB, yutuHsomux uatepsan QT [356]*.

Crnenyer usberaTh npuemMa MUIIEBBIX J00ABOK C HEONPEACIEHHBIM XUMHUUYECKIM COCTaBOM.
* - nepeuerb MeOUKamMenmos cooepicumcs na cavime \WWW.Qtdrug.org

Jleuenue. Ha ocHoBanuu 3Hanus reHotuna cunapoma LQT ocymectBusiercss moadop
WHJIUBUJIyaJIbHOW TEpareBTUUYECKOM CTpAaTeTuu, BKJIKOYAs HE TOJIbKO PEKOMEHJALUU [0
W3MEHEHUI0 00pa3a KU3HU, HO U MO0 MPUMEHEHHIO CIIeM(PUIECKUX JIEKapCTBEHHBIX MIPEnapaToB

u umriiantarun UK [342, 357-359].

CBOEBpeMEHHO Ha3HAa4Y€HHash MEJWKaMEHTO3Has Tepamnus (IIPeuMYyIIeCTBEHHO OeTa-
6J10KaTOpbI) MPeAOTBpALAeT CUHKOME Oosee ueM y 87% O6onbHbIX. OHaKO B-aeH00I0KaTOPHI
MeHee 3QdekTuBHBI y O0nbHBIX ¢ TreHoTunoM LQT2 u BoobOme He 3hdekTuBHB (M gaxe

IPOTUBOITIOKA3aHbl) Y 00JbHBIX ¢ TeHoTHIIOM LQT3 [360].

Nmvmnanranus UK]l sBnsercss MeTogoM BbIOOpa i JICUEHUS] TaKUMX OOJBHBIX MPH

AMU30/1aX CEPJICYHOr0 apecTa B aHaAMHe3€ U NMpH HEAI(P(PEKTUBHOCTH KOHCEPBATUBHOM Tepanuu

[342, 360].

XUpyprudeckoe yJaJeHUuE JIEBOTO 3BE3A4YaTOro TaHIJIMs, IPOBEAECHHOE C LEJbI0
YCTpaHEHUS] ACCHMETPUYHON CHUMIIATUYECKOW BETE€TaTUBHONM MHHEPBALMU CEpPALA, SABIISIOIIEHCS

ApPUTMOTEHHBIM (PaKTOPOM, IIPUBOAUT K HEKOTOPOMY yKopoueHuto natepBana QT [361] .
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beccuMIITOMHBIM HOCUTENSIM MyTallMi MOKET OBITh PEKOMEH/I0BaH MPO(HUIaKTUYECKUI

npuem Oeta-0okaropos [358, 359].

Pexomenganun no npodpunaxkruxke BCC

Knacec 1

1

Knacc

Bonvhvim ¢ yemanosiennvim 0uacHo30om (KIUHUYECKU UW/UIU ¢ NOMOWbIO MONEKYISPHO-
2eHeMUYecKo20 UCCie008anust) cunopoma yorunennozo unmepeana QT pekomendyemcs
usmeneHue oopasa dcusnu (B).

Bonvhvle ¢ yemarnosnennvim ouacho3om (KIuHUYeCKu u/uii yCmaHo8IeHHbIM ¢ HOMOWbIO
MONEKYISAPHO-2EHEMULEeCK020 UCCLe008aHUsL) cunOpoma yonunenHozo unmepsana QT He
OO0JICHLL NPUHUMAMDb IeKAPCMBEHHble NPenapamol, KOMopbvle 6bi3bl8arom YOIUHeHUe
unmepsana QT (B).

B yenax nepsuunoii npogunaxmuxu BCC 6016HbIM ¢ OUACHO30M CUHOPOMA YOJIUHEHHO20
unmepeara QT (LQT3), ycmanosnennvim ¢ nomowwpro MONEKYIAPHO-2eHEMUUEcKo20
uccnedosanus, pexkomenoyemes umnianmayus UK/ (B).

B yenax emopuunou npogurakmuxu BCC nayuenmam ¢ 0OuazHo30mM CcuHOpoma
yonunennozo ummepsara QT (LQTL, LQT2, LQTS u LQT6), ycmanoserennviv c
NOMOWBIO MONEKYTIAPHO-2EHEMUUECKO20 UCCIe008AHUSL, UMEIOWUM VKA3AHUSL 8 AHAMHEe3e
Ha 9nu300 cepoeuHo20 apecma (OCHOBHOU (akmop pucka) pekomeHOyemcs
umnianmayus UK/] (B).

Ila

bema-aopenobnokamopwt  pexomenoyromes nayueHmam ¢ OUASHO30M — CUHOPOMA
yonunennozo unmepeara QT (LQTI wu LQT5), ycmanosnennvim ¢ nomowwio
MONEKYNAPHO-2eHemuiecko2o uccieoosanus (B).

Hasnauenue npenapamog xanus pekomenoyemcs NAyueHmam ¢ OUacHO30M CUHOPOMA
yonunennoco unmepsara QT (LQT2 u LQT6), ycmanosnennvim ¢ nomowwio
MOJLEKYIAPHO-2eHemU4ecko2o ucciedosanus (B).

Hasnauenue AAIl 1B knacca pexomenoyemcs nayueHmam ¢ OUACHO30M CUHOPOMA
yonunennoco unmepsana QT (LQT3), ycmawnosnennvim ¢ nomowplo MOAEKYIAAPHO-
2eHeMUYeCcKo20 UCCe008aAHUAL.

Hmnnanmayus UKJ] onpaédana nayuenmam ¢ KIUHUYECKUM OUACHO30M CUHOPOMA
yonunennoeo unmepsana QT ¢ nanuuuem ocHosHwvix axmopos pucka BCC (cunxone

U/UU HCenyo0ouKosvle apummuu) Ha ghorne npuema S-aopenodiokamopos (B).
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Knacc 1lb

1. Broxamopwr xanvyuesvix xaumanos u AAIl B knacca mocym 6Ovimb Ha3HaueHbl
nayueHmam ¢ ouacno3om cunopoma yoaunennozo unmepsara QT (LQT2 u LQT6),
VCMAHOBNIEHHBIM C NOMOWBIO MONEKYIAPHO-2EHEMUECKO20 Uccaedosanus (B).

2. BeccumnmomHuviM HOCUmMeENAM NPUYUHHBIX MYMayuti modxcem ObiMb PeKOMEeHO08AH
npoghunaxmuueckuii npuem bema-oroxamopos (B).

3. JlesocmoponHsaa cumMnamaKmomus mMoxcem 00CyHcoOamovcs y O0NbHbIX € KIUHUYECKUM
ouazHo3om cunopoma yonuumennozo ummepsara QT, umerowux ocHosHvle @GaKmopbsi
pucka BCC (ykazaumus 6 amammeze Ha 3nu300 cepoeurnoeo apecma, KT no muny
«nupysmy) Ha gporne npuema bema-adpernoo10kamopos (B).

Knacce 111

1. Hasnauenue 6Gema-610kamopos U HUKOPAHOUNLA NPOMUBONOKA3AHO OONbHLIM C
ouaznoszom cunopoma yonunennozco ummepsara QT (LQT3), ycmanoenrennvim c

NOMOWbIO MONIEKYIAPHO-2enemuyecko2o ucciedosanus (C).

VI1I.11.b. Cunapom ykopoueHHoro unrepsajia QT

Cunmpom ykopodenHoro wuHtepBaga QT (SQTS) — reHerwuecku 0OYCIOBIEHHOE
3a00JIeBaHMe, XapaKTepu3yroieecs: ykopoueHueM, kak adcomorHoro (QT < 300 - 340 mc), Tak u
koppurupoBanHoro (QTcC < 320 mc) 3Hadenus wHTepBaTa QT, BBICOKUM, CHMMETPUYHBIM,

OCTPOKOHEYHBIM 3yO1noM T u GoJbIIMM CIEKTPOM HapylleHuil cepieuHoro putma ot DIl no

KA.

O6mopox u BCC 00bIuHO ciyyaroTcst B COCTOSIHMM NMOKOSI MJIM BO cHe. OOMOpOK TMpu
cugapome SQT Bcrpeuaercss MeHee yacto, yeM BCC, kotopast siBisieTcsl NEPBBIM MPOSBIEHUEM

3a00J€BaHUs Y OOJBIITUHCTBA MAIIUEHTOB.

Juarnoctuueckue kputepun SQTS [362], ocHOBaHHbIE Ha OalbHOM OICHKE

KJIIMHWYECKUX JAHHBIX U JAaHHBIX TEHOTUITMPOBAHUS, TIpeACcTaBieHbI B TadanmeV 11.11.2.

[Ipu sTOM cuHApOMeE oTMeuaeTcst ocliabienue aaantauuu uaTepBana QT K U3MEeHEeHUsSIM
YCC, u nosToMy ero usmepenus 1enecoodpasto ocymectsisath npu YCC okono 60 B MUHYTY
JUIS WCKIIIOYEHUS HWCKAXEHHUS pe3ylbTaToB, BHOCHUMBIX (opmynoil koppekuuu bazerra.
HeoOxonumMo uCKiIIOYEHHE BTOPUYHOIO XapakTepa HW3MEHEHMH, TaK KaKk K YKOPOUYEHHIO

HHTEpBAJIa QT MOTYT HOPUBOAWUTH TAaKUC COCTOAHUA KaK THUIICPKAJIBIUCMUSA, THIIOKAIINEMMUA,
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HHTOKCHKAIUA CEPpACYHBIMUA INIMKO3WAaMHU, alli03, TUII0- WJIW THUIICPTEPMUA, IIPUEM HECKOTOPBIX

AAT (mukcenuTus, Tokaunun). Pacnpoctpanennocts SQTS He u3BecTHa.

3a pa3BUTHE TUNUYHBIX KIMHUYECKUX TMPOSIBICHUN BpOXKACHHOTO cuHApoma SQT
OTBETCTBEHHBI MYTAaIllMU B 5 pPa3IMYHBIX T€HAX, HA OCHOBAHWU YETO BBIICISAIOT 5 T€HOTHUIIOB
curgpoma SQT. Dro myranuu B 3-X reHax kanueBbix KaHanoB (KCNQ1, KCNH2, KCNJ2) u 2-x
renax kanblreBbix KaHaimoB (CACNALC, CACNB2B). CuexctBueM 3THX MyTaluid SBIISETCS
00 yBEIMYCHHE KOHIICHTPAIIMM MOHOB KallMs B KJIETKE, JTMOO YMEHBIICHHWE KOHIICHTPAIUU
WOHOB KAJBIHS, YTO TPUBOAWT K YKOPOUCHHUIO IMOTEHIMANA JEHCTBUS B KapIUOMHOIIUTAX.
I'enotumnsl cuaapoma SQT, cBsi3aHHBIE C MyTAlMAMU B T€HAX KaJIbIIMEBBIX KAHAJIOB 00s3aTEIIBHO
(EHOTUITMYECKA COYeTAlOTCs ¢ CHUHApoMOM bpyraga. [IpuMeHeHHe XWHUIAMHA MOXET
BOCCTAaHABJIMBATh MPOAOIKUTENbHOCT QT [363]. EQuHCTBEHHBIM METOAOM NPO(UIAKTHKH
BBC snsercs ummuantanus MKJ[ [364]. ['enetndeckuii aHanu3, MO-BHIAAMOMY, HE HECET

JOTIOTHUTEILHOU MH(pOpMaIuu B OTHOIIIEHUH prcka pa3sutus BBC.
I'enernueckue ocodoenHocTn SQTS

1) Hu3kas neHeTpaHTHOCTb;

3) BO3BMOXKHO O€CCUMIITOMHOE HOCUTEIHCTBO MATOJIOTUYECKUX aJlIeIIeH;
4) KOppEeSIHsI MEXTy TEHOTHIIOM U ()EHOTHIIOM OTCYTCTBYET;

5) BbICOKasi TeHETUYECKask TeTEPOreHHOCTh: 5 TeHOB, Oosee 5 MyTaIuii;
6) HaceayeTcs ayTOCOMHO-JOMHUHAHTHBIM ITyTEM;

7) BO3MOKHBI CIIOpATUIYECKUE CITy4aHu.

PexomeHIan Uy N0 reHETHYECKOMY TeCTHPOBAHUIO

Knacc lla

1. lenemuueckoe mecmupoganue ciedyem 8blNOIHAMY O/l YIMOYHEHUSL OUACHO3A Y DOIbHBIX
¢ HU3KOU U npomexcymounou geposmuocmoio naaudus SQTS (C).

Knacc 1lb

1. Tecmuposanue  poocmeennuxkog  60ILHO2O ~ PEKOMEHOO8AHO  NpU  BblAGIEHUU

namoeenemuyuecxkou mymayuu y npooaroa (C).
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Pexomennaunu no npopuiaakruxke BCC
Knacc 1

1. B yenax emopuunot npoguirakmukuy BCC 6onbHbiM ¢ OuacHo3om CuHOpoma
ykopouennozo ummepgara QT npu Hanuyuu ocHosHbIX @akmopoe pucka BCC
(cepoeunviii apecm 6 aHamHeze, CUHKONe, UHOYYUPOBAHHbIE 8 X00e NpoGedeHUs
9H00DDPU  ycmotiuussie eemoounamuvecku 3Hauumvle KHP) pexomenoosana
umnianmayus UKJ] (C).

Knacc Ila

1. Iayuenmam c evicokoseposmuvim ouacnozom SQTS pexomendyemcs umnianmayus
HK] (B).

2. Hasnauenue xunuouna mooxcem Ovimsv d¢hhexkmusnvim 0nsi chudcenuss pucka BCC y
NAyueHmos ¢ CUHOpOMOM YKopouenHozo unmepsara QT, eciu 803MONCHOCHIL

umnaaumayuu UKJ/[ omcymcemeayem (C).

VI1.11.B. Cunapom bpyraaa
Cungmpom bpyrama (BrS) — renernuyecku oO0ycloBIeHHOE 3a0oJeBaHHE, Pa3BUBAIOIICECS
BCJIE/ICTBHE aHOMAJIbHOM 3J1eKTPO(U3HOIOTHUECKON aKTUBHOCTH SMUKAp/ia MPaBOTO KEITyA0UKa

B o0JIacTu BBIHOCANIETO TpaKTa.

Cunxone u BCC mpu cunapome bpyrama yacto BO3HHUKAIOT B COCTOSIHMHM TOKOSI MJIA BO

BpeMs CHa.
Cungpom bpyrana xapakrepusyercs cnerudpudeckum DKI'-narrepHom:
- IOCTOSTHHAS WJTM TPaH3UTOpPHAs OJI0Ka1a MpaBoi HOXKKH Iydka [ uca;
- moaséM cermenTa ST (Toukw J) B otBenenusx V1-V3 (Beyrenstor tpu DKI - Trma);
- nHBepTUpOBaHHbI 3yoen T B orBenenusx V1-V3;
- IEPUOINYECKOe YAIHMHEeHne nHTepBaia PQ;
- napokcu3msbl KT Bo Bpems cuHKoIe;

- «3TICHJIOH» - BOJIHA B 0TBeJeHUH V1 B Buje «3a3yopunbl» Ha cermente ST (B 30% ciaydaes).
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TouHas cTeneHb pacnpoOCTPAaHEHHOCTH CUHApPOoMa bpyrana HeusBectHa. B cpennem B Mupe
BpOXKIEHHBIN cuHApoM bpyrama Bcrpewaercss ¢ uactotoit 1-60:10 000, B Espome 1:10 000,
npuueM B oaHOM m3 obOnacteit bemerum 1:100 000. B EBpone cunapom bpyranma uamie
BBISIBJISIETCS Yy TPEACTABUTENECH «KAaBKa3CKOr0» H3THHUYECKOTO THIA (BBIXOJIBI U3 CTpaH
Bocrounoii EBponier). B ctpanax FOro-Bocrounoit Asun u Jlanenero Boctoka > 5 Ha 10 000,
ocobenHo B Taunanzae, Ha Oununnunax u SAnonuun. B Taunanae exeronHo yMuUparT OT 3TOTO
cuaapoma ~ 2500 wyemoBek. B Poccum wactora peructpamnuu 3TOro 3a00JeBaHUs MPUMEPHO
COOTBETCTBYET eBporeiickoit [365]. M3BecTHO, yTO cuHApoM bpyraga He 3aperucTpupoBaH y

adpo-aMepUKaHIIEB.
OnucaHo HECKOJIBKO KIIMHUYECKUX BapHaHTOB cuHApoMa bpyraza:

1. xnaccuveckue u3oaupoBaHHbIe n3MeHeHus Ha DKI;

2. cuHKoIIE co cnenupuyeckumu n3menenusmu Ha JKI;

3. cuHKoMe 0e3 cnenuduiecknx nzmenenui va DKI;

4. ckpseITas popmMa — KHEMOE», TATEHTHOE TCUCHHE.

3a pa3BUTHEC TUIMHYHBIX KIMHUYCCKHX MPOSBICHUN BPOXKIECHHOIO cuHApoMa bpyrana
OTBETCTBCHHBI MYTallMU B 8 pa3JIMYHBIX I'€HAX, HA OCHOBAHWU 4YETO BBIICIAIOT 8§ T€HOTHUIIOB
curapoma bpyrama. 91o myranuu B 3-X renax Hatpuenbix kaHaioB (SCN5A, SCN1B, SCN3B),
2-x renax kanmenbix kaHasmoB (KCNE3, KCNJ8), 2-x renax kaibimeBbix kanaioB (CACNALC,
CACNB2B) u oanom rete riuiepon-3-docdar aeruaporenassr 1 tuma (GPDI1L). Cnencreuem
ATUX MyTalluil SBJseTcS MO0 CHIKEHHE KOHIIGHTPAIlMM MOHOB HATpPUs U KalblUS B KIETKE,
1100 yBEIMUEHHE KOHIIEHTPAIIMH MOHOB KaJIHsl, YTO CIIOCOOCTBYET CEIEKTUBHOMY YKOPOYECHHUIO
NOTCHIIMANA JICUCTBHS SIUKapAa TmpaBoro xenymouka [342, 366]. B Poccum umeercs
OTPaHUYEHHBIN OMBIT TEHOTUIHPOBAHUS OONBHBIX ¢ CHHApOMOM bpyrana, oqHaKo Kak MUHUMYM
B TPETHU cly4yaeB UMeIOT MecTo myTanuu B reHe SCNSA, mpu 3ToM Bce BBISIBICHHBIE MYyTallud

paHee He PerucTpupoBaIUCH [367].
CrpaTudukanus pucka

[IpenukTopamu HEOIATONPUIATHOTO UCXOa MpU CUHApOoME bpyraia sBISIFOTCS MY>KCKOU
T10J1, CHHKOIIE WJIM BHE3aIHasi CMEPTh B CEMEMHOM aHaMHE3€, CIIOHTaHHBIN moabeM cerMeHTa ST
B oTBeAcHMAX V1 - V3 B KoMOMHAIMM C CHHKOIIE, CIIOHTaHHBIE M3MEHeHHs cermMeHTa ST M

nepsbiil OKI' - Tun cuapoma.
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B xome mnposemenus »HA0ODPU y OombHBIX ¢ cuHApoMOoM bpyrama wmoryt
WHIYLUPOBATHCS TE€MOJMHAMUYECKH 3HAYUMbBIC HKEIYJOUYKOBbIE TAaXMAPUTMHUHU, KOTOpPbHIE
HEpeaKo BepuUIUPYIOTCS OOMBHBIMU Kak KiIWHU4Yeckne. Tem He MeHee, dHI0DDU Henb3s
CUMTaTh <«30JIOTBIM CTaHAApTOM» Hpu npoBeAeHuu crTparuduxanuu pucka BCC,

JIMarHOCTUYECKas LIEHHOCTh ATOT0 UCCIIeIOBaHus HeBenuKa [368].

JIaHHBIX, KACAIOUIMXCS PYTHMHHOTO NPUMEHEHHS T'€HOTHIMPOBAHMS IJIS OLCHKH PHCKa
BBC wner. B ognoii u3 pabGor ObUI0 moKa3aHo, uTo Haimuuue Myrauuid B reHe SCNSA,
COIIPOBOKIAIOIIMECS TTOTEepel (YHKIMU 3TOTO MOHHOTO KaHaljla, MOXET CBHUJIETEIIbCTBOBATH O

HeOIaronpusTHOM mporuose [369].
I'eneTnueckue ocodennocTn cunapoma bpyraaa

1. Huskas nenerpantHocTb (~25%);

2. Hcnonbp3oBaHue OJIOKATOPOB HATPHEBBIX KaHAIOB (aWMalliH) JUIS HWACHTU(UKAIIUN
MOPaXEHHBIX JIIOJICH YBEIMYMUBAET MEHETPaHTHOCTD 110 80%);

Bo03M0XHO 6ecCHMITOMHOE HOCHTEIHCTBO MATOJIOTHUECKUX aJlIeIIeH;

Koppemnsmnus ¢ peHoTHoM uMeeTcst He TIPH BCeX TeHOTHIAX;

o > »

Bricokas reneTuueckasi reTepOreHHOCTh: 8 TeHOB, Oonee 400 myTaruii;
6. Hacnengyercs ayToCOMHO-IOMUHAHTHBIM IyTEM.

Tonpko y 25% nanueHToB 00HAPYXUBAIOTCS ONMCAHHBIE MyTAllUH.
PexoMeHIa1[UH 110 TeHETHYECKOMY TE€CTHPOBAHUIO
Knacc I

1. PexomeHO08aHO BLINONHAMb 2eHEMUYECKOe MEeCMUPOBAHUE HA 8POICOCHHBIL CUHOPOM
bpyeaoa ecem oemsam u noopocmkam npu nanuuuu cneyughuueckoeo IKI-nammepna, y
KOMOPbIX UMeromcss maxkue ocHosHvle gakmopwl pucka BCC, kax snu300ul cunkone,
cepoeunviii apecm 6 anamuese, KXHP, cnyuau BCC 6 cemve (B).

Knacc 11b

1. Uoenmugpurayus muna mymayuu 6 ceme SCNSA  moowcem oamv OononnumenvbHyio
ungopmayuro no noody pucka passumus BBC (B).

2. Tecmupoeanue poOCmEeHHUKOE OONbHO2O0 PEKOMEHOOBAHO NPU YCIOBUU BbIAGLCHUS
namozenemu4ecKol Mymayuu y npooanoa.

Knacce 111
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1. Tenemuueckoe mecmupoganue He NOKA3AHO GECCUMNMOMHBIM NAYUSHMAM NPU HATUYUU
opyeadonodobroeo IKI-nammepna 2 unu 3 muna.

2.

Pexomenpanuu no npopuiaakruke BCC
Knacc 1

1. Iayuenmam c ouacnozom cunopoma bpyeaoa, ycmanosiennviM KiuHU4eCKU U/ uiu Ha
OCHOBAHUU MOJIEKVIAPHO2O AHANU3A, UMEIOWUM YKA3ZAHUS HA SNU300 CEPOEYHO20 apecma
6 anamuese (ocnosHou hakmop pucka BCC), pexomendosana umnianmayus UK/ (C).

Knacc Ila

1. Illayuemmam c cunopomom bBpyeaoa co cnoumanHbiM noovemom ceemenma ST 6
omeedenusix V1-Vi, umerowum yxkazanus 6 anamuese HA NU300bl CUHKONE (OCHOBHOU
¢axmop pucxka BCC) u sepugpuyuposanuvimu npuuunHvimu mymayusamu 6 cene SCNSA,
pexomenoosana umnianmayus UK/ (C).

2. Knunuueckuii MOHUMOPUHZ — 4ACMOMbL  CHOHMAHHO20 NoOvema ceemeHma ST
yenecoobpasno npoeooumv y NAYUEHMO8, KAK C KIUHUYECKUMU NPOAGIEHUAMU
3abonesanus, maxk u 0e3 HUX, y KOmopvix noovem ceemenma ST 603HUKAem MONLKO &
pe3yibmame 8blNOJIHEeHUs NPOBOKAYUOHHBIX papmaronocuueckux npoo (C).

3. umnaanmayua MUK/  nokaszama nayuenmam c cunopomom bpyeada u xopowum
@DYHKYUOHATLHBIM CINAMYCOM, OIA2ONPUAMHBIM NPOSHO30M BbIHCUBAHUS 8 MeYeHUe 200a
u 6onee, y xomopuix oOvina eepuguyuposana KT, He npugedwias K OCMAaAHOBKe
cepoeuno-cocyoucmoi desmenvrocmu (C).

Knacc I1b

1. Ilposedenue su002DPHU modxcem obcyrcoamves 0na  cmpamugukayuu pucka y
nayuenmos ¢ cuHopomom bpyzaoa co cnouwmanuvim noovemom ceemenma ST, Oe3
mymayuu 6 cene SCNSA u kaxkux-1ub6o krunuueckux nposegnrenuil (C).

2. XunuOun modcem NPUMEHAMbCA 01 YMEHbUIEHUS BbIPANCEHHOCMU INe8aYUU CecMeHmd
ST u nevenus «apummuuecko2o wmopmay y nayuenmos ¢ cunopomom bpyeaoa (C).

Knace 111

1. bonvuvim ¢ cunopomom bpyeaoa npomusonokazano nasnauwenue AAIl |C xnacca
(éxnrouasn ¢hnexaunud u nponagenon) u A xnacca (sxkirouas npokauHamuo u

ou30nUpPamMuo).
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VIIL.11.I'. KaTtexomamMmuHeprudeckasi moJuMoppHas KeJyA04K0Basi TAXUKaAPIAUs

Karexonamunepruueckass nomumopdHas xemygoukoas Taxukapaus (KIDKT) — sro
HACJICICTBEHHBIA ~ CHUHAPOM,  XapaKTEPHU3YIOIMIUHCSA  AJIEKTPUYECKOW  HECTaOMIbHOCTHIO
KapAUOMHUOLIUTOB, BO3HUKAIOLICH BCJICACTBUE OCTPOM AKTMBALMU CHUMIIATHYECKOW HEPBHOMU
cuctembl (Ha poHe QU3NYECKON MM SMOIMOHATIBHONW HArPY3KU) U MPUBOAAIIUN K BHE3AIMHOMN

CMEPTH.

Ha DOKI' mokosi BHE mpucTyna HE HWMEETCS KaKUX-TH0O0 MaTOJOTMYECKHX H3MEHEHHH.
ApuTMES MOXET OBITh BOCITPOM3BE/ICHA MIPH MPOBEICHUN TeCTa ¢ (PU3UUECKON HArpy3KOH WIN
MEIUKAMEHTO3HBIX MpOo0 C BHYTPUBEHHBIM BBEJEHUEM KaTexojdaMuHOB. COOTBETCTBEHHO,
6ompHbIM KIDKT TpeOyeTcst orpanndenue Gpu3ndeckoil Harpy3Ku, TAKUM JIFOISIM KaTeTOPUIECKU

3alpelieHo 3aHuMathes cioptom [370].

Jlnst  nereit co 3nokadecTBeHHOM, cuHKomaiabHOW (opmoit KIDKT, BbeIsiBIEH psn
0COOCHHOCTE CHHYCOBOTO PUTMa, KOTOPBIE MOTYT CIIOCOOCTBOBATh paHHEMY, JOKIMHUYECKOMY
BeisiBiieHHIO 00bHBIX ¢ KIDKT B momymsimum. DTH OCOOCHHOCTH COCTaBIISIIOT XapakKTepHBIN

OKI'-narrepH :

- TIOCTOSIHHOE WJIM TPaH3UTOpHOE yKopodeHwe uHTepBama PQ (< 0,11c) 6e3 mpyrux IKI

nposieineauit WPW-cunpoma,
- CUHYCOBas OpaJuKapaus;
- BBICOKMI nMpKkaaHblii uaaekc npu XM-OKI' (> 1,45).

Boigenstor 2 renoruna KIDKT. [lepseiii renotun KIDKT (CVPT1) cBa3an ¢ myrauusamu
B reHe puaHoauHoBbIX peunentopoB RYR2, Bropoit renotun KIDKT (CVPT2) cBszan ¢
MyTallMsiIMU B TeHe KanbcekBecTpuHa-2 (CASQ2). B pesynabrare MNpOMCXOIUT YCHIIEHHOE
BBICBOOOKICHNE NOHOB KaJbIIMsI U3 CAPKOILUIa3MaTHUECKOT0 PETUKYJIyMa B OTBET HA BXOJ] HOHOB
KaJblUsl B KJIETKY, BbI3bIBasl NEPErpy3Ky KIETOK MOHAMHU KajbIUsl, YTO BbI3bIBA€T 0OpaTHOE
HaAIpaBJIEHUE AaKTHBAIlMM CTEHKU >KEIyJOYKOB, YCHWJIMBAE€T TPaHCMEMOpPAaHHYIO TUCIEPCHUIO
penonspusanuu U 3amyckaeT JKT 1o MexXxaHW3My IOBTOPHOTO BXOJa DJJIEKTPUYECKOIO
BO30YXKIeHus, T.€. pe-eHTpH [371, 372]. bera-0mokaropsl HHOTAA HE MPEIOTBPAILAIOT APUTMHU.
Ectp ykazanusg Ha 3¢Q(eKTHUBHOCTh NPUMEHEHUS BepanaMuia, BO3MOXKHO HENOCPEICTBEHHO

B3aHMOHeﬁCTBYIOIHeFO C PUaHOJUWHOBBIMHU PEUECIITOpAMHU.
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B pazsutun KIDKT npeanonaraercst yqaactue u Ipyrux reHoB. CUUTAETCS, YTO MyTallUsl
B rene KNJ2 cBsi3aHa He TOJBKO ¢ pa3BUTHEM cHHIpoma AHaepceHa/LQT7, HO U ¢ mpuunHOM
KIDKT 3 renoruma (CPVT3.) V omsoro 6ombHoro ¢ KIDXKT onucanma myrtanus B TreHE
aHKUpHUHa-B, KoTopas Takke MMEeT MECTO MpPH Pa3BUTHH CUHIPOMA YUIMHEHHOIO MHTEpBaja
QT 4 tuma [373]. Bo3moxkHo, myranuu B TeHe RYRZ2 o00yciaBaumBarOT Tak Ha3bIBACMbIH
CHUHApPOM BHE3alHOM cMepTH y MiajgeHueB [342]. B nmnocienHee BpeMs HMMEHOTCS
NPENOI0KEHUS, YTO MIMONATHIECKash (GUOPMIIISAIMS JKEITYI0YKOB MOXKET SIBISATHCS OJHON M3

dbopm nannoro 3aboneBanus (KIDKT).
Crparudukanus pucka

K dakropam pucka BCC B JgaHHOW  KaTeropud MAlMEHTOB  OTHOCATCA:
3apeructpupoBanHas DX, cemeilinbiii anamue3 BCC, mnosiBieHHe CHMIOTOMOB B JIETCKOM

BO3pAacTe, HAINYHNE B aHAMHE3€ OOMOPOYHBIX COCTOSIHUH, (pr3nyecKast akTHBHOCTb.
I'enernueckue ocodennoctu cunapoma KIIKT

1. Hu3kas neHeTpaHTHOCTD.

3. Bo3MOHO 0€CCUMIITOMHOE HOCUTEJIBCTBO MATOJIOIMYECKHUX aJlIesIei.

4. Koppensuus Mex a1y reHOTUIIOM U (PEHOTUIIOM OTCYTCTBYET.

5. Bricokast reHeTH4ecKas reTeporeHHOCTh: 4 reHa, 6osee 170 myTtaruii.

6. Hacnegyercs mnpeuMylIeCTBEHHO ayTOCOMHO-JAOMUHAHTHBIM IIyTE€M, peXe ayTOCOMHO-

PELECCUBHBIM ITyTEM.
PexoMeHnganmu no reHeTH4eCKOMY TECTUPOBAHUIO
Knace I

1. Pexomen008ano BbINOMHAMb 2eHemuiecKoe Mmecmupo8aHue Ha 6PONCOEHHBIL CUHOPOM
KIDKT e6cem oemsam u noopocmxkam c¢ makumu Gaxkmopamu pucka BCC  kax
UHOYYUPOBAHHbIE (DUUUECKOU UMU CUNbHOU IMOYUOHANLHOU HAPY3KOU NOAUMOpGHAA
KT, cunxone, cepOeunvlii apecm, a mak e IUYAM, UMEIOWUM 8 CeMEUHOM AHAMHe3e
yrazanus na BCC (B).

2. [enemuyeckoe mecmupoganue peKoMeHOOB8aAHO OONbHBIM C 6bICOKOU 6epOSMHOCIbIO

ouacnoza KIDKT, ocHosanHoM Ha OGHHLIX  aHAMHeE3d, CEMEUHOU  UCmopul,
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aneKkmpokapouopapuueckom ernomune 3a601e6anus, pesyibmamax Cmpecc-mecmos ¢
Quzuueckoil Hacpyskou (mpeomuni-mecm) uiu esedenuu kamexonamuros (C).

Knacce 1lb

1. Tenemuuecxoe mecmupoganue poocmeennukos 1-2 cmenenu poocmea peKOMeHO08AHO

npuU YCI08UU BbIABNIEHUS NAMO2EHEMUYECKOU Mymayuu y npooanoa.

Pexomengauuu no npopuiaakruxke BCC

Knace 1

1. ayuenmam c ycmarnogrennvim ouacnozom KIDKT (kaunuuecku u/unu ¢ nomowsio
MONEKYIAPHO-2EHEMUYECKO20 UCCTEe008AHUS) PEKOMEHOYemcs U3MeHeHUue 00pasza JHcu3Hu
(MaxkcumanbHoe ocpanudeHue QUIUYECKUX HAcpy30K, COPeBHOBAMENbHOU CHOPMUBHOU
oessmenvHocmu, cunvhbix amoyui) (B).

2. Ilayuenmam c oOuaenosom KIDKT, ycmanosnenuvim KIUHUYECKU, PEKOMEHOYemcs
HazHayeHue bema-o6noxkamopog (C).

3. B yenax emopuunou npogpuraxmuku BCC nayuenmam c ycmaHOB8IeHHbIM OUACHO30M
KIDKT (kaunuvecku u/unu ¢ nomowblo MONEKYIAPHO-2EHEMUUECKO20 UCCIe008AHU),
UMEeIWUX OCHOBHOU (QAKmMop pUCKa KaK YKA3AHUs 6 AHAMHe3e HA cepOeyHbllil apecm,
pexomenoyemces umnianmayusi UK/ u nasnauenue 6ema-6noxamopos (C).

Knacc Ila

1. B yenax emopuunoii npogpunakmuxu BCC nayuenmam ¢ ycmaHo8ieHHbIM OUACHO30M
KIDKT (knunuuecku u/unu ¢ nomowpbio MONEKYIAPHO-2EHEMUYECKO20 UCCIe008aHUS),
UMewuUM makou OCHOBHOU (hakmop pucka Kak yKa3aHue 6 aHamuese HA cepOoeyHblli

apecm, passusuielics Ha (QoHe mepanuu  Oema-610KAMoOpaAMU, PEeKOMEHOYEemcsl
umnnanmayus UKJ/[ (C).
Knacc Ib

1. Ilayuenmam ¢ ycmanosieHHbIM 8 OemcKom unu 3penom eospacme ouacnozom KIDKT (c
HOMOWBIO MONEKYIAPHO-2EHEMUYECKO20 UCCIe008AHUsL) NPU OMCYMCMBUU KIUHUYECKUX

nposigieHull pekomeHoyemces Hasnavernue bema-onoxkamopog (C).

VII1.11.1. Cunapom paHHeii penoJisipu3anuu ’xeay04K0B
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Cunapom panHeit penossipu3anuu xenynoukoB (CPPXX) Bnepseie 661 onrican B 1936 roxy,
OJTHAKO €ro MPOTHOCTHYECKOE 3HAueHHEe 10 CcuX mop He ompeneneHo [374].  CPPX
XapaKTepU3yeTcst CIIEAYIOIIUMU AIIEKTPOKAPIHOT pAhUICCKIMU MIPOSIBIICHUSIMHU: 1)
TOPU3OHTAILHBIM WJIM HUCXOSIIUM MoabeMoM cermenta ST > 0,1 MB ¢ BhITyKJIOCTBIO, HAIIpaB-
JICHHOW KHH3Y, 2) HaJM4YHEeM TOYKH coeamHeHus (junction point) wawm BojHbI coenuHeHus (J
wave) Ha HUCXOJIIeM KojeHe 3yOma R; 3) moBOpPOTOM 3IEKTPUYECKON OCH Ccepiia MpPOTUB
Y4aCOBOM CTPEJIKH 10 MPOJOIBHOM ocH; 4) OBICTPHIM U PE3KHM HapaCTaHWEM aMILTUTYIbI 3yona R

B I'PYAHBIX OTBCACHUAX C OAHOBPEMCHHBIM YMCHBIICHUEM HUJIW HCYC3HOBECHUEM SY6I_[3 S.

o 2008 roma OONBIIMHCTBO aBTOPOB CXOAWIMCh BO MHeHHH, uyTo CPPXX He Oomee uem
JOOpOKAaYeCTBCHHBIN  diIeKTpoKapauorpaduueckuii  pernomen [374, 375]. B 2008 roxay
MPAKTUYCCKA OJHOBPEMEHHO [[BE TPYIIIBI aBTOPOB OMYOJIMKOBAIM HCCIICAOBAHMS CITydaii-
KOHTPOJIb, IOCTaBUBIINE 10/ COMHEHUE OyaronpusiTHoe nporsoctuyeckoe 3HaueHue CPPX [376,
377]. B oboux ucciaenoBanusax Touka J B 3-6 pa3 garie perucrpuposanack B Hikaux (I, 1, avF)
1 00kOBBIX (V4-6) OTBeACHUSX Yy MAlMEHTOB C UAMONATUYECKON (PHOPUILIAIIUCH JKEITyI0UYKOB O

CpPaBHCHHIO CO 3OPOBBIMH JIMIIAMH, a aMIUIMUTYy/1a J-BOJIHBI OBLIA BBIIIIE.

PerpocniektuBHbIl ananu3 wuccnenoBanus Social Insurance Institution’s Coronary Heart
Disease Study, mokazay, 4To B OOIIEH MOMYNISIWN HAIWYUE J-BOJIHBI B HWKHUX OTBEICHUSX
accoruupyercs ¢ 0Oojiee BBICOKMM PHUCKOM CMEPTH OT CEpACYHBIX NPUYHH, HO KpPHUBBIC
BBDKMBAEMOCTH HAUMHAIOT pacXoauThes uepes 15 ner nabmoaenus [378]. [loxoxue qaHHbIe ObUTH
MOJNydeHbl M TIPH PETPOCIIEKTHBHOM aHaim3e Hemerkoi wactu mpoekta MONICA [379].
Antzelevitch C. u Yan G-X. npemioxxuiu HoByto kinaccudukanuto CPPXK, B kotopoit Tum 2 u 3
CHUHIPOMA CUYUTACTCS MOTCHIIMAIHLHO APUTMOTSHHBIM, a Y TMAIMEHTOB C THUIIOM 3 CYIIECTBYET

BBICOKAs BEPOSITHOCTD Pa3BUTHS dJIeKTprUeckoro mropma [380].
Pexomenganun no npodpunaxkruxke BCC
Knacc Ila

1. Hanuuue J-sonnvr 6 Huxcnux omeedenusx (1, I, avF) moowcem ssnamvcs ochosHvim
¢axmopom pucka pazeumus @K (uw Oaxce BCC), a makoce ¢axkmopom,
VEenuYUBAuUM npeopacnooNCeHHOCb K PA3GUMUI0 (hamaibHbIX apummuil 60 epems

uwemuu muoxkapoa (B).
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2. Cpeocmeom evibopa npu pazsumuu KA (ocnosnoil ¢hakmop pucka) unu 31eKmpuieckozo
wmopma Ha gone CPP)K 6 nudgwcnux omeedenusix senisiemcs ysenudenue 4YCC 3a cuem
npogedenus epemennot yuawarouwer IKC unu esedenus uzonpomepenona (B).

3. Hnumenvuwviti npuem xunuouna nokasau 011 nposeoerus npoguiaxkmuxku BCC una ¢one

nanuyus KT -npuznaxose CPP)K 6 nusicnux omeedenusix (B)

VI11.12. BCC npu cuHapoMe armHod

A11HOS BO BpEMsA CHaA OIPCACIAIOT KaK MPCKPAIICHUC ABMIKCHUSA BO3AYIIHOT'O ITOTOKA

4yepe3 HOCOBYIO M POTOBYIO T0JIOCTH B TeueHue 10 u 6onee cexynna [381].

B 3aBucuMocTH OT MeXaHM3Ma BO3HHUKHOBEHUS pasiindaroT JBa OCHOBHBIX BHJA 4AITHO3:
06CTPYKTI/IBHOC U OCHTPAJIBHOC. B HacToAmEeS BPEMs ABJICTCSA YCTAHOBJICHHBIM (1)aKTOM, 4To

ok0110 90% Bcex 3MU30/0B allHO? BO BPEMsI CHA CBSI3aHbI ¢ 00CTPYKIMENW BEPXHUX AbIXaTEIbHBIX

nyteit (BAIL).

B mnocnennee BpeMss B KIMHUYECKYIO NPAKTHKY, TaKKe LIMPOKO, BOILIO MOHSTHE
eunonno?, KoTtopoe BrepBbie Obulo ommcaHo Block et al. kak smu307bI MOBEPXHOCTHOTO

JIBIXaHUsI, COITPOBOXKIAEMBIE lecaTryparueit [382].

Jlns Gojee TOYHOro ydera SMM30/I0B JIbIXaTElIbHBIX HapyIIEHUH BO BpeMs CHa B
AHTJIOSI3BIYHON JTMTEpaType UCHOJIB3YIOT Takke anu3onsl RERA, uro pacmmdpoBbiBaeTcs Kak
«respiratory effort-related arousal» u moxkHo mepeBectn kKak «ODI-aktuBamms [383] B
pesynbTate pecnuparopHoro ycwius» (OPY). Takum oOpasom, mox DOPY moapaszymeBaroT
SMU30[ JBIXaTEIbHOTO HapyIlIeHUs, COIIPOBOXKAACMBIN D0l -akTuBauuen W1
MUKpONPOOYKIEHUEM I'OJIOBHOTO MO3Ta, Yallle BCETO, SIBISIFOIINNICS PE3yJIbTaTOM MOBBIILIEHHOTO
CONPOTHUBIICHHUsS] BEpPXHUX JAbIXaTeNbHBIX MmyTed. Ilpm >TOM wM3MEHEeHMs Ha KaHalax
PETUCTPUPYIOMIUX JbIXaHHe (OpOHA3AIBHBIN BO3AYIIHBIA TIOTOK, TOpaKoaOJOMHUHAILHBIC

JIBUKEHMS ), HE IOJDKHBI MTOANAIATh MO KPUTEPUH allHOd UJTU TUTIOMHO) [384].

Takum o0Opa3om, B HacToslee BpeMs BMECTO YIOTPEeOIIEMOro paHee «CHHIPOM
00CTPYKTHBHOT'O aITHO? CHA» MUCHOJIB3YIOT «CHUHJIPOM OOCTPYKTUBHOI'O allHO3/ THUIIOMHOA CHa». B
TOM Clly4ae, Ha3BaHHWE CHHJpOMa Oo0Jee TOYHO OTPaXKaeT ero MNaTo(PU3UOIOTHYECKYIO

CYIIHOCTG.
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B Hacrosimee Bpemsi CTaHAApTOM [UIsl OLEHKH CTENEHU TSHKECTU JbIXaTEeNbHbBIX
HapylIeHW BO BpeMs CHa sBIseTcs T.H. HMHAEKC amHod/ rumonHod (MAI), xoropsiid
IIPEyCMAaTPUBAET KOJMYECTBEHHYIO OLIEHKY 3MM30/10B allHOd, runomnHo’ u OPY 3a oauH yac
cHa. O cuaapoMe 0OCTpyKTUBHOTO anmHO3/TuonHod cHa (COAI'C) roBopsT B TOM cllydae, Koraa

HNAT > 5 coderaercs ¢ KIMHUYECKON KapTHHOM.

B cootBercTBMUM ¢ MexayHapoaHOW KiaccupUKanyueld HapyIICHHUH CHAa TPOSBIICHHS
CHHJIpOMa aImtHO? BO cHe 0O0CcTpykTHBHOTO TeHe3a nuiau COAI'C BcTpevaroTes, 1o MEHbIIEH Mepe,
y 1-2% Bceii nonymnsanuu. B Bo3pactHoit rpynne ot 30 no 60 net, 4% MyxuuH U 2% XKEHIIUH

nMmeroT MAI>5 B couerannu ¢ kimmanyecko cumnoromMatukoii COAIC.

[TpoBenenue MoIUCOMHOTPahUIESCKOTO MCCIICAOBAHUS MPEIyCMATPUBACT OOBEKTHBHYIO
OIICHKY HE TOJBKO CTPYKTYPBI CHA, TOYHOE KOJHMYECTBEHHOC M KAYECTBEHHOE OIpeIciiCHUE
JBIXATEIIbHBIX HApYIICHWH BO BpeMsl CHAa. B Xoje MOIMCOMHOTPadUYECKOro HCCIICIOBAHUS
TaKk)Ke MOTYT OBITh BBISBICHBI SIU30Jbl CUHYC apecta uinu npexonsameit AB-Omokama I-111

CTCIICHHU.

B Hactosmee Bpemss COAI'C  sBisieTcss HE3aBHCHMBIM —NIPEIUKTOPOM  Pa3BUTHS
apTepuaabHOU runepren3uu [385].

['unokceMusi BCiaeACTBUE allHO? BO BPEMs CHA MOXKET IPUBOJUTH K Pa3BUTHUIO UIIEMHU
Muokapaa [385] u sxemymoukoBbiM aputmusiM [386]. ¥V OGompHbix COAI'C BO Bpemsi cHa
OTMEYaloTCsl TMOTeHUManbHO (QartanbHble aputmun [387, 388]. B pangoMusupoBaHHOM
uccnenoBanuu 41 6onpHOro ¢ COAI'C, monmy4yaBIIUX «CHUIA»-Tepanuio, ObLJIO YCTaHOBIEHO,
YTO B MOATpYNIE OOJBHBIX Y KOTOPHIX OCYILECTBISIICS NEPEXO0]] C JI€YeOHOTO YPOBHS JaBJICHUS
Ha cyOTepaneBTUYECKUH YpPOBEHb B TEUEHHE JIBYX Heledb (T.€. BHOBb OTMEYAOCh HAIUYUE
CHUMIITOMOB altHO? CHa B CBsI3U ¢ HE3()(PEKTHBHOCTHIO HU3KOTO YPOBHS JaBJIEHUS), OTMEUEHO
JOCTOBEpHOE yBenuueHue wuHTepBaia QTC u wuHTepBama TpTe(c), a Takke IUCHEpPCUU
penossipusanuu (TpTe/QT) [389].

CymectBenHa poinb COAI'C u B pa3BUTHU BHE3AIMHON CEpIE€YHON CMEPTH BO BpPEMsI CHa.
B ommune ot oOmenpusHaHHOrO (aKTa, CBHIACTEIbCTBYIOIIETO O TOM, 4YTO UK
CepAECYHOCOCYAUCTON CMEPTHOCTH B OOIIEH MOMYJIALUU IPUXOAUTCS HA paHHHE YTPEHHHE Yachl
(c 6.00 mo 12.00), y 6ompabix COAI'C HamBbICHIasi YaCTOTa BHE3AITHOM CEPJACYHOCOCYAUCTON
CMEPTHOCTH MPHUXOUTCS Ha HOuHOM niepuo Bpemeru (¢ 00.00 mo 6.00) [390].

ATHO? BO BpeMs CHa MPUBOJAUT K Pa3BUTHIO OCTaHOBOK cCHHycoBoro yzia [390], AB-

0JI0OKaJ] pa3NUYHBIX CTENEHEH, BIIOTH IO MOJIHOM monepeyHon 6mokaast [391].
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B nacrosimee Bpemsi cpenctBom BwiOopa seueHus COAI'C sBnsercs T.H. nCPAP-
Tepanus (oT aHri. nasal continuous positive airway pressure) - MeToJ CO3JaHus MOCTOSTHHOTO
MOJIOKHUTCIIBHOI'O HAaBJICHUA B ObIXATCJIIbHBIX ITYTAX. B pyCCKOSISbI‘-IHOfI JIATCPATypC Ha
MPOTSKEHUH TOCTEAHUX JIeT YKOPEHWICS CO3BYYHBIM aHIJIOA3BIYHONW ab0peBHAType TEPMUH —

«CHUIAII»-TCparus.

OfHMM U3 TIJIaBHBIX MPEUMYILECTB MCIIOJIB30BAaHUS «CUMAN»-TE€PANUU y OOJIbHBIX
apTepuaNbHON TUIIEPTOHMEH SBISETCA 4YacTO HAOII0JaeMoOe CHIKEHHE IMOBBIIICHHOTO AJl, a
WHOT/Ia W ToyiHast ero HopMmanu3auust [392-394]. ITlpu uHCHONB30BAaHUM «CUIAN»-TEPANUU
UCUYE3al0T U OCTAHOBKM CHHYCOBOI'O Y3Jla, KOTOpble OBUIM aCCOLMHUPOBAHbI C 3MHM30JaMU
JbIXaTeNbHBIX HApYIIEHWH, a TakKe B 3HAUUTENBHOW CTENEHH YMEHBLIAIOTCA M Jpyrue
HapylIeHUs pUTMAa CepAlla AacCOLMUPOBAaHHBIE C amHO? BO Bpems cHa [394]. 7-nerHee
HaomoieHue 3a 001bHBIMU COAI'C BBISBUIIO JOCTOBEPHOE YMEHbILIEHUE BHE3AMHOMN CepeUHON
CMEpTH B TPYIIE MOITYYaBIINX «CUIIAI»-TEPAIINIO IO CPABHEHUIO C TEMU MAIUEHTaMH, KOTOpbIE

MOCYUTANIN JAHHYIO TEpaNuio s ceds Hempuemiemon [395].
Crparudukanus pucka

B 1abauue VII.12.1. npeacraBnen anroputm ctpatudukanuu pucka BCC y namnueHToB

c COATC.

Pexomenganun no npopunaxkruke BCC
Knacc |

1. Cmpamugurxayus pucka u npogurakmuka BCC y nayuenmos ¢ COAIC
ocyujecmensaemes Ha OCHOBAHUU GbISGIEHUSI OCHOBHBIX U GMOPOCENEHHbIX (DAKMOPO8
pucka. Omo noopazymesaem, 6 mom uucie, umnianmayuto UKJ/] nayuenmam ¢ xopowum
QYHKYUOHATbHLIM  camycomM™ 1 Oa2ONPUAMHbLIM  NPOSHO30M  bIHCUBAEMOCIU 8
meyeHue 200a U Oolee, KoOmopble NOAYYAIOM  OIUMENLHYIO  ONMUMALLHYIO
nexapcmeennyio mepanuio (C).

Knacce lla

1. BonvHvim ¢ 6paducucmonuyeckumu HapyuleHUAMU pumma cepoya accoyuupo8anHblMu ¢
COAI'C nokasano nposedenue «cunany-mepanuu. Hmniaumayuro IOKC y makux
nayuenmos ciedyem oo0cyicoamv Npu COXPAHeHUU OpaoUCUCMOIUYECKUX HaApyuleHuil

pumma cepoya Ha Gone adekeamHo nposoOUMOlL «cunany-mepanuu (B).
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* - 0 METOJMKaxX MPOBEICHUS OIEHKU (PYHKIMOHAIBLHOTO CTaTyca Bbl MOXKETE MPOYUTATh Ha

caiire http://www.chcr.brown.edu/pcoc/functi.htm

VI1I1.13. BCC npu XeJVI04YKOBbIX APUTMHUAX CTPYKTYPHO HOPMAJILHOIL0
ce a

VILL13.A. Crparuduxamusa pucka u npopuiaktuka BCC 'y mnamumeHToB ¢

HIAOMATUYCCKUMH KCJTYTOYKOBBIMHA APUTMUAMHA

Ha cerognsmuuil 1eHp MOHATHE «CTPYKTYPHO HOPMAJIBHOI'O CEpALIa» CTAaHOBUTHCS BCE
Oonee m Ooyee YCIOBHBIM, T. K. B KJIMHMYECKYIO MPAKTHKY AKTUBHO BHEAPSIOTCS METOJbI
VIBTPACTPYKTYPHOT'O HCCJIEIOBAHMS MHOKap/a, CHelu(UUeCKHe HMMYHOJIOTHYECKUE TECTHI,
OuoICcUs W MPOY., MPUMEHEHHE KOTOPBIX CYIIECTBEHHO COKPATHJIO KOJIMYECTBO MALUEHTOB C
KJIMHUYECKH 3HAYUMbBIMU KENyJI0YKOBBIMU HAPYLIEHUSIMU PUTMA U HEU3MEHEHHOH CepAeuHON
MbIIIe. B AeCcTBUTENPHOCTH, HAKATUIMBAETCS BCE OOJIBINE JTAHHBIX CBUICTEIHCTBYIOIIMX O
TOM, YTO MPUYMHAMH BO3HHUKHOBEHHUS ‘‘MUHUMAIbHBIX M3MeHeHui muokapaa” DK wmm JIK y
narueHToB ¢ KA moryT O0biTh kak ne6roT AJIIDK, Tak u naTeHTHBIH MUOKApIUT, TPOTEKAIOIIUI

[0 ApUTMOTEHHOMY BapHaHTYy, a TaK)Ke HEKOTOpBIE ipyrue, Oonee penkue Hozonoruu [202, 396-

400].

HauOonee vacroii okain3anuel HAMONAaTHYECKUX KETyJOYKOBBIX apUTMHH SBISIOTCA
Oa3zanbHbIE OTIIENBI Cep/illa, @ UMEHHO BhIHOcsAIME TpakThl esoro (BTJIDK) u npasoro (BTITXK)
JKEIYZI0UKOB cepllla U, Tak HasbiBaemas, (acuukynspHas taxukapaus (PT), apuTmMoreHHbIN
cyOcTpar KOTOpOil JeTepMHUHHUPOBAH MECTOM pa3BETBICHUS 3aHEN WU CpeJHel (3HAUUTeNbHO
pexxe — mepeaHei) BerBM Iyuka [unca Ha BonokHa Ilypkusbe. [lpyrue nokanuzanun
APUTMOTEHHBIX 30H BCTpEYarOTCs 3HauuTenbHO pexke [202, 401]. JleOroT apuTMHUYECKOTO

CHHJIpOMa MPUXOIUTCS Ha Bo3pact 70 35 net, a B ciaydae OT — qo 25 nmet [401].
Houonamuueckue 1e6024cey0ouKko8bie apummun

Haubonee tunuyHOW noOKanu3anued apUTMOTEHHBIX 30H SBJSETCS MOJAKJIalaHHas
obnacts BTJDK B mpoekuuu J1eBOro, npaBoro U HEKOpPOHApHOro cMHycoB BanbcanbBbl. Pexe
BCTpEUAETCs 3MUKapAUalIbHAs JOKaJIN3alMsl 30H apUTMUU B Ipoekiuu creoia JIKA nmm yctes
IIMXXB, a Tak e nputouynas yacts JOK (IITJDK) nox 3agueit mnn nepeaneit crBopkamu MK B

MecTe Nnpukperuienus nonepednbix xopa JOK [401].
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XapakTepHo TpeoOaaHue JIUIl MYXCKoro moja ¢ aediorom KA mo 25 — 30 mer.
Knuaudeckn apuTMusi XapakTepu3yercst T0OpOKaYeCTBEHHBIM TEUEHUEM, C PEIKUM Pa3BUTHEM
reMOJIMHAMUYECKH 3HAYMMbIX mapokcu3mMoB KT, oaHako, B TUIMHMYHBIX ClIydasiX, XapaKTepHa
BbIpQXXCHHAs] JKTOINWYECKass aKTUBHOCTb B BHJE HW30JMPOBAHHBIX, MApPHBIX M TPYHIOBBIX
akcTpacucton u HeycronuuBod KT Ha (oHe TeHmeHIMM K cuHycoBoW Opamukapauu. Ilpu
JUIMTETTFHOCTH aHamHe3a Oosiee 5 ner B orcyrctBuu AAT omucaHbl cioydyad HCXO/Aa B

apuTMOreHnyto kapauonatuto [202, 401].
Houonamuueckue sncenyoourxogvie apummuu uz BTIDK

Ha ceromgusamumii nens Oonbimas uacth aputmMuii w3 BTIDK npu ngerambHOM
KIIMHUYECKOM aHaIM3€e OKa3bIBaeTCS HO30JIOTMUECKH NMpuHaanexaiieil k rpynne aedrora AIIDK
WM JIATEHTHO MPOTEKAIOIIEro apuTMOINEHHOTO BapuaHTa Oo4yaroBoro Muokapauta [202, 396-
400]. Takum o00Opa3om, CEroAHs MOCTyJaT O TOM, YTO CaMOM YacTOW JIOKaJIU3alMUeu Mpu
nauonarudeckux KA sasusercs BTIDK, moxer ObiTh mepecMmoTpeH. [Ipuumna — pacmmpenue

BO3MOYKHOCTEH JUAarHoOCTU4YCCKUX MCTOJHUK.

Haunbonee THMMYHBIME JIOKAIM3ALMUSAMHE SBIIOTCS nieperopogovnas oomacts BTIDK mox
KJIallaHOM JIETOYHOM aprepuu (TUNMYHA [ ApUTMOIEHHOIO BapHaHTa JATEHTHOI'O
MHOKAp/IUTA), pexe — NepeHeneperopooyHas o0nacTs noj kianadHoMm JIA u neperopogodHas
obOnacte Hajx kinanaHoM JIA. Jlpyrue npaBoKenmyTOYKOBBIE JIOKaIM3aluu (TEpedHsisi CTeHKa
BTIDK, nputounsiif Tpakt, Bepxymka [DK) BcTpeuatoTcss 3HaUUTENBHO peXe U MOYTH BCerja
CBUJIETENHCTBYIOT O CYILECTBYIOIIEH CKpbITOM HOo30moruu (panaue craauu AJIITDK) [202, 396-
400].

KnuHuueckn apuTMusi XapakTepusyeTcs JOOpOKAaueCTBEHHBIM TEUYEHHEM C DPEIKUM
pa3BUTHEM T€MOJMHAMUYECKH 3HAYMMBIX MapoKcu3MoB JKT. BrIpak€HHOCTh 3KTONMMYECKOU
AKTUBHOCTH MOJKET BApbUPOBATh OT €IMHUYHBIX dKCTpacucToa B cyTku 10 HOXKT. B aToit rpymme
NAlMEHTOB ONPEIEICHHO HE MPOCIEKUBACTCA CKIOHHOCTh K T'€HIEpPHOM akueHTyauuu. JleGroT

aApUTMHUH 0OBIYHO MIPOMCXOUT B Bo3pacTe 110 35 set [401].
Dacyuxynapuas 1e604cery004K08as MaAxuKapous

B rpynne ®T npeobianaoT HmanMeHThl MY)KCKOTo Iosa, Ae00T 3a0oneBaHus OOBIYHO

IPUXOJUTCS Ha BO3PacT 210 25 JieT.
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KnunnyeckumMu mposiBACHUSMHM [TaHHOTO BapuUaHTa apUTMUU SBISIOTCA CTAaOMIIbHBIE
npuctyns! ycroitunsoi JXT, kak nmpaBuiio, MpoTEKarIUe ¢ MUHUMAaJIbHOW T€MOAMHAMUYECKON
3HAYMMOCTBIO, JIETKO KYMHUPYIOIIMECS BHYTPUBEHHBIM BBEACHHUEM HM3OMNTHHA. Y OOJBIIMHCTBA
NAlMEHTOB B MEXIPUCTYIIHOM  [EpHOJEe  HAOMIONaeTcsi OTCYTCTBHE  OKTOMHYECKOMN
JKENyJ0UYKOBOM akTUBHOCTHU. ['eHeTnyeckue nerepMuHanTbl @T He uzydensl. [Ipu oTcyrcTBUM
JeYeHHUsT ¥ HempepbIBHO-peruauBupytomend Gopme tedenus KT ommcansl ciydam MCXO/Aa B
APUTMOIEHHYI0 KapAuONaTHIO, C XOpOIIMM BOCCTaHOBIeHHMEM pasmepoB u OB JDK mnpu

yctpanenuu KT [4].
Crparudukanus pucka

B radauuax VI1.13.1-VI1.13.5 npencrasien anroputm crparudukamnuu pucka BCCy

naueHToB ¢ JKA cTpyTypHO HOPMAJIBHOTO Cep/lia.

O6unue NpU3HAKOB, BKJIIOUEHHBIX B aHAN3, 00YCIOBICHO CIIOKHOCTBIO BBISIBICHUS U
HeoueBUAHOCThIO prucka BCC y manueHToB cO CTPYKTYpHO HOpPMallbHbIM MHUOKapaoMm. Kpome
toro, JKA CTpyKTypHO HOPMaJIbHOIO CEpJla BO MHOTOM MOTYT OBITb OOYCIOBJIEHBI €IIE HE
U3y4EeHHON T€HETHYECKH NETEPMHUHHUPOBAHHOW MATONOTHEH, (PEHOTUITMIECKUMU TPOSIBICHUSIMA
KOTOPOM MOTYT ObITh TaK HaszbIiBaeMble “Hecnenududeckue’” nameneHus Ha IKI' TpanzuropHoro
xapaktepa. [Ipu nanonarnyeckux XA cinemyeT ObITb HACTOPOXKEHHBIM B OTHOILIEHUHM PaHHHUX
craruii AJIIDK m aputMoreHHoro BapHaHTa JaTEHTHOTO MUOKapAWTa; Aud¢depeHIHraTIbHbINd
JUarHo3 MEXIYy dTUMH JBYMSI HO30JIOTMUECKUMHU (popmamu ObIBAaeT KpailHe 3aTpyAHUTEIbHBIM

0e3 MpoBeJIeHNs] TeHETUUECKOTO UCCIIE0BAHMS.
Pexomenganun no npodpunaxkruxke BCC
Knacce |

1. PY4 nokazama nayuenmam 0e3 CMPYKMYPHOU  namoio2uu  cepoya ¢
napokcuzmManvHou  unu  HenpepvisHo-peyuousupyiower KT uz BTIDK/BTIDK
(ocnosnou gaxkmop pucka BCC) npu pesucmeHmuocmu, HeNnepeHoCUMOCMU UIU
omxkasze om npogeoenusi AAT (B).

2. PYA nokazana ecem nayuenmam C  JI€BONCENYOOUKOBOU  (haACYUKYIAPHOU
maxukapoueti (PT) (A).

3. Ilpogunrakxmuueckaa AAT nokasama nayueHmam co CMPYKMYPHO HOPMATbHBIM
cepoyem npu onpeoensiemou epaoayuu apummuu no Lown ewiwe b (ocnosnoi

paxmop pucka BCC) (C).
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4. Ilpu eviasrenuu ‘“‘munumanvhvix uzmenenuul” IDK/JDK, yknaowiearowuxca 6 pamxu
ApUMMO2EHHO20 8APUAHMA IAMEHMHO20 MUOKAPOUMA, KAK NPUYUHbL 603HUKHOBEHUS
JKA (ocnosnou pakmop pucka BCC), nokazano namozenemuyeckoe u dMuUOmpontoe
JleyeHue OCHOBHO20 3a00/11e8aHUsl 6HEe 3ABUCUMOCMU OM OIUMENbHOCMU aHAMHE3d
(C).

5. Ilpu eviasnenuu  “munumanvuvlx usmenenun” IDK  (peace — JDK), He
VKAAObIBAIOWUXCS 8 PAMKU TAMEHMHO20 MUOKAPOUMA, KAK NPUUUHbL OZHUKHOBEHUS
KA (ocnosmnoii paxmop pucka BCC), nokazano eenemuueckoe mecmuposanue OJis
uckniouenus oedvroma AJJIDK.

6. HUmnranmayus UKJ] nokazana nayuenmam 6e3 CmpyKmypHoU namoiocuu cepoya c
KA, nepexcusuwum BCC (ocumosnou ¢haxmop pucka BCC) 6e3 nposoyupyrowux
oopamumvix npudun. (B).

1. Hmnaranmayus UKJ/] noxazana nayuenmam 6e3 cmpykKmypHOU namoaocuu cepoya c
yemotuiuusou KT (ocnosnou pakmop pucka BCC), mpebyrowetl 011 Kynuposamust
MEOUKAMEHMO3HOU UNU INEKMPUYECKOU Kapouogepcuu, npu omcymcemeuu 3¢gexma

om npogunaxmuyeckoi AAT u neaghgpexmuenocmu PHA (C).
Knacc lla

1. PYA nokazana nayuenmam 6e3 cmpyKmypHOU namoao2uu cepoya ¢ yCmouyugou uiu
Henpepuigno peyuousupyrowei KT (ocnosnoii pakmop pucka BCC). PYA 6 smux
cayyacax paccmampugaemcsi  Kak — anemepuamuea AAT npu  npednoumenuu
nayueHmom unmepeenyuonno2o euoa neverus (C).

2. Ilpoguraxmuuecxas AAT bema-6roxkamopamu  unu  COMANONOM  NOKA3AHA
nayuenmam 6e3 cmpyKmypHoU namoo2uu cepoya npu npu onpeoensiemou epaoayuu
JKA no Lown ewuue b (ocnosnoii gpaxmop pucka BCC), nposoyupyiowetics
Qusuueckotl Haepy3Kou u pecucmpupyroujetica npu XM npeumyuecmeeHHo 8 OHe8HOe
epemsi (C).

3. Ilpogunraxmuueckaa AAT npenapamamu |C knacca nokazana nayuenmam 6e3
CMPYKMYPHOU namono2uu cepoya npu onpeoensemou epaoayuu KA no Lown gwviue
b (ocnosnoit  paxmop pucka BCC), e6o3nuxarowein Ha ¢one Ccumycosotl
Opaouxkapouu, nooasisAuencs Gu3ULecKou HaAspy3KoU U pecucmpupyroueics npu
XM npeumywecmeenno 6 nouroe gpems (C).

4. Ilposeoenue DnooDDU yenecoobpaszno y nayuenmog ¢ KA Oe3 cmpykmypHou

namono2uu cepoya ¢ Hcarodbamu Ha cepoyeduenue, dMU300bl 20N080KPYIHCEHUS U
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CUHKONA/bHblE COCMOAHUA, eclu 6 Kayecmee Nnpudursvl UX 603HUKHOBEHUA

npeononazaemcs KT (ocnoenoti pakmop pucka BCC) (B).

Knacce 11b

1.

Knace 111

VII1.13.b.

PYA noxazana nayuenmam 6e3 cmpyKmypHOU RAMOLO2UU Cepoyd ¢ YCMOUUUBOU
monomoppuou KA uz BTIDK/BTIDK, npu onpedensemotl epaoayuu apummuu no
Lown sewie b (ocnoenoti ¢paxmop pucka BCC). PUA 6 omux cayuasx
paccmampusaemcs kak anemeprhamuea AAT npu npeonoumenuu nayueHmom
unmepeenyuonno2o euoa aevenus (C).

Bcnomoeamenvuasa  npogunakmuveckas —mepanus  OMAKOpPOM — peKOMEeHOVemcs

nayuenmam ¢ KA (ocnosnoui gpakxmop pucka BCC) b6e3 cmpykmypHou namono2uu

cepoya (C).

Ipogpunaxmuueckass AAT ne nokazana nayueHmam 6e3 cmpyKmypHOU Namoiocuu
cepoya npu onpeoensemoti epadayuu KA no Lown nuoce lla (C).
Ipogpunaxmuueckas AAT ne nokasama nayuenmam 6e3 cMpPYKMypHOU RAMOLOSUU
cepoya ¢ oebromom KA (OrumenbHOCmMb APUMMUYLECKO20 AHAMHE3A He Npesbliaem
2 mecayes) (C).

PYA ne nokazana nayuenmam 6e3 cmpyKmypHOU Namoniocuu cepoya ¢ yCmoudugou
monomopnou KA uz BTIDK/BT/DK npu onpedensemoti epadayuu apummuu no
Lown nuorce 11b (C).

PYA ne nokasana nayuenmam 6e3 cmpykmypHou namonocuu cepoya ¢ oebromom KA
(OnumenvHOCMb apumMMUYECKo2o anamHesa He npesviuiaem 6 mecayes) (C).

PYA ne nokasama nayueHmam ¢ GblsIGIEHHbIMU MUHUMANbHLIMU USMEHEHUsMU
TDK/JDK”, yknaovleaiowumucss 8 pamku apummo2eHHO20 8apuanma JameHmHo20
mMuoxapouma, 00 3asepuleHuss NpoedeHus NAMOSeHemudeckolu U SMUOMpPONHOLL

mepanuu OCHO6HO20 3abonesanusl.

Crparndpukanmsa pucka u npodpmiaaktuka BCC 'y mnamueHToB ¢

3JEKTPOJIUTHBIMA HAPYINCHUAMHA

Knuandeckun 3HaYMMEBIC HApYMICHUA JSJICKTPOJIUTHOTO OanaHca MOTYT HOpPUBOAUTH K

KU3ZHEYIPOXKAIOIMM HApPYIIEHUSM PUTMa M NPOBOJUMOCTH IIPU CTPYKTYPHO HOPMAJIBHOM
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muokapne. Hanbonee yacTo BcTpewarouyecss B KIMHUYECKOW MPAKTHKE CUTYallUHd Pa3BUTHS

AJIEKTPOJIUTHBIX HAPYIICHUN CIICAYIOIINE:

1
2
3.
4

o

[IprMeHeHre MOYETOHHBIX MpenapaToB (MPEKIe BCEro THA3UIHBIX TUYPETUKOB);
WHTOKCHKAIUS CepIeUHBIMU TTTUKO3U/1aMU;

Octpast 1 XpOHUYECKasl ToYeYHass HeJOCTATOYHOCTb, B T.4. XPOHUYECKUI reMOTHaIIH3;
[Toctiepdy3rOHHBIE 3JIEKTPOIUTHBIE HAapyLICHUsS, HEIOCPEACTBEHHO CBS3aHHBIE C
NPOBEIEHUEM NCKYCCTBEHHOT'O KPOBOOOPAIICHUS;

MaccuBHbIe TeMOTpaHCc]y3uy;

XpoHWYECKNE NHTOKCHKALIMK: aJKOTOJIbHAsH/ HApKOTUYECKasi 3aBUCUMOCTB;

FOJ'IO,Z[aHI/IC H aHOPCKCHUA.

[Tprunnoit BCC B 3TuX citydasx MOTYT OBITh CIEIyIOIIME HAPYIICHUS:

I'mnoxanuemus. HpI/IMCHeHI/Ie MOYCTOHHBIX npceriapaTos, OCJIOXKHCHHC I/IK,
reMoguiironusi, TUICPUHCYIUHEMU, ,HBIXaTeHBHBIﬁ A MeTabOIHYECKUH aJIKaJIo3,

aKTHUBalyus peHI/IH-aHFI/IOTeH?;I/IH-aHLILOCTCPOHOBOﬁ CHUCTCMBI U IIPOY.

OCIIO)KHCHHS: IpeaACCpAHBIC U KCITYAOYKOBBIC apUTMUH.

I'mnepkanuemus. Kpome ciiyqaeB NMOY€YHOW HENOCTATOYHOCTH, YPOBEHb Kalus B
KPOBH  MOXKET TIOBBIIATbCA INPU  METAO0OIMYECKOM  alua03e, IreMojiu3e MU
reMOTJIO0OMHYPUU Ha MOo4YBE Mepy3HOHHOIO MOBPEXKAECHUS KPOBH, MPU IeMOTOpAKCe,
MacCCHBHBIX I'€MOTpaHC(PY3UsIX, BBEIEHUU KaJMNCOJEpKalluX MpenaparoB B OONBIINX
J103ax, HarpuMep mpu 6oar0cHOM ObicTpoM BBeneHuu Oonee 10 muH. EJ] xanueBoit conu
NEHUIWIINHA U [TPOoY.

OcnoxxHeHus: OJ0KaJabl MPOBEACHUS AJIEKTPHUUECKOTO0 MMITYJIbCa, OCTAaHOBKA CepAlla B

CHUCTOIY.

I'unmomarnuemusi. [lpuMeHeHHe AMYPETHKOB, NepeNMBaHUE OOJBIIUX KOJIWYECKTB
LUTPATHOM KPOBH, HCKYCCTBEHHOE KpOBOOOpAIeHHE, KapIUOTOKCHYECKUH 3hdexT
aJipeHalMHA U TIPOY.

OCIIOKHCHHUS: npu Ile(i)I/II_II/ITC Maravga KapAuOMHOLIUTHI B M30BITKE TCPAIOT KaJ'IHfI,

KOTOpBIM 3aMeliaeTcss HaTpHUeM U BOJOW. OITOT TMpoOIecC HOHHOro AucOanaHca
CYIIECTBEHHO YCYTYOJISIE€T MIIEMHYECKUE TOBPEXKICHHUSI KapAMOMHOIUTOB, a WHOT/A H

cam 1o ce0e mpeaonpeaesieT cepaeunbiii apect Ha ¢oHe KT tuna «mupy 1.
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4. I'mnepmarnuemMusi. OcTpass ToUeyHas HEAOCTATOYHOCTh C aHypHEH, H30BITOYHOE
napeHTepaIbHOE BBE/ICHUE MPENapaToB MarHusi B OpraHu3M.
OCHOXHEHMsI:  pacCTpPOMCTBA  MPEACEPIHO-KETYIOYKOBOM  MPOBOJAMMOCTH, TpHU
KOHIIEHTpallU MarHus B mia3me 10 2,5 — 3,0 MMouib X e IIpu koHuenTpanuu 3,5 —
4,0 MMOIIb X T HACTYIAaeT TTy00KOe YrHETeHHE LIEHTPAIIbHON HEPBHOM CUCTEMBl — TaK
Ha3bIBaCMbIX ""MarHe3uaabHbIi HApKO3".

5. I'mnepkanbuuemusi. TwasuaHple IUYPETUKH, 370KAYECTBEHHBIE HOBOOOPA30BaHUSA,
npenaparsl JIUTUs, (Pe0XpOMOIIMTOMA, SHIOKPUHHAS MTATOJIOTUSI.

OCHOXHEHHUS: KECJITYAOYKOBEIC apUTMHUU, HAPYUICHUSA IIPOBOJAUMOCTH.

6. I'mnokanbumemusi. XpOHUYECKHUH HEKOMIIEHCHPOBAHHBIM aKOJ03 MPH Pa3iIHuHbIX
WHTOKCHKAIUSIX, OSHIOKPUHHAS I1aTOJIOTHS, THUINOATLOYMUHEMUS, THIIOMAarHUEMUS W
mpou.

Ocnoxuenus: yuHenne natepsaia QT, XKT mo tuny torsades de pointes
Pexomennauuu no npopuiaaktuxke BCC
Knacce |

1. Ilpumenenue npenapamog coneii Kaius u MacHUs ONPABOAHO NPU JledeHuu U O
npogunaxmuxu KA y nayuenmog npu npueme muazuoHvlx ouypemuros (B).

2. Ilpumenenue npenapamog coneil Kauus u MAcHUsi ONPABOAHO NpuU JledeHuu u Ois
npogunaxmuxku KA y nayuemmos nocie onepayuii ¢ UCKYCCMBEHHBIM

kpogoobdpawenuem (KL u npou.) (B).
Knacc lla

1. V nayuenmos c eepuduyuposannvimu yepodrcarowumu sHcusnu KA u cmpykmypHo
HOPMANIbHBIM CepoyemM YerecooOpasHo noo0epHcU8ams YPOBeHb KAUsi CblGOPOMKU
Kkposu 6 ouanasoue 4,5 — 5,5 mmonwv/n (C).

2. Ilpumenenue npenapamog coiei Kauus U MAcHUs ONPABOAHO NPU JledeHuu U O

npounaxmuxu KA y nayuenmos npu UHMOKCUKAYUU CEPOEYHBbIMU 2TUKOZUOAMU

(B).
Knacce 11D,

1. Illpumenenue npenapamos conei Kaius u Ma2Hus ONpasoaHo Npu JeyeHuu u O

npounaxmuxu KA y nayuenmos co cmpykmypHo HOPMANbHLIM MUOKAPOOM Npu
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oCcmpblX U XPOHUUYECKUX AIKO2OJIbHbIX U HAPKOMUYECKUX UHRMOKCUKAYUAX, AHOPEKCUU

(C).
Knacce 111

1. prweHeHue npenapamoe conell Kaaust U MacHusi He NOKA3aHo nayuermam c ocmpoﬁ

U XPOHUYECKOU NOYeyHOU HedocmamoyHocmyio (B).

VI1I.14. Cesa3p BCC ¢ dusnyeckumu (pakTopamMu M TOKCHYHLIMH BelIeCTBAMHU

VI11.14.A. Kypenue u BCC

Kypenne orBercTtBeHHO 32 30% Bcex JieTaIbHBIX UCX0A0B, cBsizaHHbIX ¢ UBC, ogHako B
wiane npenynpexaeHuss BCC oHo sBisieTCs HE3aBUCUMbBIM (DAKTOPOM pHUCKa OT HAJIWMYMS WIH
orcyrctBusi UBC kak ocHoBHOTO 3aboneBanust [46, 59, 402]. AKTUBAIUS CHMITATUYCCKOU
HEPBHOW CHCTEMbI, BbI3BaAHHAsA HUKOTUHOM, MOXET CHIKaTh BapHalOeIbHOCTh PUTMA CEepAlla U
HOBBIIIATE BeposiTHOCTH Bo3HUKHOBeHHsT JKA u BCC [403-407]. IlpekparieHue KypeHHsI

3HauYMTENbHO cHUXkaeT puck BCC.
Pexomenpanmuu nmo crparupukanum pucka u npopunakruke BCC

Knace 1

1. Kypenue (naccusnoe Kypewue) HACMOAMENbHO He PEKOMEHOYemcsi 6cemM NAyueHmam ¢
Hanuuuem OcHO8HbIX (8epughuyuposannvie KA uw/unu npeoomepawennoi BCC) u

emopocmenennuvlx paxmopos pucka BCC (B).

2. Ilpucmpacmue xk KypeHUu1o OONHCHO BbIACHAMbCA Y 6CeX NAYUEHMO8 C MAKUM OCHOBHbIM
¢axmopom pucka BCC kax KA, ompasxcamvca 6 meouyunckou OOKymMeHmayuu, d
nayueHmam HeobXx00umo HACTOAMENbHO PEKOMEeHO08amb npocpammbl,

cnocoocmsyrowue npekpaweruio Kyperus (C).

VI11.14.B. JTunuast 1 BCC

Cratunbl cHmwkaoT puck pa3sutus KA/BCC y namuentoB ¢ MBC u uiemudeckoit
KapJIMOoIaTHel, BEpOsATHO, 32 CYET aHTHHMIIEMHYECKOT0, a HE aHTHApUTMHUYecKoro 3¢dekra. Y
MAlMEHTOB C HEHMIIEMUYECKHMM T'€HE30M KapJIuOoNaThil Ha3HAue€HHWE CTaTMHOB HE MPUBOIUT K

camxkennto pucka XKA/BCC [408].
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Hecmotpst na 1O, uro mpu HBC wumeercss CBA3b MEXKIy MOBBIIMIEHHBIM PHUCKOM
Bo3HUKHOBeHUs JXT/BCC u BBICOKMM YpOBHEM OOIIErO XOJECTepPUHA, JHUIOMPOTEUIOB OUYEHBb
HU3KON IJIOTHOCTH, JIMIIONPOTEUI0OB HMU3KOW IUIOTHOCTH, HU3KHMM YPOBHEM JIMIIOMPOTEUIOB
BBICOKOH IJIOTHOCTU B COYETAHUM C BBICOKMM YPOBHEM TPUIJIMLEPUIOB U alOJUIIONpOTEnHa B,
3(PEeKTUBHOCTH Tepalluy CTATUHAMH, B TUIaHE CHUOKEHUs pucka passutus JKA/BCC, He 3aBucUT
oT auHamuku JunuaoB [409]. MccnenoBanuil 1o OlleHKE BJIMSHUE CHUKEHUSI YPOBHSI JIMIIHJIOB
Ha yacToTy Bo3HUKHOBeHHsI BCC B pamkax nepBHYHON MPOQHUIAKTHKH HE POBOIMINCE. TeM He
MeHee, TaKOe BIMSHHE MOKET OBbITh CIPOTHO3MPOBAHO HA OCHOBAHWU TOTO, YTO CHMXKEHHUE
YPOBHSI JIMIIUJOB COINPOBOKJIAETCS YMEHBIIEHHEM OTHOCUTEIBHOTO pucka cmeptu oT UBC u

npyrux npuynH Ha 20-40% [49, 410, 411].

Huskuit ypoens [THXKK 1 oMera-3 uHAEKC SIBISIOTCS] HE3aBUCUMBIMU (DAKTOPAMH PUCKa
cmeptu ot MBC, ocobGeHHo mociie MepeHeceHHOro cepaeuyHoro apecra [412, 413]. B
HECKOJIbKUX  HCCleoBaHMsIX Obuto mokazaHo, uyro [IHXXK, mnpeumymectBeHHO B
SKCHEPUMEHTAIbHBIX MOJENAX, MOryT cHxarb dvactory BCC, B03MOXHO, 3a cuer
npeaynpexaenus KA [412-415].  [Ho6asnenne I[THXKK x cranmapTHO#l Tepanmuud MOMXKET
cHukatb BeposiTHOCTh BCC y 6onpHbIX UBC [95, 416]. BMecTe ¢ TeM, 10 HACTOSIIETO BpEMEHU
COXPAHSAIOTCS PA3HOUYTEHUS MEX]Y OKCIEPUMEHTAIbHBIMA M KIMHMUYECKHMMU JIAHHBIMU B

OTHOIICHUH CHIKeHUs prcka Kak KA, tak u BCC npu Haznadenun [THXKK [417].
Pexomenganum no crpatudgukanuu pucka u npopuinakruke BCC
Knacce 1

1. Tepanus cmamunamu s>¢pgpexmusna y nayuenmoe ¢ MBC Ons ymenvbuienus pucka

pazsumusi JKA/BCC (A).
Knacc IIb

1. IIH)KK nokazanvl nayuenmam ¢ UBC, umerowum KA, 6 0obasienuu Kk cmaHoapmuou

mepanuu (B).

VII.15. Crpatudurkanus pucka u npopuaakruka BCC v oTaeJbLHBIX IPyHI

HAaCCJICHUSA

VI11.15.A. CtpaTudukanus pucka u npopunaktuxka BCC y cnoprcmeHoB
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[To mannbIM uTanbsHCKUX ucciaenoBareneit [418, 419], wactotra BCC y cnopTcmMeHOB
cocraBisieT 2,6 y MyxuuH u 1,1 y sxenmuH Ha 100 000 cnoprcmeHoB B rof, 4rto B 2,4 pasza
BBIIIIE, YEM Y JIMI] COMIOCTABUMOT0 BO3PAcTa, HO HE 3aHUMAIOIIUXCS CIIOPTOM peryiisipHo. Cpenu
bpaniy3ckux cnoprcMeHoB ciaydan BCC peructpupyrotes eme yamie — 6,5 ciyqaeB Ha 100 000
[420]. Hanubie HanmuoHanpHoro perucrtpa BCC cnoprcMmeHoB mosogoro Boszpacta B CIIA
CBUJIETEIILCTBYIOT O MporpeccuBHOM yBennuenn BCC B TeueHnue nmociieHux 2,5 necaTuiieTui
B cpenHeM Ha 6% B rox [421]. B nacrosimiee Bpemsi B Poccuu mojio0HbIE CTaTUCTHYECKUE

OTYETEI OTCYTCTBYIOT.

Haubonee wacto BCC peructpupyercss y nui, NpopeCcCHOHATBPHO 3aHHUMAIOITUXCS
dbyr6omom (ot 30% mo 40% Bcex cnydaee BCC B cmnopre B ctpanax Epombr u CIIA). C
HECKOJIbKO MeHbIel gactoToii BCC BeIABIeTCS B 0acKeTOOJIE, BEIOTOHKAX M B KOHTAKTHBIX
Bunax crnoprta [418, 419]. IlpocnexuBaercsa otuerauBas B3auMocBsi3b BCC B cropre ¢

TeHIepHBIM IpU3HaKoM — 6osiee 90% ymepiux BHE3aHO CIOPTCMEHOB — MYKUuHBI [418, 422].

[To naHHBIM HEKOTOPHIX UCCIIeIOBaHMM, Hamboyiee yactoi mnpuumHod BCC cpenn
MOJIOJIBIX CHOPTCMEHOB SIBJIsIETCS TUnepTpodudeckas KapJUOMUONATH, 0T KOTOPOM MOKET
nocturatb 28-36% cnyuaes [18, 421, 424]. 13 gpyrux npuunH BCC BbLAENAIOT pa3iaudHbIe
AHOMAJIMU KOpPOHAPHBIX cocynoB (14-17%), Hanbosiee 9acThIM BAPHAHTOM U3 KOTOPBIX SIBJISICTCS
OTXO0’KJICHHUE JIEBOI KOPOHAPHOI apTepuu OT IMPaBOro CUHyca BanbcanbBbl; MUOKapAUTHI (OKOJIO

5%), AITXK (oxomno 5%).

Bmecre ¢ TeM, BBICKa3bIBAIOTCS COMHEHMSI B INPaBOMOYHOCTH IIOCTAaHOBKM JMarHo3a
['KMII Bo Bcex ciyuasix oOHapy)KeHUsl Ha CEKIIMM BbIpakeHHOW rumeptpoduu JDK [418, 425,
426]. HexoTopbIMH OTEYECTBEHHBIMH aBTOPAMM MpeJUlaraercs TEPMUH KOMIIEHCATOPHO-
runeprpoduyeckas cTpeccopHas KapAHMOMHUONATHSA, OCHOBHBIM oTiMuueM kotopoir ot ['KMII
ABNsieTcs oOpaTHas JIUHAMMKa W3MeHeHMM Maccel muokapna JDK mocne mnpekpateHus
dbuznueckux Harpy3ok [424]. IIpu sTom oueBuaHO, uto Hammuue ['JDK y cmoprcmena siisiercs

HEeOJaronpuUsITHBIM MPOrHOCTHYECKUM (hakTopoM pa3Butus BCC.

IIpornosuposanue BCC B ciopTe sBIAETCS UpE3BBIUANHO TPYAHOM 3aJauei, IOCKOJIbKY
okosio 80% nwuil, yMepuInx BHE3aIMHO, HE TIPEABSBIUIA KaKUX-TH00 kKamo0 HaKaHyHE CMEPTH, a
B aHaMHe3e y HuX oTcyTcTBoBanu ykazanus Ha BCC y poactBennukoB [418]. Tem He meHee, B
HeKkoTophIx crpaHax Espomnbl u CIIIA npeanoskeHo HECKOIBKO MPOTOKOIOB JUISl TPOQHIAKTUKU
BCC y cnoprcMeHOB, BKIIOYaOIUX B ceOs JaHHBIE cOOpa kayno0d, aHamMHe3a, B TOM 4YHCIe

ceMeitHoro, pu3nKaIbHOro 00CIe0BaHNus, a TAK)KE€ B HEKOTOPBIX CTPaHax - HHCTPYMEHTAJIbHBIX
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uccienoBannii, Bkimodas OKIT w/mmm Oxo-KI. B Hranmum BBeneHHe Takoro MpoOTOKOJIA

no3Bosinio cHu3uTh yactory BCC y cnopremenos ¢ 1980-x mo 2000- e roxsl B 3,5-5 pa3 [427,
428].

B 2011 r. B Poccuu onybnukoBansl nepsbie HalimonanbHbie peKOMEHIAIMU 110 TOTTYCKY
CIIOPTCMEHOB C OTKJIOHEHMSIMH CO CTOPOHBI CEPACYHO-COCYTUCTON CUCTEMBI K TPEHHPOBOYHO-
COpEeBHOBaTEILHOMY Mpolieccy [355]. B HUX npenjaraeTcsi ABYXATalHbIA aJrOPUTM CKPUHHUHTA
CIIOPTCMEHA C LIEJBI0 PELIEHUS] BOIPOCA O JOMYCKE K 3aHATUSAM CIIOPTOM: 1) aHanM3 JaHHBIX
aHaMHe3a, ocMoTpa U peructpanus noBepxHoctHoil DKI' B 12 orBeneHusix; 2) yriayOieHHOE
MeAMIMHCKOE o0cienoBaHue (IIPU OTATOIIEHHOM CEeMEHHOM aHaMHe3€, CUMITOMAX, MaTOJIOTUU

npu ocMoTpe uinu u3MeHeHusx Ha DK, He CBA3aHHBIX ¢ TPEHUPOBOYHBIM IIPOLIECCOM).

OTnenpbHOr0O BHMMAaHHUS 3aCIYXKHBAeT BOMPOC O MPUHATUU PEUICHHs IO JOMYCKY K
3aHATUSAM CIHOPTOM B CJIy4yae BBISBJICHHS TOW WM MHOW MATOJOTUU CEPJIEYHO-COCYIUCTOM
cucteMbl. JlaHHBIA pa3fen BBIXOAWT 3a PAMKHA HACTOSIIETO JOKYMEHTa, OH MOAPOOHO
paccMoTped B HanmoHanbHBIX peKOMEHAANMIX MO JIOMYCKY CIIOPTCMEHOB C OTKJIOHEHUSIMH CO

CTOPOHBI CepI[CLIHO-COCYI[I/ICTOI‘/’I CUCTEMbI K TPCHHUPOBOYHO-COPCBHOBATCIIbBHOMY IIPOLECCY

[355].
Pexomenpaunu no crparudpukanum pucka u npopuiaaktuxke BCC
Kuace 1

1. Ilpu kaunuueckou oyenke CHOPMCMEHO8 Ccredyem NpoeoOUMsb Muamenbhbili coop
amammesa (6Kkn0Uas cemeunvill anamues npedcoespemennol cmepmu umu BCC),
Gusurxanvruiti ocmomp u pecucmpayuro K1 6 12 omeseoenusix (C).

2. Ilpu evisgnenuu y cnopmcemena cepoeyHo-coCyoucmoix 3a001e6anull ciedyem peuums
80NPOC O BO3MOICHOCMU NPOOOINCEHUS 3AHAMUAMU CHOPMOM, Xapakmepe u Cmenexu
Pusuueckoii nazpysxu (C).

Kiaace lla

1. Ilpu evisisieHuu OmMsACOWEHHO20 CEMEUHO20 AHAMHe3d, CUMAMOMO8, NAMOLO2UU Npu
ocmompe unu usmenenusx Ha OKI, He CBA3aHHbIX C MPEHUPOBOUHBIM NPOYECCOM,
crnedyem npogecmu yenyOnieHHoe MeOuyuHckoe oobciedosanue, exaouarowee IxoKI, u
npu Heobxooumocmu, psao opyeux cneyughuyeckux mecmos (cmpecc-mecm, MPT,

onumenvroe monumopuposanue IKI, 531003DH u op.) (C).
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VI1.15.b. Ctpatudukanus pucka u npopuinakruka BCC y poacTBeHHUKOB NalMEHTOB,

norudmmx or BCC
Pexomenganum no crpatugukanuu pucka u npopunakruke BCC
Knacc 1

1. ['enemuueckoe mecmuposarnue peKOMeHOyemc;z ecem nayuenmam c cemeunvim

anamnezom BCC (cunopomwr LQT, SQT, KIDKT, bpyeaoa u m.o.) (B).

2. Twamenvnoe uncmpymenmanvhoe oocredosanue (IKI, IOXO-KI, nabopamopmsie

mecmbl U Op.) pekomernoyemcs ecem nayuenmam c cemetinvim anamuezom BCC (C).

OreHka BO3MOXHBIX (DAKTOPOB pHCKa PEKOMEHIYETCsS BCEM MAIlMEHTaM C CEeMEHHBIM
QHAMHE30M BHE3alHOW CMEPTH C LEJIbI0 BBISIBICHUS JIMI ¢ BbICOKMM puckom BCC [429].
Bmecre ¢ Tem, mia kaxaoro 3aboneBanusi (I'KMII, cunapom yanuneHHoro uHTepBana QT,
cUHAPOM bpyrana u npyrue) cymecTByIOT OTIEIbHBIC IIeieBble (PaKTOPHI CTpAaTU(UKAIINNA PUCKA
[429-432]. TlpoBereHHe TeHETUYECKOIO TECTHPOBAHUS IIEIECOO0pPAa3HO Yy MAlUEHTOB C

cemelinbiM anamue3om BCC [432].
V11.15.B. Crpatudpukanus puca u npopunaktuka BCC y noxKubIX NalilHeHTOB

Yactrora BCC pa3zButus ysenuuuBaetrcs ¢ Bo3pactoMm [429, 430]. XA sBastorcs
HEpPEeAKUM KIMHUYECKUM CUMIITOMOM Y MOKUIIBIX JI0IeH, 0COOEHHO NMPH HAJIUYUHU CTPYKTYpHOU
narosnoruu cepaua [433—435]. XKA moryt sBasAThCS NpeaBecTHUKamMu Aectadbuimnzanun MbBC n

BCC [436, 438].

ITpopmnaktuka BCC y manumeHToB moxkwyioro Bo3pacta ¢ KA NpUHIUNHMAIBHO He
OTJIMYACTCS OT PEKOMEHJOBAHHBIX BbIMIE TOAX0M0B. st nedenuss KA y MOXKHIBIX JIHIIL,
ocoberno ¢ WBC, pekomeHnyercss UCHOIb30BaTh OeTa-010KaTOpbl, NpPU OTCYTCTBUU
IOPOTHBONOKA3aHUNH K uX mnpueMmy. OJHAKO, HECMOTps Ha JO0Ka3aHHYI 3(P(EKTUBHOCTh B
OTHOILIEHUM CHUXEHHUS CMEPTHOCTH OT Bcex mpuuuH U BCC, u301MpoBaHHOE UX MpPUMEHEHUE
MOXET OBITh HEJOCTAaTOYHBIM Yy TMOXWIBIX Joaed. [lpu nedenun s>ku3Heyrpoxkarommx KA
MPEOYTUTENBHOM ABIseTCSl KOMOMHaIUs 6eTa-0J10KaTOpOB ¢ aMUOAAPOHOM MJIM MOHOTEpanus

aMHOJAapOHOM, B Cllyyae HelepeHocuMocTH OeTa-0mokaTopos [29, 437].

Hecxkonpko PAHAOMHU3UPOBAHHBIX MPOCIICKTUBHBIX HCCIIeJOBaHUM IpOACMOHCTPUPOBAIIN

spdextuBHocTs MKJ[ B OTHOmIEHMM NEpBUYHONH U BTOpuuHOM mnpodumiaktuku BCC y
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nanueHToB, crpagarmux MbC, mo cpaBuenuto ¢ AAT Bo Bcex BO3pacTHBIX rpymmax [25-27, 31-
34]. Bce aTu uccneqoBaHus BKIIOYAIM 3HAYUTENLHOE YHCIIO MAlMEHTOB B BO3pacTe crapiie 65
neT. Psn skciepuMEHTAIbHBIX UCCIIEIOBAHUN CBUACTEILCTBYET O TOM, UYTO MHBA3UBHBIE METO/IbI
JICUYEHUs MAMEHTOB ¢ yrpokarommmu xu3Hu KA oanHakoBo 3 ()EeKTHUBHBI KaK B MOKUIOM, TaK
u B MojoaoMm Bo3pacte [439-441]. [IlammeHTsl cTapyeckoro BO3pacTa, HMEIOIINE
MHOXECTBEHHYIO  COMYTCTBYIOIIYIO  MATOJIOTHI0O ©  OTPAaHUYCHHYID  MPOTHO3ZUPYEMYIO
MPOJIOJDKUTENBHOCTD KU3HU, MOTYT HE MOJIXOJUTh B KauecTBe kKanauaaTos aist UKJ[-tepanun,

JTaKe €CJIM OHU YAOBIETBOPSIOT KPUTEPUSIM ISl €€ TPOBEICHUSI.
Pexomennanuu no crparuguxkanun pucka u npopunakruke BCC
Knacc 1

1. Toowcunvie nayuenmol ¢ KA 00ndiCHbL Ieuumubcsl, Kak npasuio, mak gice, Kak u O0abHble
MONI00020  803pacma. Omo noopasymesaem, uYmo cmpamuuxkayus pucka u
npogunrakmuxka BCC 'y noocunvix nayueHmos ocywecmensemcs Ha OCHOBAHUU
8bIAGNEHUSL  OCHOBHbIX U GMOPOCMeNneHHvlX  pakmopos  pucka. IIposedenue
npoghunaxkmuxu BCC exnrouaem ¢ mom uucne, umnianmayuro UK/{ u KC nayuenmanm,
KOMOopble NOAYYaom ONUMeENbHYI0 ONMUMALLHYIO TeKAPCMEEHHYI0 Mepanuro, ¢ XOpouum
(DYHKYUOHATbHBIM — CIIAMYCOM™ U OIA2ONPUSMHBIM  NPOSHO30M — BbIJICUBACMOCTIU 8

meuenue 200a u donee (C)

2. Jlozuposku u noobop 003 AAII 0ondxchbl 6bimb CKOPPEKMUPOBAHBL C YUemOM USMEHEHHOU

Gapmaxoxunemuxu y noxcunvix nayuenmos (C).
Knacce IlT

1. Ilposedenue UKJ/[-mepanuu y nayuenmos ¢ NpocHO3UPYEMOU NPOOOJIHCUMETbHOCTIBIO
JHCUBHU ~MeHee 2004 8CIe0Cmeue OCHOBHLIX U  CONYMCMBYIOWUX 3a001e8anull

Heyenecooopazro (C).

2. AAIl | knacca ne O00NCHBI HAZHAYAMBCA NONCULBIM nayueHnmam ¢ opcaHudecKumu

3abonesanusmu cepoya (A).

- 0 MCTOAUKAX MPOBCACHUA OLICHKU (I)yHKI_II/IOHaJ'IBHOFO CTaTyca Bbl MOXCTC IMMPOYHUTATH HA

caiire http://www.chcr.brown.edu/pcoc/functi.htm

VI 3AKJTIOYEHUE
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B Poccun mponomkaercst octaBaThCs aKTyaldbHOM Mpo0JieMa CMEPTHOCTH OT CEpCYHO-
COCyIUCThIX 3a0oseBaHuid. [Ipy 3TOM Ha JOMIO BHE3ANHOW CEpACYHOM CMEPTH MPUXOAUTCS

OKOJIO ITOJIOBHHBI BCEX JICTAJIBHBIX UCXOJ0B.

Peanuzanus cuenapus BCC  mpoucxogur B pe3yiapTaTe  pa3BUTUS — OCTpOM
JIEBOXKETYJOUKOBOM HEIOCTATOYHOCTH Ha (POHE 3JI0KAYECTBEHHBIX >KEIYAOYKOBBIX apUTMHH,
MaHH]ecTalMs KOTOPbIX, COPOBOXKAAETCS HapYLIEHUsAMHU KaK CUCTEMHOM, TaK U pEerHOHapHON
reMoJuHaMHuKu, npexnae Bcero co cropoHel ITHC. CnenctBueM 4ero sBIS€TCS BEPOSITHOE
BO3HHMKHOBEHUE HEOOPATUMBIX M3MEHEHHUN CO CTOPOHBI KHU3HEHHOBAKHBIX OPTraHOB M Pa3BUTHE
JeTanbHOro ucxoaa. Hamuuume mnm OoTCyTCTBHE NPEACYIIECTBYIOLIEH CTPYKTYpPHOM HaTOJIOTHU
cepAlla MOXKET MUMETh OINpeleNsollee 3HaueHne Ul aJalTAllMOHHBIX W3MEHEHUH MapaMeTpoB
CepJIeYHOro BhIOpOCa, a 3HAYUT JJIs XapaKTepa KIMHUYECKOrO TeYEHUs] apuTMHU. B 370l cBA3U
KJIFOYEBBIM 3HAYEHHUEM JUIsl KIMHUYECKOM MHTEpIpeTaluy 3JI0Ka4YeCTBEHHOI'O TeUeHUs JII000i
apUTMHM, OIpPENENICHUs] €€ >KU3HEYTPOXKAaloIero XapakTepa CIeAyeT CuUuTaTbh: OOMOpOK,
npeoOMOPOK, TOJOBOKPY)KEHHE, THIOTEH3UI0, IPOTPECcCHI0  HPOSBIEHUI  cepAeyHOn

HEAOCTAaTOYHOCTH, CTCHOKAPAUIO.

Hcnonb3oBaHne COBPEMEHHBIX MEAMIIMHCKUX TEXHOJIOTHMH, 3aKIIOYaONIUXCi B
UMIUTAHTAUKA  KapJAHOBEPTEPOB-IeUOPHIUIATOPOB, TO3BONISIET A(P(GEKTHBHO TPOBOAWTH
NpoQUIAKTUKY BHE3AIMHON cepAeUHOM cMepTu. B mociennue roapl B paMKax rocyaapCTBEHHOTO
MpoekTa «3I0pOBbE» B PA3NIUYHBIX PETHOHAX HalIed CTpaHbl OBLIO OTKPHITO HECKOIBKO
benepanbHBIX KapAUOXUPYPTUYECKUX IIEHTPOB. TeM He MeHee, KOIUYECTBO MPOBEIEHHBIX
UMILIAaHTAIMNA KapAHOBEPTEPOB-AePUOPUIIIITOPOB HE YAOBIETBOPSET CPEIHUM MOTPEOHOCTSIM
W3 pacuyera Ha | MIH. XUTENEW CTPaHbl W 3HAYUTEIBHO HUKE TAKOBBIX IOKAa3aTelIe M0

CPaBHEHHUIO C BeAyluMu eBponeiickumu ctpaamu u CIIA.

['maBHOM TPUYMHOM NTAHHOTO TOJIOKEHMSI 1€ SBIIIETCS HE CTOJBKO HEIOCTAaTOYHOE
dbuHaAHCUpPOBAaHUE TAHHOTO pa3felna, CKOIbKO, MPEXJIe BCEro, OTCYTCTBUE CHCTEMHOTO MOIX0Aa
K aJeKBaTHOM KJIMHUYECKON OlleHKe OOJIbHBIX € 3a00JIEBaHUSIMH CEPAECUYHO-COCYIUCTON
CHUCTEMBI; pa3HOE «IIOHMMaHHWE» OOJBHOTO BpayaMH KapAHOJOTaMH, TepareBTaMH,
WHTEPBEHLIMOHUCTAMHU, KapAUOXUPYpPramMu,; TOCPEICTBEHHbIM YPOBHEM MOCTAUIUIOMHOIO
o0pa3oBaHus M0 JaHHOW MpoOIeMaTHKe, a TAaK)Ke OTCYTCTBHEM ayAHuTa KadecTBa, OKa3bIBAEMOM

MEJIUIIMHCKOM MTOMOIIIM, HanpaBjieHHOW Ha npenoTBpamenne BCC.

Hacrosmue PexomeHnmanuu SBISIOTCS OAHUM W3 JTaloOB CO3JAHMUS W peanu3aliul B
Kparyaifime cpoku 3¢(HeKTUBHON MporpaMmbl MPO(UIAKTUKH BHE3ATHON CEpJIeUHON CMEPTH B
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Hamel crpane. PaGouunii BapuaHT perieHust npoosiembl npodunaktukn BCC mpencraBiieH B

MPUIIOKCHUU K HACTOAIIIUM PCKOMCHAALIUAM.
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Tabauupbl

Tadoauna 11.1. Ipuunebl BHe3anHoii cepaeuynoii cmeptu (agantupoBano m3 J. Ruskin,
1998)
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JuiiaTalilMOHHAass KapAUOMUOIIaTHA

rUnepTpodus JeBOro Kerya0dKa

runepTpodudeckas KapInOMUOTIATHS
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Tabauua 11.2. CroBapb TepMuHOB (110 aJ1(haBUTY)

Kenyoouxosas maxuxapousa oeynanpaenennas — XT ¢ anbTepHaUMen 3IEKTPUUECKON OCH cepaua BO
(hpOHTAITEHOM TJIOCKOCTH; €€ Pa3BUTHE YaCTO CBA3aHO C MHTOKCHKAIHEH CepeYHBIMH TIINKO3HUaMH.

Kenyoourxosaa maxukapous monomopguaa — XT, nmerommas HeM3MeHHYI0 MOP(OIOTHIO KOMITIIEKCa
QRS B 12 orBenenmsix moBepxuocTHOU DKI'.

Kenyoourkoeasa maxuxapoua neycmoiivuean (HJKT) — XXT, cocroamas kak MUHUMYM U3 4-X
JKEIyJOYKOBBIX KOMIUIEKCOB, MAaKCHUMaJbHOM MpPOAOIDKHTENbHOCTRIO He Oonmee 30 ¢, KoTopas
IIPEKPALIAETCS. CAMOCTOATENBHO.

Kenyoourxoeas maxuxapous no muny torsades de pointes — JKT, xoTopast 0OBIYHO aCCOIMUPYETCS C
yamuaeraneM uHTepBanoB QT umm QTc. OKI' Bo BpeMst apuTMHUH XapaKTEPU3YeTCsl «CKPyIUBAHHEM)
HaAIpPaBIEHHOCTH KOMIUIEKCOB QRS 0THOCHTEIHHO M303IEKTPUIECKON JIMHUH.

Kenyoouxkosas maxukapous noaumopghuaa — XT, Bo BpeMs KoTopoil B 12 oTBeaeHUIX
noBepxHocTHOM DKI™ m3mensiercs konpurypamnus komruiekca QRS. YacToTa akTUBaAIMK KTy TOYKOB Ha
¢one KT naxoautcs B auanazone ot 100 go 250 B MUHYTY.

Kenyooukoeas maxuxkapousa ¢ yupkyaayuei umnyavca no Hoxckam nyuka I'uca no mexanusmy pe-
enmpu (bundle-branch re-entrant tachycardia) — passuBaetcst BeieAcTBHE peaan3alii MEXaHU3Ma pe-
eatpu B cucremMe lwuca-Ilypkuabe. OObruHO, Ha moBepxHOcTHOW OKI' permcrpupyercs KT ¢
KoHurypanueir kommiekca QRS mo Tumy Omokaael JneBodl Hoxku mydka [umca (BJIHIID);
BbICKOUYacToTHas (okoio 200 yaapoB B MUHYTY); YaCTO BO3HHKAeT y manueHToB ¢ JIKMIIL.

Kenyoourkoeasn maxukapous ycmoiiuueas (YKT) — sro KT npomomxutensHocteio 6Gonee 30 c,
3a49aCTyIO HE KyIUPYIOLIAsCs CHOHTAHHO.

Kenyoouxkoevie napywienus pumma 2emoounamuuecku  Hecmaouavnvte — DK, TXK,
ycroitunBas/HeyctodunBass KT w/win >Kemyqo4ykoBas SKCTPACHUCTONHS, KOTOPBIE CONPOBOXKIAIOTCS
BBIP@KEHHBIMH TE€MOJUHAMHMYECKH 3HAYMMBIMH KIMHUYECKMMH MPOSBICHUSIMU (TOJOBOKpYKEHHE,
NPECUHKOIIE, CHHKOIE, THUIOTEH3Ms, NPOTrPEeCCHPOBAHUE MPOSBICHUN CEPIEYHOH HEZOCTaTOYHOCTH,
CTEHOKapIs).

Kenyoouroewsie napywienus pumma 2emo0unamuyecku cmaduibhole — ycroitunpas/aeycroitunas KT
u/Wim KemyaodkoBas skcrpacucronus (KD), KOTopbie COMPOBOKAAIOTCS MUHUMAIBHBIME KIWMHHYECKH
NPOSIBICHUSIMU  (HampuMep, JIETKOE TOJIOBOKPY)KEHHE, OLIyIIEeHHE cepAueOHeHns, TeHISHIHS K

TUTIOTOHUN).
Ocmanogka Kpoeooopawienua (ocmanoéka cepoya) — TPEKpAIICHHE CEPIACYHO-COCYIUCTON
JIeSITeIbHOCTH
OmHnowenue wianco8 — Mepa BBIPAKEHHOCTH CBSI3M MEXKJIy COCTOSHHUEM WM BO3JAECHCTBHEM U

3a0oyieBaHMeM Wi HCxoaoM. IllaHC BO3HUKHOBEHMSI COOBITHS SIBJISICTCS OTHOIICHHUEM MEXIY
BEPOSITHOCTHIO €r0 MOSIBICHUS U BEPOSTHOCTBIO €ro HemosiBIeHUsl. OTHOLIEHUE IIAHCOB BHIYUCIISIETCS B
pe3ynbTaTe JACICHUS BEPOSTHOCTH IOSBIICHUS COOBITHS B OJHOU TPYIIE HA BEPOSTHOCTH €r0 MOSBICHUS

B Jpyrou
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Ilenempanmuocms — TONYJAIUOHHOE TIOHSITHE, 03HAYACT JOJII0 UHIIUBUJIOB, Y KOTOPHIX HMEIOTCSI
MIPOSIBJICHHSI KAKOTO-IMO0 Tpr3HaKa (3a00JIeBaHUs), CPEI BCEX JIMII, 00IaTaf0INX MyTaIHEH B
3aWHTEPECOBAHHOM TCHE;

IIpo6ano — niepBoIi YIEH CEMbH, KOTOPBIN/TIO MTOBOY KOTOPOTO MTPOBOAUTCS METUKO-TEHETHIECKOE
KOHCYJIbTHPOBAHUE;

Ilpoghunakmuka ene3annoil cepoeunoil cmepmu — 3T0 KOMILICKC MEPONIPHUSITHH, IPOBOAMMBIX Y JIHII,
MIEPEKUBIINX CEPACUYHBIN apecT (BTOpUYHAS MPO(UIAKTHKA) WIH y TTAIUESHTOB 0€3 MU30/I0B CEPJCUHOTO
apecTa B aHaMHe3€, HIMEIOITNX BBICOKUH prcK pa3BuTus BCC (mepBudHas MpohHITaKTHKA).

Pacnpocmpanennocms 3abo01esanus — 10751 UL B TIOMYJSALUHN, UMEIOIINX JaHHOE 3a00JICBaHUE B
JIaHHBIN TTEPUOJ] BpEMEHU

Puck omnocumenvhulil — OTHOILICHUE YaCTOTH BOSHUKHOBEHHSI COOBITHSI B UCCIIETyEMOM TPYIIIE K
4acTOTE BO3HUKHOBEHUS COOBITUSI B KOHTPOJIBHOM IpyIie

Cepoeunvtit apecm — 3TO TIPEKPAILICHUE CEPICIHO-COCYAUCTON EIATEIBHOCTH BCIICICTBHIE
KTy JOYKOBOW TaXUKAPIUU /1K GUOPUILIALIMH KETyI0UYKOB, TOKYMEHTUPOBAHHBIX
aneKTpokapauorpaduueckuM criocooom (6e3 DK -Bepudukannu He cymecTByeT AeQUHUINAN).

Tpenemarnue >ceny0ouxoe — opraHu3oBaHHas (KojaeOaHUs UITMHBI [IUKJIA He MpeBbIIarT 30 Mc)
JKETYI0YKOBAsi apUTMHUS C YACTOTOM aKTUBAIIUH JKEINyA049KOB 0koJio 300 B MuHyTY (irHa 1ukiaa — 200
MC), XapakTepusyloriasics MOHOMOp(hHOH koHpurypanuei kommmiekcoB QRS Ha moBepxaocTHOH JKI 1
OTCYTCTBHEM H303JIEKTPUIECKOTO HHTEPBAJIA MEXKILy COCEIHUMH KETYJOUYKOBBIMUA KOMIUIEKCAMHU.

Dakmopwl pucka — 3TO KIMHUYECKUE NPU3HAKY, YKa3bIBAIOLIKE HA BEPOATHOCTH pa3BuTtust BCCy
KOHKPETHOTO MallieHTa B TEKYIeM KaJIeHJapHOM TOJy.

Qubpunnayus rcey00uKoe — BBICOKOUACTOTHBIN, 00b19HO Oosiee 300 yaapoB B MEHHYTY (JITTMHA ITHKIIA
cocraisieT 180 Mc 1 MeHee) HepeTyIIsPHBIN )KETyI0UYKOBBIH PUTM C BEIPAXKEHHOH BapraOebHOCTHIO
JUIMHBI [IUKJIa, MOP(OJIOTUH U aMILTUTY bl KOMILIEKCOB QRS.

Yacmoma ecmpeuaemocmu (UHYUOEHMHOCHY) 3a001€6anua — 105 UL B TOMYJISIINH, Y KOTOPBIX
3a00/IeBaHUE BOSHUKAET B TEUCHUE ONPEAEICHHOTO MPOMEKYTKA BPEMEHH.

3Kcnpeccuenocmb — CTCIICHb KOJIMYECTBEHHOU BBIPA’)KCHHOCTH KaKoro-auoo MNpU3HaAKa (3a6OHeBaHI/I${).

Dphexm apummozennvlit — IPSIMON PE3ybTAT HEMPEICKA3YEMOT0 IEKTPO(HU3HOIOTHYECKOTO
JIEHCTBUST aHTHAPUTMUYECKOTO TIpernapara Ha KJIeTKU MPOBOSIICH CHCTEMBI Cep/ilia U MHOKapAa,
00yCIaBIHBAIONTNH TIOSIBJICHUE HOBBIX apUTMUI

Ipdhexm npoapummuueckuii — yTsokeIeHUE KIMHUYECKOTO BApHAHTA TEUESHUS W/WIIN YXYALICHUE
XapaKTepUCTUK NPEACYLIECTBYIONIEH apUTMHH, BCIIEICTBHE HA3HAYCHUS! aHTHAPUTMUYECKON Teparnun
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Taoauna 111.1. Kinacesl mokazanui

Knacc nokazanuii

Kommentapun

Kiacc |

YcnoBus, nis KOTOPBIX HMMEIOTCS JIOKa3aTelbCTBA W/UIU
SIMHOAYIINE O TI0Jb3€ U AP(HEKTUBHOCTH TUATHOCTUICCKON
MPOLEAYPHI WIH METO/1a JICUCHUS

Kitacc Il

VYcnoBus, AN KOTOPBIX HMMEIOTCS  NPOTUBOPEUYUBBIC
CBUJICTENILCTBA U/WINA PACXOXKIACHUE MHEHHI OTHOCUTEIIBHO
noJib3bl U 3(G(HEKTUBHOCTH AMATHOCTUYECKOM IMPOIETypHI
WM METO/1a JICUYCHUS

Kiacc lla

[IpeobnanatoT AOKa3aTeNbCTBA WIM MHEHHS B I0JIb3Y
JMarHOCTUYECKOU MPOLEAYPBI UIIM METO/1A JICYCHUS

Knacc I1b

[Tonp3a 1 3(h(HEeKTUBHOCTH JUATHOCTHYECKON MpOIEeTypHI
WIIN MeToJa J€YCHUS MeHee 000CHOBaHbI
JI0Ka3aTeIbCTBAMH U MHEHHEM SKCIEPTOB

Kuacc I

VYcnoBus, Uil KOTOPBIX MMEIOTCS JI0Ka3aTeNbCTBA H/WIU
CAVHONYILIME O TOM, 4YTO JaHHasg JUArHOCTUYECKas
IIPOLIEIYpa MJIM METOJ JICUCHHUs HE SABISETCA IIOJIE3HBIM U
3 PEKTUBHBIM, @ B HEKOTOPBIX CIY4asx MOXKET IMPUHOCUTD
Bpen

Taoauna 1V.1. Yncaennocts (2009 r.) u cmepTHOCTH (2010 1.) HaceseHus B Poccun

IToka3areinb OO6iee yucio, N Hous, %
UHCIEHHOCTD IIOCTOSHHOTO HACENCHHS 141 909 244

OO11ee 4ucIo ymMepuux T 2 028516 100,0
UHCII0 YMEPIIHX OT eCTECTBEHHBIX IPHUHH" 1711528 84,4
UHCII0 YMEpIIHX OT GOJIe3HEeH CHCTEMbI KPOBOOOPAIIICHHS 1151917 56,8
PacueTHOe YHCII0 YMEpIIHX JIHI] 10 Mexauu3my BCC® 141 909 — 460 766

1

— IlenTpanbHas 0a3a craTUCTHYECKMX JAaHHBIX DenepanmbHOM CiaykObl roCyIapCTBEHHOMN

craructuxu, 2009 rox (www.gks.ru/dbscripts/Cbsd)

— llentpanbHas 0a3za cratucTudyeckux HaHHbIX DenepanbHON CiIyXObl ToCyAapCTBEHHOU
craructuku, 2010 rox (www.gks.ru/dbscripts/Cbsd)

3
— pacyeTHble JaHHble (MUHMMAaJIbHOMY YUCIY COOTBETCTBYET 1% OT YMCIEHHOCTH HACeJIeHMs,
MakcuMaibHOMY — 40% oT uuciia ymepImx ot 0oje3Hel KpoBOOOpalleHus).
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Ta6auna V.1. Puck passurus BCC (mo Bigger JT, 1984)

Puck pasButua BCC B
TeKyllem rogy

I'pynna ymepeHHOro pucka

OHM B anamuese wm ®B mmxe 40% 5%
OUM+®B nmxe 40% unun OUM + yacras JXKO unn OB umxke 40% + KO 10%
OUM + ®B amxe 40% + XKD 15%
I'pynna BbICOKOIrO pucka

30-50%
nanueHTsl, nepexusinue BCC

30-50%
KT + cunkome

20-30%

KT + MuHNManbHBIC KIMHAYSCKHC MIPOsABJICHUSA

IHpumeuanue: OUM — ocmpuouii ungpapkm muoxapoa, @B — ¢hpakyus eviopoca nesozo scenyoouxa, K3 —
acenyoouxosas sxcmpacucmonua;, BCC — euesannas cepdeynas cmepmos, KT — ocenyoouxosas

maxukapous

Ta6auna V.2. Puck BHe3anHOH cep/ie4HOli CMEePTH Y NAIMEHTOB ¢ HAPYLIEHUSIMHM PUTMA U

npoBoauMocTu cepana (mo R.Fogoros, 2006)

Boicoxknii
1. Oubpmuisauus KeTya04KoB
2. XKenynoukoBas TaxHKapIus

3. AB-6moxana Il cT. ¢ HU3KOI YacTOTOH 3aMeIIalONIeTo PUTMA

4. Cunapom WPW c anteporpaausiM nposeaeHueM o JJABC Ha ¢one hpubpusiunu npeacepauii

Cpennuii

1. XenymoukoBas 5KTONuUS HA POHE CTPYKTYPHOU MATOJIOTUN CEPIIIIA

2. AB-6mokanma Il cr.

3. AB-6moxkana Il cT. c anekBaTHOW 9acTOTOW 3aMEIIAIONIETO PUTMA

4. OubpumIAMA Mpeacepaui
Huskwuii
1. TIpencepmHast SKTOMHS
2. KenynoukoBas 3KTOIHsI O€3 CTPYKTYPHOU MATOJIOTHH CepIia
3. CymnpaBeHTPUKYIISIPHBIC TaXUKAPIUU

4, AB-0Omoxkama l ct.
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Ipumeuanue: JJABC — oobasounoe ampuosenmpuxyasapuoe coedunerue, WPW — Bonvp-Ilapoxuncon-Yaiim, AB -

ampuoeermpuKyIApHas

Taoauna V.3. HHcTpyMeHTAJbHbIE HCC/IeI0BAHNS, TPOBEdeHHEe KOTOPBIX MOKET ObITh
Heo0xoaumo 1 crpatupurkanuu pucka BCC.

Uccnenosanue

Kommentapun

Kiacc
MOKa3aHuil

YpoBeHb
JI0Ka3aTebHOCTH

DnexkTpokapauorpadus:

12 omeedenui
nogepxrHocmuoti IKI’

MO3BOJISIET BBIIBUTH BPOXAEHHbIE
aHOMaINK, CBA3aHHbIE C BbICOKUM
puckom passutua BCC (Hanpumep,
CUHAPOM YAJIMHEHHOIO UHTEpBana
QT, cMHAPOM YKOPOYEHHOro
nHtepsana QT, cmHapom bpyraaa,
ANMX), a TakXKe ONPeNennuTh UHbIe
3KI-Kputepuu (Hanpumep, NPU3HAKK
3N1EeKTPOSINTHBIX PACCTPOMCTB,
HapyLweHWA NPoOBOAMMOCTU B CUCTEME
Mca—TypKKHbe, NpusHaku M1XK).

Xonmepoesckoe
monumopuposarue IKI'

MOKa3aHO MAIUCHTaM C apUTMHYECKON
CUMITOMATHKOM, YTOOBI OIPE/ICIIHTB,
BBI3BAaHA JIM OHA APUTMHUSIMH
MOTCHUHAJIBHO YIPOXKaOIUMU KU3HU
nanuenTa (cM. taon. V.2)

MOKa3aHo MalueHTaMm ¢ HamuareM JKO
Ha OKI' B oTCyTCTBHM KaKUX-JINOO
MHBIX CUMIITOMOB

Hazpyzounvie npobv

PEKOMEHIOBaHbI B3pPOCIIBIM
NanyMeHTaM,  HMMeImuM  (pakTopsl
pucka pazBUTHSL UBC u
CUMITOMATHKY, KOTOpas, BO3MOXHO,
CBsI3aHA C apUTMUIMHU

IOKa3aHbI MMal[IeHTaM C
BEepU(PHUIIMPOBAHHBIMHU PaHEE WITH
npeanoiaraeMbiMu JKA,
BO3HHUKAIOIUMH Ha (hOHE PU3NUECKON
Harpy3KH, BKIIOYas
KaTexonamunzaBucumyto KT, s
YUpEKICHUS AUATHO32 U ONPEACIICHUS
KIMHUYECKOM 3HAYMMOCTH
TaxWKapUH JUTs TTalUeHTa

MOKa3aHbI MAI[EHTaM CPEIHETO U
cTapiiero Bo3pacra ¢ Hammauem KO
Ha OKI' B oTcyTCTBHE KaKHX-THOO
WHBIX CUMIITOMOB.

b
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Hmnnanmupyemvie
3anucwlearowue
ycmpoticmea

WMILTAHTAIMS I0Ka3aHa TaIllMeHTaM CO
¢1a00 BEIpKEHHON CUMIITOMATHKOMH,
KOTOpasi, BO3MOXKHO, CBsI3aHa C
apUTMUSMU, HAIPUMED, B CIIydac
obmopounsix coctossani (OC), eciu
TIPH TIOMOIITN OOBIIHOTO
nuarHoctuyeckoro JKI -
WCCJICIOBAHUS HEBO3MOKHO
YCTaHOBUTH MPUINHHO-CIIE/ICTBEHHYIO
B3aMMOCBSI3b MEX/Iy HapYyIICHHEM
pUTMa cepJilia U pa3BUTUEM
CUMITOMATHKHU

Oxokapauorpadus

IIOKa3aHa MalUeHTaM C I0J03PEHHEM
Ha CTPYKTYPHYIO [IaTOJIOTHIO CepALa

IIOKa3daHa ManucHTaM C  BBICOKHUM

pUCKOM pa3BUTUA BCC u
kapaunomuonatusmu (JKMIT, 'KMII,
AIDK), MOCTUH(GAPKTHBIM

KapIUOCKIEPO30M M POACTBEHHUKAM
NAllMEeHTOB €  HACJEACTBCHHBIMU
3a00JI€BaHUSIMY, ACCOLMUPOBAHHBIMU
¢ puckoM passurtusa BCC.

Harpy304Hoe TECTUPOBAHUE c
BO3MOKHOCTBIO 9x0-KT'-
BU3yaJIM3alluU JJIsA BBISIBJICHUA
0e300meBoi (hopmbl UIIEMHAN
MHOKapza PEKOMEHIOBAHBI

naienTaM ¢ KA, ¢ yMepeHHBIM
puckoMm pasutus UbC, nmomydaromum
CEpJCUHbIE TIMKO3UJbI, MAalUECHTAM C
I'VDK; mamuentam ¢ gemnpeccueit
cermeHTa ST B mokoe Oonee 1 M,
nauveHTaM ¢ cuHapomom WPW wunu
npu Hanuuuu npusHakoB BJIHIIT .

Oxo-K[' ¢ (hapMakoIornuecKon
Harpy3Kou PEKOMEH/TyeTC st TSt
BBISBIICHHS ~ 0e30oyieBoii  (hopMBbl
WIIEMUH MHOKapjia y TMAaIMeHTOB C
yMepeHHbIM puckoM passutua WBC,
KOTOpBIE (DU3HYECKH HE CIIOCOOHBI
BBITIOJIHUTD HArPY304YHYIO IPOOY.

Meauko-reHeTHYeCKOoe

KOHCYJIbTHPOBaHHE
TEHETHYECKOE
TECTUPOBaHUE
JINarHOCTHKA).

u

(AHK-

HAIllpaBJICHO Ha BbISABJICHUC W/WIH
YTOYHCHHE JuarHosa
HaCJICACTBCHHOI'O 3a00JIEBaHUA.

Bximrouaer o6cyXaeHHE C MAIMEHTOM

u/Mim YIeHaMHU ero CEMBH
MHpOpPMaMK O  HacJeICTBEHHOU
Ipupoze 3aboseBaHus, THIIE
HacJIeI0BaHus, OLIEHKE pucka

IOBTOPHOT'O  POXKACHUS pe6eHKa C
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3a00JIeBaHUEM WM pPHUCKa Iepeladyn
3a00eBaHuUs ITOTOMKaM.
[IpenocraBnenre  wHpoOpMaUA O
€CTECTBCHHOM TCUCHUM 3a00JICBaHUS,
criennruecknx  ¢GaKTopax — PHCKa,
BO3MOJKHBIX Mepax MpOQUIaKTHKH,
JICYCHUS W/WIM  TIOJJICPKUBAOIICH
Tepamuu, a TaKkKe O  BBIOOpE
BO3MOJKHBIX PENPOTYKTUBHBIX
CTpaTEruu.

PexomenayeTcst BceM OOJBHBIM H WX

POJICTBEHHHKaM c CeMEITHBIMU
3a00JICBaHUSIMHU, U JIOJDKHO BKIIIOYATh
obcyxaeHmne BO3MOKHOCTEH
HPOBEIACHUS KIMHIYECKOTO
o0cnenoBanus, NPEUMYILECTB  H.

PHUCKOB I'CHETUYCCKOI'O0 TECTUPOBAHUSA

MarsauTHoO-pe30HaHCHAas nmokaszaHa nanuentam ¢ KA B Tex lla B
tomorpadust (MPT), cinyvasx, koraa 9xoKI' He mo3Bosiser
KOMITBIOTEPHOU TouHO oneHuTh (hyHKIHIo JOK u [DK
tomorpaduu (KT) cepama W/WJIH BBISIBUTH UX CTPYKTYPHEIE
WU3MEHEHUSI.
Koponaporpadus nokaszana nmanuentam ¢ UbC u I C

yrposkaronuMu >ku3Hu JKA (BBICOKHIA
u cpeannii puck BCC, cm. tab. V.2),
a TaKXKe JTULIAaM [epeKUBLINM
CEpACYHBIN apecT

OHIOKapAUAIbHOE Ou109dPU ¢ ucnoab30BaHUEM Kiaccrl nokazanuii 1 ypoBHU
3MEKTPOPHUUOJIOTHIESCKOE (hapMaKOJOTHUECKUX CPEIICTB MOXKET JTIOKa3aTeIbHOCTH OTPEICIIIOTCS
uccinenopanue (OHn0ODPU) | ObITh UCIIOIB30BAHO ISl OLICHKU B KXJIOM KOHKPETHOM
KIIMHUYECKOH 3HAUMMOCTH apUTMHUHN U | KIIMHUYECKOM CITydae u
crpatudukanuu pucka BCC. PErIaMEHTUPYIOTCS
Da109PU TakKe UCTIOIB3YETCS IS HanmonansHeIMHU
uHAYKOWU U Bepudukanuu KT, Pexomenmanmamu BHOA 2011
KOHTPOJIA 3 HEKTUBHOCTH r. [70].

HazHayeHHOl AAT, mpoBeneHHON
KaTeTepHOU abIIsIIH, ONpeeICHNUs
pucka passurus JKT niau BCC, B
JUarHOCTHKE 0OMOPOKOB, JJIs
ONpeEICHUs MOKa3aHUi K
nmianTanun UK,

Ipumeuanue: AQIDK — apummocennas oucnaasusa npasoeo dcenyoouxa;, 1JDK — eunepmpoghusa neeozo
arcenyoouxa; K3 — owcenyoouxosas sxcmpacucmonus;, KA — ocenyooukosas apummus, HKMIT —
ounamayuonnasn xapouomuonamus;, I KMII — cunepmpoghuueckasn xapouomuonamus,; BJIHIII — 6roxada
nesoti nodcku nyuxka luca;, UK/ — umnaanmupyemolii kapouosepmep-deguopurnamop, IxoKI —
axoxapouocpagus; BHOA — Beepoccuiickoe HayuHoe 00uWecmeo apummonozos.
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Tadoauua VI.1. UccaenoBanus no onenke UK/l B oTHomeHMH nmepBUYHON M BTOPUYHOI

npoduiaaktuxku BCC

HccaenoBanue, Heab ucciienoBanus KosmuecTBo Ilepuop Pe3yabTaTthl
roj NalUeHTOB, | HA0II01eHns
nyoJIuKauu
Pe3yJIbTATOB
Bropuunas npodunaxkTuka BCC
AVID 1997 [25] | CpaBuenue AAT u UKy 1016 13 mecsies CHmxeHne oOmei
JIMI NEPEXUBIINX CEPAECUHbII JIeTaJIbHOCTHU B
apect MOATpyIIe
mareraToB ¢ MK
Ha 29%
CASH 2000 [27] | CpaBuenne AAT u UK]] y 288 57 mecsiues B rpymme
JIUL IEPEKUBIIUX CEPACUHBIN nauuenToB ¢ UK/
apect 00111251 JIETATEHOCTh
OnlTa Ha 23% HIKeE,
apuTMHYeCcKast
JIeTaJIbHOCTh
YMEHBIINIACh Ha
61%
CIDS 2000 [26] | CpaBuenue AAT 659 3 roma B rpymme
amuoaoponoM u UK/ y muig nanuentoB ¢ UK/]
NEPEKUBLINX CEPACUHBIN o011as 1eTaabHOCTh
apect obuta Ha 20% HUKeE,
apuTMHYECKast
JIeTaJbHOCTh
YMEHBIINIACh Ha
31%
IlepBuyHas npodguiaKkTHKa
MADIT 1996 CpaBuenue UKl u AAT y 196 277 Mecs1eB CHmxeHne oOen
[31] naruentoB ¢ OUM B JICTAJIbHOCTHU B
anamHese, @B menee 35%, HOATPYIIIIE
HXT u nagynupoBaHHO#H YCT. narueHToB ¢ MK/{
KT B xone 30201 Ha 54%
GABG-Patch Cpasuenune UK/I+AKII u 900 32 mecsua [Mokazarenu oO1iei
1997 AAT+AKIII y maniueHTOB ¢ JIETAJILHOCTH HE
OB Hmxe 35% B OTHOIICHUU OTINYAINCH MEXKIY
[111] BJIMSTHUS Ha OOIIYTO rpyImnamMu
JIeTaIbHOCTh
MUSTT 1999 Cpasuenue UKJ, AAT u 659 5 ner CHmxenue obmien

6azoBoii Tepannu UBC 'y

JICTAJIbHOCTHU B
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[33]

namuentos ¢ OVM B
anamuese, B menee 40%,
HKT u nnaynupoBaHHOK
ycroitunBoi JXXT B xo1e
3100 DPU

MOATpYIIe
marueaToB ¢ K]
Ha 31% un 24% B
CPaBHEHMH C
rpynmnoit AAT u
0a30Boii Tepanuu
HbC

COOTBETCTBCHHO
MADIT 11 2002 | CpaBuenue UKJ] u 6a3oBoi 1232 20 MecsiieB CHIKEHHE
tepanuu UbC y nmarueHToB ¢ a0COIFOTHOTO
[32] OUM B anamuese, @B meHee pHcKa ooteit
30% JICTAJIbHOCTH B
MOATPYIIIe
mareaToB ¢ MK
Ha 56 %
CAT 2002 CpaBHeHne 0a30BOH Tepanuu 104 66 MecsIeB CHmwKkeHne
XCH u ee couetanus ¢ UKy a0COJIFOTHOTO
[112] naruentoB ¢ JJIKMII, ®B pucka oorien
Menee 30% JIETaJIbHOCTH B
MOATPYIIIe
mareaToB ¢ MK
Ha 55 %
AMIOVIRT Cpasuenne UK][ u 103 24 mecsma CHuxeHne
2003 aMUoJIapoHa y MalUeHTOB C a0COJIFOTHOTO
JAKMII, ®B menee 35% u pucka oorien
[113] HXT JIETAJIbHOCTH B
MOATPYIIIe
maruedaToB ¢ MK
Ha 17 %
DEFINITE 2004 | CpaBHenue 6a30BOi Tepariu 468 29 mecsues CHmxenue
XCH u ee coueranus ¢ UK/ y abCOIOTHOTO
[114] mauenToB ¢ JJKMII, ®B pucka oorien
menee 36%, HXKT u XKD JICTaJIbHOCTH B
MOATPYIIIe
maruedaToB ¢ K]
Ha 52 %
DINAMIT 2004 | CpaBHeHue 60a30BOii Teparuu 674 30 mecs1eB Wmmnanranus K]
OUM wu ee coueTaHus ¢ B ITOJ0CTPOM
[115] umiutanTanued UK] B niepuosie OUM nHe
nogoctpom (ot 6 o 40 nHeit) YMEHBILAET
nepuojge OM 0011yt0, HO
CHWKAeT
ApPUTMHUYECKYIO
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JICTAJIbHOCTH

COMPANION Cpasuenne tepanuu UK/ B 1520 12 mecsnes CHIKEHHE

2004 [116] COUYCTAHHHU C a0COJIFOTHOTO
KapIUOPECUHXPOHU3UPYIOIIEH pucKka ooteit
tepanueii (CRT) ¢ JIETaIbHOCTU B
M30JIMPOBAHHOU HNOArPYIIIE
KapIUOPECUHXPOHU3UPYIOLIEH namuenToB ¢ UKJI-
Tepanuel uim 6a30Boi CRT Ha 36 %
tepanueit XCH

SCD-HeFT 2005 | CpaBnenue K/, 2521 45 mecsner CHuxeHue o0Ieit

[34]

aMHuoJIapoHa | TIanedo y
maruentoB ¢ XCH -1l no
NYHA, ®B menee 35%,
(atronorus: UBC — 55%,
JIKMIT — 45%)

JIETaTFHOCTH B
IOATpYIIIe
mareaToB ¢ MK
Ha 23%

Hpumeuanue: UBC — uwemuueckas 6onesnv cepoya;, KO — ogicenydoukosas sxcmpacucmonus;, KT —
arcenyoouxosas maxuxapous, JKMII — ounamayuonnas xapouomuonamus, @B — ¢paxyus evibpoca;
UMNIIAHMUpyemblil - Kapouogepmep-
depubpunnamop; IxoKI — sxoxapouoepagus; HYKT — neycmoiiuusasn diceny0ouxkosas maxukapous,
OUM — ocmputit ungapxm muokapoa, XCH - xponuuecxas cepoeunas nedocmamounocmo,; MKJ/[-CRT -
UMnIaGHMUPYyemblil Kapouogepmep-0euopuiLIamop 6 couemanuu ¢ QyHKyuel KapouopecunxpoHu3ayuu.

BJIHIII' — o6nokada nesoui Hoxcku nyuka luca;

UK -

Ta6a. VI1.2. Pekomenaauuu s 00JIbHBIX ¢ XPOHUYECKOH CepIevYHO0il HeJ0OCTATOYHOCThIO M

cucroamndyeckoi aucpynkuuein JIK (®PB <35%), ¢ mnpeodiazanueM CHMITOMOB
CTEHOKAPAUM
Kaace JlokazaTebHOCTH
MOKa3aHuil
Boeinonnenne YKB BO3MOXHO MpU MOAXOASIIEH b

aHaTOMUHU W TIpHU HAINYHUU JKM3HECITIOCOOHOTO

MHOKap/a.
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Taba. V1.3 Pekomengauuu st 60JbHBIX ¢ XPOHUYECKOH cepedHOl HeJ0CTATOYHOCTHIO 1

cucroandeckoin nuchpynkuueit JIK (®PB <35%), ¢ npeodagjaHueM CHMIITOMOB CepAECYHO

HeJ0CTATOYHOCTH (cTeHokapAuu Ha ypoBHe |-1] ki1acca niu ee orcyrcTBHe)

Kuaacce

NMoKa3aHuu

Jloka3zaTeibHOCTh

Brimmosinenue UKB BO3MOXKHO Npy NOAXOASIIEN
AHATOMUU U TPU HAJIMYUU HKUZHECIIOCOOHOIO

MHOKap/Ja.

b

B OTCYTCTBHUE JIOKa3aHHOTO HAJTUYHS
KH3HECIIOCOOHOTO MHOKap/a peBacKyIsSIpH3aLus

HC PCKOMCHAYCTCA.
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Taoauna VII.1.1. Crparudukanus pucka BCC y nauneHToOB ¢ NOCTUH(APKTHBIM
KApANOCKJIEPO30M M CHCTOIHYecKoil nuchynkuueit JIK

1. EcTb iv BepuuumMpoBaHHBIN 3MIM30/1 cepAevYHOro apecra Bejeacrsue OK/KT?

oa

Hem

CcM. nyHKm 2

2. EcTb JIu cTeHOKAapAMs W/WIK NPU3HAKHU AecTadman3auuu® teyenuss UbC?

oa

Hem

Koponapozpagusa, oocyscoams
603MOMCHOCHb PEGACKYNAPUZAUUU

CM. pazoeil peKoOMeHOayuu no npouiaKxmuxe
BCC

3. EcTb J1M 3aperucTpupoBaHHbIC HEYCTONYMBBIE KeJTyI0YKOBbIe HAPYLIEHUs1 puTMa™*?

oa

Hem

XM-IKT, obcyscoams nposedenue KAI,
9H00 D DU

CM. nyHKm 4

4. Ectb Jm KIMHUKO-HHCTPYMEHTAJIbHBIC TIPU3HAKH XpOHH‘leCKOﬁ AHCBPU3MBI JIEBOI'O

JKeJyaouka?

oa

Hem

00CcyaHcoamsb Kapouoxupypeuieckoe iedeHue

CM. NYHKmM 5

5. @B JIK menee 40%

oa

Hem

cm. pazoen npogunakmuxa BCC

CM. pasoen cmpamugukayus pucka u Memoosl
npoghunaxmuxu BCC y nayuenmos c
xponuueckou UBC u coxpannot
cucmonuvecxkou gynxyueu JDK

*

- noo mepmunom Oecmaobunuzayus mevenuss HUBC nonumarom HecmabuibH)O

cmenokapouio (coenacHo onpeoenenuro HayuoHanbHeix pekomeHOayul no nevyeHuro OKC
6e3 cmolikoeo nodvema ST Ha 3KI) cmeHokapduro I1I-1V ®K npu omcymcemeuu 3sggpekma

om adeksamHoO npos8oouUMoll AHMUAH2UHAAbHOU mepanuu, CMeHOKApOUr B03HUKWYO

nocse nposedeHus mepornpuamuli Mo peeackyaapu3ayuu Muokapda (cmeHmuposaHue,

AKLL).

** - no0 mepmuHom Heycmoliuussie *HP noHumaromca Heycmoulvueas T (HXT) u XK3.
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Taoauua VI1.1.2. Crparudukanus pucka BCC y naunenron ¢ xpounueckoii UbC n
cOXpaHHOH cucroanyeckor pynkuuei JI7K

1.LEcth M mpexoasiliasi WM MOCTOSIHHAS MIIEMHSl MHOKApPJAa W/WJIHM NMOBTOPHbIE OCTpbIE
KOPOHAPHBbIE 3MHU30/bI?

aa HeT
Koponapozpagusa c yenvio évrtoopa memooa CcM. NyHKm 2
pesacKynapuzayuu

2. EcTb J1u 3aperucTpupoBaHHbIe YCTOMYMBbIE/HEYCTONYUBBIE 7KeJTYT0YKOBbIe HAPYIIEeHMSI
purMma?

aa HET

Koponapozpagus c uenvio svioopa memooa | Cnm. pekomenoayuu no  OUASHOCMUKE U
pesacKyaapuzayuu neyenuto xpouudecxkou UBC[131]

Ta6auna VI1.2.1. Crparndpuxanus pucka BCC y nannentos ¢ XCH

1. Umerorcs v Janubie 00 numeMudeckoMm renese XCH?

oa Hem

Koponapozpaghus, oocyscoams CcM. nyHkm 2
603MONHCHOCIMb PEGACKYNAPUAUUL

2. EcTb /M yKa3aHus B aHAMHe3€e Ha 3M130]] CepeYHoro apecra?

oa Hem

(cm. pexomenoayuu no npogunakmuxe BCC — | Mepwl npopunakmuxu 6y0ym onpeoensimocs:

knacc |, nynkm 1) K XCH no NYHA
no ,

geauqunou OB JUK,

Hanuyuem /omcymcmeuem KA
Hanuyuem /Omcymcmeuem npu3HaKos
O0eCUHXPOHUAYUU HCETYOOUKOB

(cm. pekomenoayuu no npoghunraxmuxe BCC)

HNmeroTcst 3aperucTpupoBaHHbIe YCTOHYMBbIe/HEYCTOMYUBBIE jKeTyJ0YKOBbIe HAPYILIEHHU S
purma?

oa Hem

XM-IKT, obcyscoams npogederue sn003PU | cm. pekomenoayuu no npogurakmuxe BCC
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Tadoauua VI1.2.2. lIpumenenne UK/ nis neppuunoii npopunakruxku BCC y nauueHToB ¢

XCH
3nauenune ®B JIK, %
Memnee 30 31-35 36-40
®K no I'enez XCH
NYHA
Hwemuueckuti Heuwemuueckuti Hwemuueckuti Heuwemuueckuti Hwemuueckuti | Heuwemuueckuil
NYHA | | ( He panee Ib | (HOKT +) Ib | (HXT +) I
| 40 guen
ocie
OUuM)
NYHA | | ( me panee I | ( HEe panee I | (HXKT +) 11
1 40 guen 40 muen
ocie ocJIe
OUM) OnMm)
NYHA | | ( e panee I | ( HEe panee I | (HXXT+) 11
i 40 nuen 40 nueu
nocie [ocJjie
OUM) OnMm)
NYHA 1l i i i 11 1l
AV

IHpumeuanue: Pumckumu yugpamu 6 mabauye noxazarn xnacc noxazanuil x umniaumayuu UKJ/[. ®B JDK

— ¢paxyus evibpoca nesoeo xncenyoouxa, XCH — xponuueckas cepoeunas nedocmamounocmo, HIKT —

HeYCMouuUueas JHcenyooyKosds maxuxkapous,
@yHKyuoHanbLHBLL KIACC.

oum

ocmpblil - uHapkm  Mmuoxapoa,

DK -
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Ta6auna Vil.4.1. ®akropsl pucka BCC y 6oabubix 'KMII

«boabmue» GakTopbl pUCKa pa3BUTHUS

BCC

Pa3eutne BCC B03MOKHO y OTAeJIbHBIX

NanmueHToB

- CepaeuHslil apecT

- CloHTaHHas yCTOWYMBAs JKEIy10UKOBas
TaxuKapaus

- Cemeiinblil anamHe3 ciyyaeB BCC
- HeoObscHUMEBIE CHHKOIIE

- YToniieHne CTeHOK JIEBOTO kKemyaouka > 30
MM

- HCYCTOﬁqHBaH CIIOHTAaHHA KCJIIYyJ0YKOBasA
TaxXUKapAusia

- OuOpUIIIALINS TIpeIcepanid
- Mmemus muokapaa
- Hanmnuume BBICOKO pHUCKOBBIX MYyTAaIlMii T€HOB

- lnTencuBHas (copeBHOBATEIIbHAS )
¢du3nueckas Harpyska

Taoauua VI11.5.1 Crparudukauus pucka BCC y nanuentoB ¢ cunapomom WPW

1. EcTb 1u npu3Haky npenso3oysxnenust Ha JKI'

Jda

Het

CM. RYHKm 2

2. EcTh 1 cuMnToMaTHyecKas TaxuKapaus H/WJIM CHHKOIIAJbHBIE COCTOSTHHA B aHAMHeE3e

Ha

Het

IH003DPH u P4YA JIABC

cm. nynkm 2

2. EcTb J1n ceMelinblii anamue3 cunapoma WPW u BCC

Ha

Het

IH003DPH u PUYA JIABC

cm. nynkm 3

3. EcTb JIN CTPYKTYPHAasi ATOJIOTHS cepaua

Ha

Hert

IH00I3DPH u P4YA JIABC

cm.nyukm 4

4. IlpeaBo30y:KaeHUE KeJIYT0YKOB ACUMIITOMHO

Cm. pexomenoayuu no npogpunaxkmuxe BCC
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Taoauna VII1.11.1 CtpaTndukanus pucka y 60JbHbIX ¢ BpO:KIeHHbIM cunapomom LQT

Puck kapauanbHbIX | QTC B mokoe I'enorun [Ton
coOnITui K 40 romam
Beicokutii (>50%) > 500 mc LQT1 MYK/7KEH
LQT2 MYX/Ke€H
LQT3 MYK
Cpennnii (30-49%) > wiu < 500 mc LQT3 KEH
<500 mc LQT3 MYX
LQT2 KEH
Huskwuit (<30%) <500 mc LQT2 MYX
LQT1 MYK/KeH

Taoauna VI11.11.2. Juarnoctudyeckue kpurepun SQTS

JlnarnocTuyeckue KpUuTepuu basbt
Jmunna QT., ms 1
<370

<350 2
<330 3
WuTepan ot Touku J 10 MakcuManbHOTo ypoBHs (Tika) T <120 ms 1
AHamHe3

Cepneunblii apecT B aHaMHE3€ 2
HoxymentupoBanHas KT nnu GpuOpuisanus xKemy10uKkoB 2
Cunkorie 6€3 SIBHBIX IPUYHH 1
MepuaTenbHasi apUTMuUs 1
Cemelinblii aHaMHe3

PoncrBennuku 1-i 1 2-i IMHUU POJICTBA, UMEIOIME BBICOKOBEPOSATHBIN SQTS 2
BHe3anmHO HEOOBSICHUMO yMepIIUe POJACTBEHHUKH 1-it 1 2-i THHUM POJCTBA 1
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CuHIIpOM MIIaJIeHYECKON BHE3AITHON CMEPTH 1

I'emorumhttp://www.sciencedirect.com/science/article/pii/S0735109710047212 - tblfn5

BrisiBneHa onucaHHas paHee MyTarus 2
Myranus Heu3BeCTHOM 3HaUUMOCTH, BhisiBeHHast B reHax KCNH2, KCNQ1, 1
KCNJ2

Ouenka BeposiTHOCTH quarno3a SQTS

Hamane STQS BBICOKOBEPOSTHO 4 n
Oonee

Hamuune STQS BeposTHo 3

Hamnuune STQS ManoBeposTHO 1-2

Ta6auna VI11.12.1. Crparudgukanus pucka BCC y nauueHTOB ¢ CHHAPOM allHO)/TUIIOIHOI
CHA

1.Bepudunuporan guaruno3 COAI'C

aa HeT

Cm. nynkm 2 Cmpamugpurxayus pucka u npogunaxkmurxa BCC na
OCHOBAHUU OOWENPUHIMBIX NPUHYUNOB

2. UAT > 15

hi ] HeT
Ilo0bop «cunany-mepanuu Uiy HEUHBAZUBHOT Cruoicenue eeca, xoppexyus JIOP  namonozuu,
8EHMUNAYUU yempanenue gpaxmopos pucka COAI'C

3. EcTb JM HapylleHUsl pUTMAa U NPOBOIMMOCTH BO BpeMsi HOYHOIO WJIM IHEBHOI'O CHA NpH
NMPOBEICHUU CYTOYHOTr0o MOHUTOpHpoBaHus JKT

na HeT
cm. pexomenoayuu no npogunakmuxe BCC npu Cmpamugurayust pucka u npogunaxmurxa BCC
COAIC basupyemcs Ha OCHOBAHUU BbIABLEHUS OCHOGHBIX U

emopocmenennvix pakmopog pucka BCC u
obwenpunsmolx npunyunos npogunaxkmuxu BCC

Ipumeuanue: HAI' — unoexc annos/zunonnos, COAI'C — cunopom annos/eunonnos cua, BCC —
BHE3ANHASL CEPOCHHASL CMePMb.
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Taoauna VI1.13. 1. KiuHu4yeckue 1aHHbIe.

1. Dnu3oa BCC B anamuese

Ha Her

O6cyxnare umiutantanuo MK/ CM. ITYHKT 2

2. T'0/10BOKPY:KeHHS], CHHKONIAJIbHBbIE COCTOTHUA HA (pone KT

Ha Her

Ob6cyxaats Bo3moxHocTs DOU, PYHA CM. IIYHKT 3

3. Oppimka npu ¢pusnyecknx Harpy3kax Ha pone KA

Ha Her

O6cyxnare AAT wiu OOU u PYHA CM. ITyHKT 4

4. Unpykuus KT unu yBeanuenue koandectsa dKIC Ha pone pusnueckoil HArpy3Ku ujim

B BOCCTAHOBHUTEC/ILHOM IIEPUOIAEC

Ha Her

AAT B-6nokatopamu/ coranonaom; O0Cyx)aath CM. ITYHKT 5

Bo3MOkHOCTE DDU, PUA

5. 3¢ dexT OT NPOBOANMON AHTHAPUTMHYECKON Tepanuu

Ha Her

I[I/IHaMI/I‘{CCKOe Ha6J'IIOI[eHI/Ie KapauoJorom CM. pCKOMCHIaINun

Taoauua VI11.13.2. AHamHecTHYecKue (B T.4. ceMelHbIe) TaHHbIE.

1. CuHkonajibHbIe COCTOSTHHS HEU3BECTHOI 3THOJIOTUM B aHAMHeE3e

Ha Her

O6cyxnats mpoBeneHue DDOU CM. IYHKT 2
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2. CUHKONAJIbHBIE COCTOSIHNS Y POACTBEHHNKOB

Ja

Her

I'eneTnyeckas KOHCynbTaLUA,
KapIUOJIOTUYECKUI CKPUHUHT KPOBHBIX

POACTBCHHUKOB, B T.4Y. ,Z[eTGfI

CM. ITYHKT 3

3. JlaHHbIE 0 HAJIMYMH KeJTYA0YKOBOH APUTMHUM Y POJACTBEHHUKOB

Ha

Her

I'enernueckas KOHCYJIbTalluA,
Kap,I[I/IOJ'IOFI/I‘leCKI/Iﬁ CKPUHHHI' KDOBHBIX

POACTBCHHHUKOB, B T.4Y. I[eTefl

CM. ITyHKT 4

4. Peanuzanus NMPpOaApUTMHUYECCKHUX u/ uan APUTMOICHHBIX 3(1)(l)eKTOB JEKAPCTBCHHBIX

npenaparos

Ha

Her

Koppekuust AAT, o6cyxaars DDU.

I'eneTmueckas KOHCYJIbTallH

CM. PEKOMEHAlUN

Ta6auna VI11.13.3. Jannusie IKI' 1 X01TEpoBCKOro MOHMTOPHPOBAHHUS.

1. CrabunbHbie napokcusmbl KT

Ha

Het

O6cyxnate DOU, PUYA (ipu
HeadexruBHocTn — UK]T)

CM. ITyHKT 4

2. lnureabHoctsb nukia KT menee 360 mc

Ha

Het

Ob6cyxnars OPU na npeamer uHykmuu OXK
(3a uckmouenueM OT). Ecnu OXK ne

WHIYLHUPYETCS — CM. II. 1

CM. ITyHKT |
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3. lupuna s3xTonuyeckoro kommiaexkca QRS npu KT 6osiee 160 mc

Ja

Her

Ob6cyxnare DPU Ha mpeaAMET HHIYKIIUN
nonumopduoit XKT/DXK (3a ucknrouenuem KT
13 TIPOCKITNH MTPABOT0/HEKOPOHAPHOTO

cunycoB Banbscansel aopthl n3 BTJIK)

CM. ITyHKT |

4. I'papanus JKA mo Lown |1b u BbIte

Ja

Her

[Ton6op AAT, obeyxnate DOU, PUA

CM. ITYHKT 5

5. BoisiBJIeHHE TTO3JHUX IOTEHIHAIOB KeJIY104YKOB

Jla

Her

OO6cyxnath IpoBeeHNE HarPy304HbIX MPOO,

o0U

CM. IIYHKT 6

6. TpansutopHoe u3MeHeHue JauTebHocTH QTC 3a mpeesibl HOPMATUBHBIX 3HAYEHUH 110

JaHHBIM XM

Ja

Her

Amnanu3 npuHnMaemMbix AAIT; renetnueckoe

KOHCYJIbTHPOBAHUC

CM. IIyHKT 7

7. Aucnepcust uarepBana QT Gosee 100 mc

Ja

Her

O6cyxnath TpoBeJeHIE Harpy304HbIX MPO0,

O0U

CM. IIYHKT &

8. Hannuue g-BostHbl Ha DK, B T.4. TpaH3UTOPHOI, 10 JaHHBIM XM

Ja

Het
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I'eneTnyeckoe KOHCYJIBTUPOBAHNE HA MPEAMET

neorora AJIIDK

CM. ITyHKT 9

9. Hasimume j-Bosabl Ha DK, B T.4. TpaH3UTOPHOI, M0 1aHHBIM XM

Jla

Her

['eneTndeckoe KOHCYJIbTUPOBAHUE

cM. myHKT 10

10. Hanuume “3a3y0pun” Ha R - 3y0ue sxronnyeckoro QRS

Ja

Her

OO0cyxnaTh MPOBEICHUE HATPY30UHBIX MPOO,
DOU (npu aputmuu Bbiie |1b rpaganmu mo

Lown)

CM. IMyHKT 11

11. BoisiBJIeHHe MUKPOBOJILTHOM ajbTepHanuy 3youa T mo nanaeim XM

Jla

Her

OO6cyxnath mpoBeeHNE HarPy304HbIX MPOO,

o0U

CM. IYHKT 12

12. Ilpexoasimue Hapymenus nposoaumoctu (AB, BIK)

Jla

Het

OO6cyxaaTh NpoBeIeHUE Harpy304YHbIX MPOO,

DDU;

HMMYHOJIOTHYECKOC UCCIICAOBAHNEC HA

JIaTEeHTHBIN MHOKapAanUT

CM. ITyHKT 13

13. Moauronnsbie KA rpaganun 11D u Bbime no Lown

Ja

Her

O6cyxnath NpoBeeHNE Harpy304HbIX MPO0,

ODU;

HMMYHOJIOTHYECKOC UCCIICA0OBAHNEC HA

CM. IyHKT 14
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JIATEHTHBIA MUOKApIUT

14. Coueranue NMpeacCepAHbIX U KETYT0YKOBbIX apI/ITMHﬁ

Ja

Her

I/IMMYHOHOFHHCCKOC HCCIICAOBAHHUC HaA

JIATEHTHBIA MUOKApJIUT

JuHamuyeckoe HaOII0ICHUE KapAnOJIOrOM

Ta6auna VI11.13.4. lanHbIe HHCTPYMEHTAJIbHBIX METO0B HCCJIC/I0BAHHUS.

1. MPT: 30ub1 ¢pudpo3a/mcToHYEeHNSI B MHOKAP/Ie KeJYA0YKOB cepaua

Ja

Her

Hud. muaraos mexay nedrorom AJIITK u

JJAaTCHTHBIM MHUOKapAUTOM

CM. ITyHKT 2

2. MPT: 30HbI ’KMPOBBIX BKJIIOYEHUd HHTPAMUOKAPANAIBLHO

Jla

Her

I'eneTnueckoe ucciemoBaHue As

uckioueHus/Bepupukanun AJTDK

CM. IIYHKT 3

3. MPT: 30HBI ;)KMPOBBIX BKJIIYEHHI INMUKAPIHAIBHO

Jla

Het

I/IMMYHOHOFI/I‘-ICCKOC HCCJICIOBAaHUC HA

JIaTEeHTHBIN MHOKapAaNUT

CM. ITyHKT 4

4. MPT: nakonjieHue KOHTPACTAa HHTPAMUOKAPAUAIBLHO B PAHHIOIO (ha3y

Ja

Her

NmmyHONIOrHYecKoe ucciea0BaHrue Ha

JIaTEeHTHBIN MHOKapanUT

CM. IIYHKT 5

5. MTP: nakomieHrne KOHTPACTAa HHTPAMHUOKAPAUAIBHO B OTCPOUYEHHYI0 a3y
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Ja

Het

Hud. muaraos mexay nedrorom AJIITK u

JIATCHTHBIM MHOKapAUTOM

CM. ITYHKT 6

6. MPT: paciuupenue BTIIK/ BTJIOK

Ja

Her

Hud. muaraos mexay nedrorom AJIITK u

JJATCHTHBIM MHOKapaAUuTOM

CM. IIyHKT 7

7. CumHTUTpadusi: 30HbI MO3aUYHON runonepdy3un muokapaa JIK

Jla

Her

I/IMMYHOHOFI/I‘ICCKOC HCCIICOJOBAHUC Ha

JIATEHTHBIN MHUOKapIUT

I[I/IHaMI/I‘leCKOG Ha6J'IIO,I[CHI/Ie KapanoJ1orom

Taoauna VI11.13.5. JJannbie sna0KapauaabHoro JOU

1. Uapykuus @K Ha poHe CTAHAAPTU3UPOBAHHOIO NPOTOKOJIA CTUMYJISIMH 2KeJTy10YKOB

Jla

Het

O6cyxnare UK]]

CM. ITyHKT 2

2. Uapyxkuus nosmmopguoii KT Ha (poHe cTaHgapTHOM NPOrpaMMHPOBAHHOM

CTUMYJIIIIMHA

Ja

Her

O6cyxaate UK]]

CM. TIyHKT 3

3. Uuaykuust MOHOMOP(QHOI BHICOKOYACTOTHOI reMoauHamMudecku 3naunmoii KT na

(poHe cTAHAAPTHON NPOrPAMMHMPOBAHHOM CTUMYJISILIUT

Ja

Her

O6cyxmaare PHA/MK]]

O6cyxmare PHA/AAT
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PUCyHKMu

15%

45%

® bpaan- © @K KT

Pucynok I1.1. Mexanusmbl BCC. IlpencraBnena nuarpamMma, oroOpaxaromasi posib pa3InyHbIX BUIOB
HapylIeHUs1 pUTMa ¥ TpoBoAMMOCTH cepana B pasButun BCC. Bpaam - moms OGpaaucHCTOIMUECKHX
Hapywenuid npuBogsmux Kk BCC; @X - hubpmuisiuns sxenynoukos; JKT - sxemynoukoBast TaXuKapaust.

1 06wan nonynaumus
® 000

Nayuentsl ¢ akropamn pucka
NMaymentoi c UBC

XCH ¢ ©B menee 30%

‘150_000 MocTUHPapPKTHLIA
KapaAnOCKNEpPo3

Mepemuswne
cepasyHbIA apect

OBwee vonnyecreo BCC B nonynaymm

. - -4 e .

Puck passutua BCC B Teuenue 1 ropa, %

Puc. 1V.1. Yacrora pa3Butus u adconoTHoe yucjio BCC B o0meii momyasiuum 1 cnenupuuecKux
rpynnax nanueHToB (agantupoBaHo u3 R.J. Myerburg u coaBt., 1992). K o6meii momymsuuu
OTHOCUTCSI HECEJIEKTUBHAsI IPYIIIA MAIEHTOB crapiie 35 JIeT, MOArPYIIIbl BHICOKOTO PUCKA COCTABIISIIOT
HALMEeHTH C MHOXKECTBOM (DaKTOPOB PHUCKA Pa3BUTHUS NIEPBOTO KOPOHAPHOTO coObITHA. YacToTa pa3BUTHS
BCC muHnmansHa B 0oOLIeld MOIMYJSIMU JIML, B KOTOPOH PErHCTpUpYeTCss HauOOJbIIee YUCIO TaKHX
cMmepteil. B rpymmax pucka nmonst BCC HaubGonbluasi, HO B aOCONIOTHBIX HU(pPax OHA 3HAYUTENBHO
MEHBIIIE TAKOBOH B OOIIIEH MOIMYIISIHH.
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/
l L{ene degpubpunnayuu
= = e o = =

Pucynok VI.1 Cxema coBpemennsix MKJI. YcrpoiictBo coctout w3 TutaHoBoro kopmyca (1) u
BHyTpHUCeneyHoro aiekrpona (2). Ilems paspsma MK]] 3akimoueHa Mexay KOPIYCOM YCTPONCTBA U
karymkod (3), Haxomsmieidcs Ha snekTpone. C MOMOIIBIO IUCTAaIbHOTO KOHYHMKA dieKTpona (4)
OCYIIECTBISIETCSl JICTEKIMS APUTMHYECKUX COOBITHA ¥ TPOBEACHHE AaHTHTAaXWU- M aHTHOpaIu-

3JIEKTPOKAPANOCTUMYJIALINH.

30Ha 30Ha HOpMOCUCTONUKU 3oHa 3oHa
6pagu- XKenyao4YKOBOW pubpunnauumn
TaxuKapauu KeNnyAoUYKoB

Yacmoma cepdeynbix cokpaiyenul, yo. 6 mMuH.

0 ~40 ~120 ~200
Hemexyus, ATC ufunu
3KC mepanus He Kapouoeepcus/ Aequbpunnsyus
npoeodumca dehubpunnayus

Pucynok VI1.2. 3oubl aerekuun B UK/I. IlpencraBnena cxema, otoOpakaromasi 30HBI JACTEKIIHMA B
coBpemeHHbix MKJ], B 3aBUCHMOCTH OT 4YacTOTBHl KEIYJAOYKOBBIX COKpamieHuid. B T. H.
opamucucronuueckoir 30ue (UCC mmxe 40 B muHyTYy) npoBoautcsi oObraHas DKC B ycTaHOBICHHOM
pexxume; B T.H. HopMmocuctonuuekoi 30He (HCC 40-150 B MuHYyTY) anmmapar OCYIIECTBIISICT JIMIIb
JETEKINIO COOBITHI M 2JIEKTPOKapIUOTEPAIHsl HE TPOBOJUTCS; B T.H. 30HE JKEIYIOYKOBOH TaxWKapaAun
(UCC 150-200 B munyTy) MOxeT npoBoaurcs anturaxukapanueckas OKC (ATC) wium kapauosepcus; B
30He pubpmuanmy x)emynoukos (mpu YCC 200 B MUHYTY U BBILIE) UCTIONB3YETCS A PUOPUILISIIHA.
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400 360 320 320 320 320 ms
Ilanean A
R R Vp Vp Vp Vp Vp
400 340 320 310 300 290 ms
ITanean b
Rvr Ryt Vp Rin Rer
400 360 450 500 ms
Ilaneas B

Pucynok VI1.3. Buasl aHTUTaXMKapAuTH4Yeckoil crumyasuuu. Ha manene A cxemarndHo
npencrasieH Burst pexum ATC. Jnuua twkna XT (uatepBan R-R)  cocraBmser 400 mc. ATC
NpOBOJNTCS ¢ (UKCHpOBaHHOW JummHOW 1mkna (umHTepBan VpP-Vp) 320 mc, cocrasnstommid 80% ot
mmebl nukiaa JKT. Ha nmanene b cxemarnuno mpexacraien Ramp pexum ATC. [nwuna muxma KT
(matepBar R-R)  cocraBmser 400 wmc. IlpoBomuTcs CTHMYISITUS WMITYJIbCAMHU C TIOCTEIIEHHO
YBEJIMYMBAIOIIIECST 4acTOTOM MpPU KOTOPOM KaXKIbId HMITYJIbC YKOPAUMBAET LUKI CTUMYJSILIMM 1O
cpaBHeHHI0 ¢ mpenpiaymmM Ha 10 mc. Ha manmene B cxemarmuHo mnpexacraBien Ramp+ wmm
ckanupytoumi pexxum ATC. Jimuna nukna XT (uarepan RVT-RVT) cocrasnsier 400 mc. [IpoBoautcs
CTUMYJISIIIASL OJMHOYHBIM CKaHUPYIOIINM 3KCTpacTuMysioM (VP), KOTOPBIH HAHOCUTCS B 3aBHCHMOCTH OT
JUTMHBI [IUKJIA TAXUKapIuu. B TaHHOM nprMepe CKaHUPYIOIIHA SKCTpacTuMy npepbiBaeT JKT.
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MaymeHT ¢ XOB/

cnupomMempus
L O®B 1> 60% ] L OB 1 < 60% J
HeT l aAa
Neyexne XOB/ no / EcTb Nt dakTopbl pucka BCC: \ i
obwmm npasunam - OcHosHble:
*@B menee £0%
SCOPARYMBIR APOCT B AMAMMOIR
*XCH

*anMI0Ab! YeTomunnon T
- BropocreneHHsie:
- caxapwoiit auaber,
- BPTEPHAENDHAS FTHNEPTEHIMA,
“~ NETOYHAA THNepTaMINg
- gpoapact crapwe 65 ner

- MOCTORHHDIM MPUEM -WHTSNALMOHHDX B-2
Qoumos KopoTHOTO AeicTana Sonee 6 p,oa/cyj

CMm. peKoMeHaaumuu no npodunakTuxke BCCy
GonbHbIX XOBN

Puc. VI1.9.1. Crparupuxanus pucka BCC y naunentos ¢ XOBJI
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NMPUNOXEHUE
Co3paHune neyebHo-0H6pa3oBaTeIbHBIX LEHTPOB NO NPOdUNAKTUKE
BHE3anHoOW cepae4YHoOn cmepTm
(npoekT)
]_[e.m, CO3JaHUd HECHTPOB HpO(l)I/IJIaKTI/IKI/I BHeE3aIHOM cepneqﬂoifl CMEPTH

[TonroToBka B KpaT4auire CPOKH BHICOKOKBATH(PHIMPOBAHHBIX MEIUIIMHCKUX KaJIpOB,
CHOCOOHBIX OpraHW30BaTh M OCYHIECTBUTh APPEKTHUBHYIO NpOTpamMMy HPOPHIAKTUKU

BHE3AIHOM CepeuHOI CMePTH B JICUEOHBIX YUPEKACHUSIX HAIleH CTPaHBI.

AKTYaJIbHOCTH NPO0JIeMbI U ee penieHne

B Poccun nmpopomkaercs ocTaBaThCs akTyalbHOM Impo0ieMa CMEPTHOCTH OT CEpIedHO-
COCyIUCThIX 3abosieBaHuil. [Ipy 3TOM Ha 7010 BHE3amMHOHN CepAeYHON CMEPTH MPUXOIUTCA
OKOJIO IOJIOBHHBI BCEX JICTAJIBHBIX HUCXOZOB. Mcrosib30BaHNE COBPEMEHHBIX MEAMLIMHCKUX
TEXHOJIOTHH, 3aKTIOYAIOIINXCS B UMIUIAHTAUU KapanoBepTepoB-nepudpmnisitopos (MK/),
103BoJIsIeT 3(PPEKTUBHO MPOBOIUTH MPOPHIAKTUKY BHe3amHol cepaeunoi cmeptu (BCC). B
HOCJIEIHUE TOJIbl B paMKaX IOCYJapCTBEHHOT'O NMPOEKTa «310pOBbE» B Pa3IMYHBIX PETHOHAX
Halleil cTpaHbl ObUIO OTKPBITO HECKOJIBKO (hefiepalibHbIX KapIUOXUPYPIHUYECKUX LIEHTPOB.
Tem He MeHee, KOIMUYECTBO MPOBEACHHBIX UMILIAaHTALMNA KapIuoBepTEPOB-1euOpULIATOPOB
HE Y/IOBJIETBOPSET CPEAHMM NOTPEOHOCTSAM M3 pacueTa Ha | MIIH. JKUTENeW CTpaHbl U
3HAUUTENBHO HI)KE TAKOBBIX II0Ka3aTeleil MO CPaBHEHMIO C BEAYIIMMH €BPONEHCKUMU
ctpanaMmu n CHIA. B Poccum B 2011 r. nmnanupyerca mnposeaenue 700 omepanuit
UMIUIAaHTALUH KapIuoBepTepoB-AepuOpuIsTopoB (0KOJIO 5 MMIUIAaHTAMi Ha 1 MIH.
HaceneHus), Toraa kak B CIIA exerogHo ummiantupyercst 6onee 600 kapAauoBepTepOB-

neuOpuIATOpOB Ha 1 MITH. HaceNmeHus.

['maBHOM TPUYMHON [aHHOTO TOJIOKEHHS €] SIBJIAETCS HE CTOJBKO HEIOCTAaTOYHOE
(dbuHAHCUPOBAaHUE [AHHOTO pa3feNia, CKOJIbKO TMPEeXAe BCEro OTCYTCTBHE CHCTEMHOIO
moaxoAa K aJeKBAaTHOM KIMHUYECKOW OIIEHKE OOJIbHBIX C 3a00J€BaHUSIMH CEPACYHO-
COCYIMCTOM CHCTEMBI, pa3HOE «IOHUMaHWE» OOJBHOTO BpadyaMH KapJHUOJIOTaMH,
TepaneBTaMy, WHTEPBEHIIMOHHBIMUA KapJHOJIOTaMH, KapIUOXUPYpPraMu, MOCPEICTBEHHBIM

YPOBHEM NOCTAUILIIOMHOTO O6p8.30BaHI/I$I 10 JaHHOM HpO6JICMaTI/IKC, a TaK¥XXC OTCYTCTBUCM
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ayIuTa KauyecTBa, OKa3blBaeMOW MEAMIIMHCKOW MOMOIIM, HAIpPaBJIEHHOW Ha MPOQUIAKTUKY

BCC.

Cpenu  OOBEKTHBHBIX IPHYUH HEYAOBJIECTBOPUTEIBHOTO COCTOSHUS — MPOOJIEMBI:
KapJMOXUPYPIUYECKHE LEHTPbl B OCHOBHOM IPU3BaHbl 3aHUMATHCSH  «OOJIBLIUMI
olepalusMu, TaKUMH KaK KOPPEKLHs BPOKICHHBIX M INPHUOOPETEHHBIX MOPOKOB CEpAla,

A0PTOKOpaHApHOE IIYHTUPOBAHUE H MHOTOE JIPYToe.

HoBelil noaxon, nmeromuii nensio npenorspamienrne BCC, TpedyeT HOBOI MeTO10JI0THI
HOJArOTOBKM CHELHAIMCTOB, HOBONO 00pa3a MX KIMHUYECKOTO MBIIUIEHUS, KOTOPBIH
BO3HMKAE€T Ha CTBIKE KapIUOJOIMM, KapJUOXUPYPTUH, PEHTI€HOJOTHH, aHECTe3UOJOIMH-

pPC€aHuMAaTOJIOTH, MATCMATUKH U NHXXCHCPUH.
CTpaTGI‘I/ILIeCKOC peICHUC HpO6JICMI)I 3aKJIIOYAaCTCs B TPEX dTallax €€ peain3aluu.

IlepBbiii - co3manuu Ha ©Oaze Kadeap KapauoJoruu, Oa3UpYOLIMXCA B
MHOTONpPOQMIBHBIX  CTallMOHapaX, CHUCTEMbl  APUTMOJIOTMUYECKON  MOCTIUIJIOMHON
NOJATOTOBKM BpPAavyeOHBIX KAJAPOB M3 YHCIA TNPAKTUKYIOIMX KapIHOJIOTOB B paMKax
IPOBEJACHUS 72-4acOBBIX IIMKJIOB TEMAaTHUYECKOTO YCOBEPIICHCTBOBaHUS, 144-4acoBbIX
IIUKJIOB OOIIEr0o YyCOBEPLUIEHCTBOBaHMSA, a Tak ke 504-4acoBbIX LMKIOB IEPBUYHON
HEepenoAroTOBKU. B Xoje [MaHHBIX LUKIOB IMPEIIOoJaraeTcs OCBOCHHME IIpeaMeTra, T.e.
dopMHpoBaHHE Yy KypCaHTOB 4YETKOrO NOHMMAaHHUA B OTHOIICHWH OTOOpa NalMeHTOB-
KaHIUJIaTOB Ha BHE3AIHYIO CEPICYHYIO CMEPTh, X IMOCIEAYIOIIETro JeUeHU U HAOII0ICHNS.
B Teuenue nepBoro ke roga oOydeHus BO3MOXHO o4yHOoe oOydeHue 300 crenuanucroB U
3204HO, C UCMOJIb30BAHUEM MHTEPHET-TPAHCISILMNA TPOBOIUMOrO IUKIa - 600 crenuamiucTos.
Oobmee xomuuectBo — 900-1000 uwenoBek B TeueHHE MEPBOTO kK€ roja (HyHKIMOHHUPOBAHUS

IIPOrpaMMBI.

B xone BTOpPOTI'O 9Talla 9THU BpadW HAIIPABIIAOTCA B (benepanLHLIe KapAUOXUPYPIrUICCKHUC
HOCHTPBI IO MCECTY KHUTCIbBCTBA H pa6OTI>I, ra¢ OHHU OCBAMBAKOT MCTOAWKU ITPOBCACHUA

OTHOCHTEJIBHO IIPOCTHIX NHTEPBEHIIMOHHBIX MPOLEAYD, 3 UMEHHO — uMitanTanui MK/,

Ha TperbeM 3Tame 3TH crnenuamucThl OPraHU30BHIBAIOT M 00ECHEYMBAIOT paboOTy IO
anekBaTHBIM oObemaM umiutantanuii MUK/ (t.e. mo mpoduiakTuke BHE3aHOW cepledyHON
cMepTH) Ha 0a3e yke CYIIECTBYIOIIMX JIeYeOHBIX YyupexJIeHHH (00iacTHble, TOPOACKHE,

paiioHHBIE OOJIBHUIIBI — BE3]IC, T/I€ €CTh BO3MOJKHBIE YCIIOBHS) BO BCeX pernoHax Poccun.

Ucxonss w3 HeoOxommmoctu mpoBenenus 56.000 wummiaHtanuii KapAHOBEPTEPOB-

nedudbpumaTopoB (okono 400 uMmnaHTanuii Ha | MJTH. HaceNneHUs) KaKIbIA TaKoW IEHTP
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JIOJDKEH OYyJEeT OCYIIECTBIATh U 00eCreynBaTh JUHAMUYECKOE HAOIIOICHHE U TECTUPOBAHUE

3a 56 HOBBIMH UMIIJIAHTUPOBAHHBIMHU YCTPONCTBAMU KaXIbIil TOJI.

OTOT TOAX0J, OOBCHUHSIOMUN YCHIUS KIMHUYSCKUX CIICIHATUCTOB Pa3IUIHOTO
npoduisi, TO3BOJIMT B KpaTdalliue CPOKH (0 Tpex JieT) o0ecleunuTh aleKBaTHBIH 00beM

poMITAKTUKK BHE3AIMHON CEPICUHOM CMEPTH BO Beex cyObekTax Poccuiickoit deneparumn.

PoJanb Baacreii MECTHOI'O, PETUOHAPHOTO0 U (l)ejlepa.]'leOI‘O ypOBHeﬁ B peajim3anuu

nporpammsbl npopunakruku BCC

Jlnist JIeYeHHs KU3HEYIPOXKAIONIMX APUTMHH, BO3HUKAIONIMX BHE CTAlMOHAPA, MOXKET
ObITh 3P GEKTHBHBIM HCIOJB30BaHUE HAPYXKHBIX nedudpmuiaropos. Hcmonas3oBaHue
JAHHOTO METOJa B OOIIECTBEHHBIX MECTaX MOXKET MMETh BAKHOE 3HAUCHUE ISl COKPAIICHHS
BPEMEHH OT Hayaja CepACYHOro apecra 0 MOMEHTAa BBIIOJHEHHS Jie4eOHOM
nebubpusuianuy. Ycuiaus BiacTed MECTHOTO U (enepalbHOTO YpOBHEH MOTyT OBITh
HarpaBJIeHbl HA (OPMHPOBAHUE COOTBETCTBYIOIICH 3aKOHOJATEIbHON 0a3bl W pean3aiuio
nporpaMM TIO Pa3MENICHHIO HAPYKHBIX ACPUOPUILIATOPOB B IIKOJAX, CHOPTHUBHBIX
VUPSKICHUSAX, MECTaxX C BBICOKOW IUIOTHOCTBIO CKOIUICHHSI HACEIICHUsS, a’poIopTax,

BOK3aJIaX, a4 TaKXKE€ Ha CaAMOJICTAX U APYIUX TPAHCIIOPTHBIX CPCACTBAX.
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