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CIIUCOK COKPAIIIEHUM

AB - aTpHOBEHTPUKYISAPHBIN

AKIDX - apuT™MoreHHast KapAHOMUOTIATHSI IPABOTO JKEITy-
JI0UKa

AMP - aHTaroHUCT MUHEPATOKOPTUKOUTHBIX PELIENTOPOB
ATI®D - aHrHOTEH3MHITPEBpAIIAIOINI HepMEeHT

BPA - Grokarop penentopoB anruoreHsusa 1

B/B - BHYTPUBEHHO

BAC - BHe3anHas apuTMudeckas CMepTh

BBCC - BHe3amHasi BHETOCIHUTATIbHAS CEPACUHAS CMEPTh
BHOA - Bcepoccuiickoe HaydHOE 0OIIIECTBO apUTMOJIOTOB
BHCH - BHe3arHast HCOOBSICHUMAs CMEPTh HOBOPOXKJICHHOTO
BHCD - BHe3anHasi HeoObsICHUMAs! CMEPTh NPH AITUIIETICHN
BIIC - BpokaeHHBII TOPOK cepALa

BC - BHe3anHas cMepTh

BCC - BHe3amnHas cepaeyHas cMEpTh

BOC - BHe3amHast oOcTaHOBKa cep/iia

BT - BeixomHO# TpakT

BTJIX - BBIXOJHOH TPaKT JIEBOTO JKEITyA0uKa

BTITX - BBIXOJHOI TpakT MPaBOro kKexyrouka

I'KMII - runeprpodudeckast KapIuOMHUOTIATUS

JBXT - nByHampaBicHHAs BEpPETCHOOOPa3Has JKEIyI04-
KOBasl TaXUKapIHs

JU - noBepuTENbHBIN UHTEPBAI

JKMII - nunaranynoHHast KapAHOMHUOTIATHUS

KA - xexynouxoBas apuTMHs

KT - sxemynoukoBasi TaXUKapAus

KD - xemynoukoBast SKCTpacucToIa

UBC - nmemuyeckas 60e3Hb cepaa

UKJI - umMmmanTupyeMblid KapiuoBepTep-aeGpuopruisaTop
KIDKT - karexomamuHepruyeckas moiauMopgHas Kely-
JIOYKOBAsl TaXUKAPIHsI

KCP - xoMuTeT 110 COCTABICHUIO PEKOMEHAALUI

KT - xommbrotrepHast Tomorpadust

JIK - neBwlit sKemyq0ueK / JeBOKETYI0UKOBBII

MPT - MaruuTHO-pe30HaHCHAsT TOMOTpadust

MC - MIJUTMCEKYHJ1a

HK/I - HocuMmblii kKapanoBepTep-1epruOpunIsTop

HYXT - neycroituuBas »enynoukoBasi TAXUKapaAns

OKC - ocTpslit KOPOHAPHBIN CUHAPOM

OP - oTHOIIIEHNE PUCKOB

OII - oTHOIIEHKE IIIAHCOB

O®DOKT - oxHoOTOHHAS SMHCCHOHHAS KOMITBIOTEpHAs
Tomorpadust

ITX - mpaBbIii sxesmy104eK / paBoXKeTyJ0uKOBBIH

[ICXK - mporpamMmupyemas CTUMYJISIIIUS KETYI0UKOB

PKU - pannioMu31poBaHHOE KOHTPOIUPYEMOE UCCIIEI0BAHHE
CBHC - cunapom BHe3armHol HEOOBSICHUMON CMEPTH
CBCH - cunapoM BHE3aIHOI cMepTH HOBOPOXKICHHOTO
CPT - cepneuynas peCUHXpOHU3UPYIOIIAs Tepanus

CPT-]] - cepaeunasi peCUHXpPOHU3UPYIOIIAsl Tepanus-je-
¢$ubpumIsiTOp

CPT-II - cepaeunas peCHHXpOHU3UPYIOIIAs Tepanus-neiic-
MeKep (KapIMOCTUMYJISATOD)

CYUQT - cunapom yniauHeHHOro unTepBana QT
CVY-OKI - curnan-ycpennentas OKI'

CIIA - coenunennsle IlItatel AMepuku

OBJIXK - ppaxuus BHIOpOCa JIEBOTO HKEITyT0UKa

DK - pubpHILIALIUS KETYIOUKOB

@K - dyHKIIMOHATIBHBIN KJ1ace

OII - pubprsiums npeacepaui

XCH - xpoHuueckas cepieuHas HeJJ0CTaTOYHOCTh

OKT - anekTpokaprrorpaMma / AeKTpoKapauorpaduuecKuii
DDU - 31eKTPOPHU3HOIOTHICCKOE UCCIICTOBAHNE

ACC - amepHKaHCKasi KOJIJIETUS KapAUOJIOTOB

AHA - amepuKaHCKasi acCOLMAIMsI KapIUOJIOroB

EHRA - eBpomneiickas accolMaiist apuTMOJIOrOB

ESC - eBpomneiickoe 00111eCTBO KapJHOI0rOB

ILCOR - MeXayHapOAHBIH COTIACUTENbHBI KOMHUTET 10
peaHuMaIuu

LMNA - namun A/C

LQTSI - cunapom yanuHeHHoro uHTepBana QT 1-i tun
LQTS2 - cunapom yanuHeHHoro uHTepBana QT 2-i tun
LQTS3 - cunapom yanuHeHHoro uHTepBana QT 3-if Tun
NYHA - HLm—ﬁochxaa KapJuO0JIOrMY€eCcKasl acColuanus
QTc - xoppurupoBansslii uaTepsan QT

Tdp - torsade de pointes - monumopdHas kerrynouKoBas
TaXuKap/us TUIA THPYIT

WPW-cunapom - cunipom Bonbda-Ilapkuncona-Yaiita

1. IPEJUCJIOBUE

PacnipocTpaHeHHOCTh BHE3AITHOI OCTAaHOBKH Ccepra
(BOC) u Bre3amHo# ceprednoir cmeptu (BCC) B pa3HbIX
CTpaHaX 3HAYUTEIFHO BaphUPYET M BCETIa CBs3aHa C pac-
MIPOCTPAHECHHOCTHIO CEPICUHO-COCYINCTHIX 3a00TeBaHMM.
Ha ceromusmnanii nerp, B OOJMBIIMHCTBE IKOHOMHYEC-
KH pa3BUTHIX cTpaH, BOC sBiseTcs 4acToil, Hemocpen-
CTBCHHOM MPUYMHON CMEPTH, 0COOCHHO CPEIH MOJIOIBIX,
Tpynocrocobnbix mun. BCC, kak HeoOpaTUMBIN MCXOI U
pesyasrar BOC, nocturaer 50%, cpemy Opyrux MCXOI0B
y quy 35-50 neT, nperuMyLIeCTBEHHO MY>KCKOI0 110J1a, Of-
HAaKO B TTOCIIEAHEE BpeMs HaOOaeTcs TEHACHIUS K YBe-
JUYEHUIO JOJH JIHII )KeHCKOTO 110714, 8 TAK)Ke JIUI] IOAPOCT-
KOBOTO M FOHOIIIECKOTO BO3pacTa. BeICOKas akTyalbHOCTD
MpoOJIEeMBbl AUKTYeT HEOOXOMUMOCTH CO3MAHHS M paspa-
6otk Knmandecknx PexomeHmanuii, HalpaBICHHBIX Ha
pelIeHne JaHHOW MPOOIEeMBI MOCPEICTBOM PAHHETO BBI-
SIBIICHUS (DAKTOPOB PHCKa, pa3pabOTKU U BHEAPEHUS MeEp
MPOPUIAKTHKH, a TAKKE MEP OKa3aHHsI IIEPBOIl TOMOIIN
CIIACEHHUS B MOMCHT Pa3BHTHUS OCTAHOBKH CEPIIA.

Hannble Knunuueckue PexoMengauuu CyMMUPYIOT
JloKa3arenbHble JaHHBIe 1o mpobdieme BCC, mmeromime-
Cs Ha MOMEHT HAITUCaHWs peKoMeHOanui. KimHndeckue
PexomeHmamu JOMKHBI CIYKATh BCIIOMOTATEITHHBIM WHC-
TPYMEHTOM Il MEAWIWHCKUX PaOOTHHUKOB IIPH BHIOOpE
HAWITydIIel CTpaTeTul BEIEHUS KaKI0TO KOHKPETHOTO
MaryenHTa ¢ 3a00JIeBaHNEM, COITPOBOKIAIOIINMCS PUCKOM
BCC, ¢ yderoM BIuSHHS Ha HCXOZ JICUCHUS, a TAKKe C
Y4eTOM COOTHOIICHHUS MONb3a-PUCK I PA3INYHBIX JHa-
THOCTHYECKHUX M TepameBTHYeCKUX MeTonoB. Llens Pexo-
MEHJAlMi MOMOYb B MPUHATUH PEILIECHUN B KIIMHUYECKOH
npaktuke. OHU IPEICTABIAIOT COOOM TTOMOIIIb TPaKTHYEC-
KOMY Bpady B IPHHATHH OKOHYATEIEHOTO PEIICHHUS 110 Be-
JICHHUFO KaYKIOTO KOHKPETHOTO TAIEHTA.

Pabouas rpymma mo cocTaBICHHIO HACTOSIIAX PEKO-
MeH/IaIi, kKak ¥ KoMuteT DKCrepToB, MPUHAMABIIHAX pe-
KOMEH/IAINH, TIPEACTABICHBI CICIIHAINCTAMHU Pa3THIHBIX
MEIUIIMHCKUX HAIMPaBICHUH, CBA3aHHBIC TIO POy CBOCH
JIESITETFHOCTH ¢ IPOOIeMaMy TUATHOCTUKH U JICUCHHUS 3a-
0oeBaHMI{, aCCONMUPOBAHHBIX C BRICOKHM prckoM BOC/
BCC, a taxxe ¢ mpobiemMamu CTpaTu(GUKaIIe PUCKa, TIPO-
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¢unaktukn u cnacenuss npu BOC/BCC. Cnenuanuctsl
MIPOBEJIH THIATEIBHBIA 0030p OITyOJIMKOBAaHHOM JIUTEPATY-
PHI 10 BEJICHUIO MAIIMEHTOB C pacCMaTpruBacMbIMU 3a00J1e-
BaHMSMU (BKJIIOYAs] IMarHOCTHUKY, J€YECHHE, TPOPHIAKTH-
Ky ¥ peadbunuranmio). [IponsBenena kpurnieckas OleHKa
JIMarHOCTUYECKUX U TEPANEBTHUECKUX METO/IOB, BKIIFOYAsI
OLICHKY COOTHOIICHHS II0JIb3a-PUCK. Takyke NpoaHau-
3MPOBaHbl OKUJIAEMbIE MCXOJIbl JICUCHUs. YPOBEHb JOKa-
3aHHOCTH M CHJIy PEKOMEHIALUH 110 OTJeIbHBIM METOaM
JICYCHUS! OTIPEJICISUTN B COOTBETCTBUY C 3apaHee yCTaHOB-
JICHHBIMH KpUTEpUsIMH (cM. Tabi. 1 u 2).

[Tocie BHEceHMs BceX HEOOXOJMMBIX IONPABOK pe-
KOMEHJIALMK yTBepXKJIalrch KoMUTETOM SKCIepToB MO
JaHHOH npobneme. [1pu cocTaBneHny pekoMeHIaMi yuu-
TBHIBAJI BCE HAYYHBIC M KIIMHUYECKUE JaHHbIE, a TAKXKE pe-
3yJIBTaThl MCCIICIOBAaHUH, JOCTYIIHbIE HA MOMEHT COCTaB-
JICHUSI pEKOMEHTalnii.

MeauuHCKUM paOOTHHKAM ClleyeT oOpamarbes K
JIAHHBIM KIIMHUYECKUM PEKOMEHJIAIMsIM, KaK K BCIIOMO-
rareJbHOM MH(OpPMAIK NPU MPUHITHU PELICHUS B €Ke-
JTHEBHOW KJIMHUYECKOW TPAKTHKE, ISl OIpPEACICHHS U
peanu3anuy cTpareruii NpoQUIaKTUKY, VIS AUArHOCTHKH
1 JICYeHUs] KOHKPETHOTOo 3a0osieBanust. OTHaKO KIMHUYEC-
KHe PEKOMEH/IAllN HYU B KOEH Mepe He OTMEHSIOT JINYHYIO
OTBETCTBEHHOCTb MEAMIMHCKUX PAOOTHUKOB IO NPHUHS-
THIO TOYHBIX M HaJUICKAIIUX KIMHUYECKUX PELICHUH C
YUETOM XapakTepa 3a00JieBaHHsl y KaXJOro KOHKPETHOTO
MalyeHTa ¥ Mocjae KOHCYIBTalluk ¢ CAMUM MalUeHTOM M
ero OJM3KMMH, €CIH 9TO 11eJec000pa3HO M HEOOXOANMO.
MenuuuHCcKnit pabOTHUK HECET OTBETCTBEHHOCTD 32 ITPO-
BEPKy TpeOOBaHUI M HOPMATHUBHBIX JIOKYMEHTOB IO Jie-
KapCTBEHHBIM MpernaparaM ¥ MEIULIUHCKAM H3/ICIHsIM B
MOMEHT MX Ha3Ha4YCHHMSI.

2. BBEJEHUE

B ocHoBy coznanus naHHbBIX PekomeHnpauumii moso-
skeHbl Pexomenpauuu EBponeiickoro 1 AMEpUKaHCKOTO
HAyYHBIX OOIIECTB IO JICUCHUIO KETYIOUKOBBIX apUTMHUI
(°KA) n mpoumakruke BCC 2006 roma [1], Pexomenna-
uuu EBpomnetickoro Kapmmomorngeckoro OOmiectBa 1o
JICYCHUIO JKETYIOUYKOBBIX APUTMHUH W TPEIOTBPAIICHHUIO
BCC 2015 roma [2], Knuauueckue PexomeHmanuu 1o
MIPOBEICHUIO DIIEKTPOPHU3HOIOTHICCKUX HUCCICIOBAHUH,
KaTeTepHOH allanuu W MPUMEHCHHIO HMIUTAaHTHPYEMBIX
aaTHaputMudecknx ycrpoiictB BHOA [3] u Pexomenna-
uuu EBpometickoro Cosera mo Peanmmarum 2015 1. [4].
Kommutet sxcnieptoB mo npodmeme BOC/BCC permmn yre-
JUTH OCHOBHOE BHUMaHHE B HACTOAIINX PexoMeHIammsx
BOTIpOCaM MPOTHO3UpOoBaHUs M mpodmraktuka BCC, a
TaK)Ke MEPONPHUATHIM, HAIPAaBICHHBIM Ha TPEIOTBpaIle-
aue pa3sutist BCC u tpanchopmanuun BOC 8 BCC.

2.1. Cmpyxkmypa pexomeHnoayuil

Hacrosmmii 1OKyMEHT CONEp>KUT pa3ieiibl, MOCBS-
IICHHBIC OTIpeNeIeHHBIM TeMaM. [IpemmaraeMyro cxemy
OLICHKH PHCKAa W CTPATCTHH JICUCHHS CIEIyeT amalTH-
poOBaTh UL KaKIOTO KOHKPETHOTO TAIMEHTa C Y4eTOM
COITyTCTBYIOIINX 3a00JE€BaHUH, OKHAIAEMOU ITPOIOIIKH-
TENBHOCTH JKU3HU, H3MEHEHHI Ka9eCTBA KHU3HHU U IPYTUX
(haxTopoB.

[Ipu noaroroBke naHHbIX Pexomenpanuii, Komurer
MIPOAHANN3UPOBAT CaMble TMOCICIHNE PEKOMEHIAINH 10

KaXXJJIOMy U3 PaccCMaTpUBaeMbIX BOIMPOCOB U YCTAHOBHUII
KJIacC TOKa3aHUIl ¥ ypOBEHb JI0Ka3aHHOCTH C YYETOM HO-
BBIX pPE3yJbTaTOB PaHJIOMH3MPOBAHHBIX HCCIEIOBaHUIl,
METa-aHAJIN30B WM KIMHUYECKUX JaHHbIX. B cocras Ko-
MuTeTa DKCIEpTOB, BXOSAT U3BECTHBIC YUCHBIE, SIBIISIOIINE-
cst akcriepramMu B oonmactn BOC/BCC ux mpoduiiakTuxw,
KJIMHUYECKOH AMEeKTPO(U3HOIOTUH, peaHMaTOJIOT U, Ana-
THOCTUKH U JICUCHUS CIIOKHBIX HAapyIICHUH pUTMa cepala,
umremrdeckor 6osesnu cepana (MBC), XCH, kapauomuo-
AT, TETCKOM KapIHOIOTHUH U HapyILIEHUH puT™Ma y eteii,
AQHTUAPUTMUYECKUX YCTPOMCTB, TEHETUKU CEP/IEUHO-COCY-
JIICTBIX 3a00JIeBaHNI. DKCIIEPTHI U3 Pa3HBIX CHEHAIBHOC-
Teii ObUIN MpUIIalIeHbl WwieHaMu npasienus BHOA.
Ilepen usnanuem, Ilpoexr Pexomennaruii mporen
mmpoxoe oocyxnenne Ha Poceniickux Konrpeccax u Kon-

Taonuuya 1.
Knaccol pekomenoayuii
Pexomennanmu
KP Onpenenenue
IO IPUMCHCHHIO
[To maHHBIM KITMHHYECKUX
HCCIICIOBAaHUI 1/witH 110 00- | PekoMeHmoBaHO
I [eMy MHEHUIO TaHHBII METOJ | MPU HAJIUYUU
JICUCHHSI WJIA BMEIIATEIBCTBO MOKa3aHuH’
oJIe3HbI ¥ () HEKTHUBHBI
[IpoTrBOpEUNBLIC JaHHBIC U/
WJTU PACXOXKJAEHUE MHEHUH 110
II MOBOAY MOJB3bI / A3 deKTHB-
HOCTH TIPEIIaracMoro MeToa
JICUCHHUS WJIK BMEIIATEIbCTBA
Mwmeroiuecs naHHbie CBUIE- Bo3moxHOCTB
[[a | TETBCTBYIOT B HONB3Y apdex- TIPUMEHEHNUS
TUBHOCTH METOJA JICUCHUS JIOJDKHA OBITH
WM BMEIIATeIhCTBA paccMoTpeHa
[onp3a/adpdexTnBHOCTH BosmoxHOCTR
[[b | MCTOAA NeUCHHA I BMeIla- MIPUMEHCHUS
TEIHCTBA YCTAHOBICHBI MCHEE MOXET OBITh
yOemuTeTbHO paccMoTpeHa
[o naHHBIM KIMHHYIECKIX
WCCIICIOBAHUH WITH 00IIeMY
1 MHEHHIO METO]I JICUCHUSI UITH He
BMEIIIATEILCTBO OCCIIONE3HbI / | PEeKOMEHI0BAaHO
He 2(p(HEKTUBHBI 1 B HEKOTOPBIX
CITy4asiX MOTYT OBITh BPEIHBI
rae, KP - kiaccel pekomeHaanuii
Taonuya 2.

Ypoenu ooxkazamenvnocmu

IIOKa3aTCJ'[BCTBa IMOJIYY€HbI B MHOTOYUCICHHBIX
A PaHAOMHU3UPOBAHHBIX KIMHUYCCKUX HUCCICOOBAHU-
X WIN METa-aHaJInu3ax

ﬂOKaSaTeJ'ILCTBa TIOJTy9€Hbl B €AWHCTBEHHOM paH-
B JAOMU3HUPOBAHHOM KIIMHUYECKOM HCCIIENOBAHNA WU
KPYIHBIX HE PaHAOMU3HUPOBAHHBIX NCCIEAOBAHUAX

B ocHOBe pekoMeHIAIUH JISKHT oOllee MHEHHE
(cormamreHue) JKCIIEPTOB W/HWIIK PE3YyNbTaThl He-
OOIBIIMX UCCIICIOBAHMUIT, PETPOCIEKTHBHBIX HCCIIe-
JIOBaHUM, PETUCTPOB
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(bepeHIusIX, 00CYXKICHHE B MEIUIIMHCKOM COOOIICCTBE,
rocse yero Pexomenpanuy ObUIM yTBEPIXKIEHBI YJCHAMHU
Komurera DxcneproB. B 0CHOBY HacToOAIIEro JTOKyMEHTa
TIOJIO’KEHBI 3apyOeKHbIE U OTeUeCTBEHHbIE Pexomennanym
U Ipyrue HOpMaTUBHbIE JOKyMeHTHI [ 1-20].

3. ONPEJEJEHMS, SIIUJTEMHUOJIOI sl
U HEPCHEKTUBBI 1O IPO®PUIAKTUKE
BHE3AITHOM CEPIEYHOM CMEPTH

B T1abm. 3 mpuBomATcs ompeneNeHHs TEPMUHOB
«BHe3amHas cepaeuHas cmepTh (BCC)», «mpemoTBpa-
IICHHAs OCTaHOBKA CEPALAY, UANONaTHIecKas GuopuiI-
msimus sxesrynoukoB (PXK)» u apyrux, cBS3aHHBIX C IPO-
¢umaxrukoit BCC.

Wuorga, ocoOCHHO B OTEYECTBEHHOU JHTEpaType,
mog tepmuHOM «BCC» mozppa3ymeBaroT 00paTHMOCTB

npolecca, OTOXKAECTBISISI €0 C IMOHSTHEM «KIMHHYEC-
Kasl CMEPThY», YTO SIBISCTCSI HEKOPPEKTHBIM B MPHHIIMIIC.
OOpaTMOCTh SIBJICHUSI CIIEAYET MOJpa3yMeBarh B PaBHO-
3HAYHBIX TepmuHax: «BOCy» min «BHe3amHas OCTaHOBKa
KpPOBOOOpAIIIEHHS», KOTOPbIE COOTBETCTBYIOT MEXIyHa-
POIHOMY TEPMUHY B aHIIHMICKOM si3bike - sudden cardiac
arrest. OcTaHOBKa KpPOBOOOpAIIEGHUS TPOSBISETCS BHE-
3alHOM MOTepel CO3HAHMUS, OCTAHOBKOW JIbIXaHUS, OTCYT-
CTBHEM CEPJCYHOH NEATEILHOCTH U apTepUAIbHOTO JaB-
nenns. BCC (sudden cardiac death) siBisiercs ciiectBuemM
BHE3aIHOW OCTAaHOBKHM KPOBOOOpAIICHUSI U HEOOPaTHMbIM
ucxoaoM. B cyneOHO-MeMIIMHCKOM MPAKTUKE MCHONB30-
BaHue BpeMeHHbIX kpurepueB BCC ot | uaca no 24 ua-
COB, OT Hayajla CUMIITOMOB ObIBaeT MpoOJIeMaTHYHO, TaK
Kak CyJIMEIDKCIEPT, Yallle BCEro, He pacrojaraeT KakuMu
00 cBelieHUAMH 00 OOCTOSTENBCTBAX, MPEIIICCTBYIO-

Tabnuua 3.
Onpedenenus 4acmo ucnonb3yemvlx mepmuHos
Tepmun Onpenernenne Ccpuikn
HenpenBunerHoe cMepTebHOE COOBITHE, HE CBA3aHHOE C TPAaBMOM M BO3HHUKAIOIIEE B
BC TedeHue | yaca ¢ MOMEHTA MOSBIICHHS] CHMIITOMOB Y TIPAaKTHYECKHU 370POBOTO YEIOBEKA. 12
Ecmu cmepts mpomsornuia 0e3 cBUAETeNe, 0 BHE3aITHONH CMEPTH TOBOPAT B TOM CIIy4ae, ’
€CJH OTHOIMHH HAXOIMIICS B YIOBJICTBOPUTEIIEHOM COCTOSHHH 32 24 9 10 CMEpPTH.
CBHC Bresamnas cMepTh 06€3 BUANMOM MIPUYHHEL, TTOCIIC KOTOPOU HE BHITTONHSIIOCH BCKPHITHE,
MIPUMEHHUTEIHHO K B3POCIOMY
BHCH BrezanHas cMepTh 6€3 BUIMMO MIPUYHHBI, TIOCIIE KOTOPOH HE BBIOIHSIIOCH BCKPBITHE,
MPUMEHHUTENBEHO K HOBOPOXK/ICHHOMY B BO3pacTe 10 1 rofa. 16
HeoxxunanHasi HeHACUIILCTBEHHAS! CMEPTh BHEIIIHE 37I0pPOBOT0 peOeHKa IIepBoro roja
CBCM KHU3HH, IPU KOTOPOH OTCYTCTBYIOT aJIcKBaTHbIC AJIS1 OOBSCHEHUS IPUYMHBI CMEPTH JaH-
HbIE aHaAMHEe3a U TaTOMOP(OIIO-THYECKOTO UCCIICIOBAHUSI.
TepMUH HCTIONB3YETCs €CIIM MOTHONINIA MPH KU3HNA UMET BPOXKASHHOE HIIN TTPpHOOpe-
TEHHOE, MMOTEHIIMAILHO OTIACHOE IS KU3HU 3a0oseBanue cepana, NJIM mpu BCKpbITHR
BCC oOHapy»keHo 3a00JIeBaHNE Cep/lia WU COCYI0B, KOTOpoe Moriio ObITh mpuuuHoit BC, |1, 16, 17
WJIN npy BCKPBITHN HE BBISIBICHO APYTHX BHECEPICUHBIX IPUYNH CMEPTH U TPEAIIoa-
raeTcs, 9TO CMEPTh MOIJIa OBITh BEI3BAHA APUTMHUEH.
BHe3amHas Wi CKOPONOCTIKHAS Cep/IeTHAsi CMEPTh BHE JICUCOHBIX YIPESKICHUH, B
BBCC OTCYTCTBUU BBISIBIIEHHBIX APYTUX IPUYUH )i CMepTU. TepMUH UCIIOIB3YETCS B POCCHIA- 18
CKOH CyZeOHO-METUITMHCKON TPAKTHKE.
[aronoroanatoMu4eckoe ¥ TOKCHKOJIIOTHUECKOE UCCIIE0BAHNE HE MTO3BOJISIIOT YCTaHO-
BAC u CBCH | BYTP TIPHHHIY CMEPTH, CEPIILE HE HMEET CTPYKTYPHOH ITaTOJIOTUH NTPH MAKPOCKOIIHYEC- 19
KOM W THCTOJIOTHYECKOM HCCIIE0BAHUY, BHECEPCUHBIC PHYMHBI UCKIIOYCHBI, IIPHME-
HUTENbHO K B3pocibiM (BAC) nimn HoBopokaeHHbM (CBCH).
HenpenpunenHast octaHOBKa KpOBOOOpaIlleH!s, BOZHUKAIONIAsl B TedeHue 1 gaca ¢ Mo-
BOC MEHTA TOSIBJICHUSI OCTPBIX CUMIITOMOB, KOTOPasi OblJIa yCTpaHEeHa C TIOMOIIBIO yCIIeIl- -
HBIX PEaHMMAIMOHHBIX MEPONPUSITHII (Hanpumep, AeHUOPHIIIAINS).
Wnuonaruuec- | Knuanueckoe oOcienoBaHne MaMeHTa He TT03BOIWIO BRISIBUTH 3a00JIeBaHMsI, TTIOTEHITH- 2021
kast DK abHO acconuupoBanHbie ¢ DK, ’
[epBuunas MepornpusTusi, HanpaBlIeHHBIE Ha CHIDKeHHEe prcka BCC y IHI, MMEIOIIX MOBBIIICH-
MpoUIaKTHKA ueiid puck BCC, HO 6e3 anaMHe3a yrpoKaroNiX )KU3HA apUTMHAN WITH TIPETOTBPAIICH- -
BCC HOW OCTaHOBKH CEp/IIa.
Bropuunas
HpouaKTIIKa MepornpusiTusi, HanpaBJIeHHBIC Ha CHIDKeHHe prcka BCC y nuil, MMEronix aHaMHe3 |
BIEI C YTPOXKAOIINX KU3HU apUTMHHN WITH TIPETOTBPAIICHHON OCTAaHOBKHU CEp/LIa.

3nech u gaiee, BC - Buesannas cmepts, CBHC - cunapom BHe3arHo# HeoObsicunmoi cmepti, BHCH - BHe3zanHas He-
00BsicHUMast cMepTh HOBOpOXKeHHOr0, CBCM - cunapom BHe3anHoi cMepTr Mitaiernes, CBCH - cunipom BHe3arHoM
cMmepTH HoBOpokAeHHOTO, BAC - BHe3anHas aputMmudeckas cmepTh; BCC - BHe3amHas cepaeuHnast cmepth; BBCC - BHe-
rocrnuTalbHasl BHE3aHas cepiednas cMepth; BOC - BHe3anHast ocraHoBKa cepana, OXK - GuOpmisinms sxeny104koB
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[[MX HACTYIUICHUIO CMCPTH, B TOM YHCJIC O BPEMCHH Ha-
yaja (araibHOrO MpucTyna. B oredecTBeHHOU CyneOHOM
ME/IMIIUHE Yallle UCIONB3YIOT TEPMUH «CKOPOIIOCTHIKHAS
CMEpThY, TOrNA KaK KIMHHUIMCTHI PEANOYUTAOT TCPMHUH
«BHE3aIHasi CMePTh». «CKOPOMOCTIKHON CMEPTH» B OTE-
YECTBEHHOW Cy[IeOHOI MEIUIMHE JTaHO CIIeIyIOoIIee ompe-
neneHue: «CMepTh YeIoBeKa, HACTYIAKINAS HCOXKUIAHHO
JUISL OKPY KAIOIINX, YacTO CPE/H TOJIHOTO, OOBIYHO KaXy-
LIETOCS, 3/10POBbS, HA3bIBAETCSI CKOPOMOCTIKHOM [18].

3.1. dnudemuonozua BCC

3a nmocnennue 20 €T CMEPTHOCTh OT CEPAEUYHO-
COCYIUCTHIX 3a00JICBaHUN B Pa3BUTHIX CTPaHAX OYCHBb
3HAYMMO CHH3WIACH BCJICICTBUE MEp MPOPUIAKTUKH
HUBC u XCH [22]. Ho HECMOTpsI HA 3T ONTUMUCTUYHbBIE
JIAaHHBIE, €XKEroJTHO OT CepJIeUHO-COCYANCTHIX 3aboieBa-
HUH BO BCEM MHpPE MOTHOAT 17 MUJUTHOHOB YEJIOBEK,
u3 Hux 25% cranosstcs xeprBamu BCC [23]. Puck BCC
BBIIIC Y MYXXUUH M YBEJIUYMBACTCS C BO3PACTOM B CBS3H
¢ bombIIeii pactpoctpaHeHHOCTRI0 MBC cpeu moKUIIbIX
moeit [24]. Yucno cnyuaes BCC Bapbupyer ot 1,40 Ha
100 000 yenoBeko-neT (95% nOBEpUTENBLHBIA WHTEPBAI
[A] 0,95, 1,98) y xenmmu g0 6,68 ma 100 000 uerno-
Beko-neT (95% AU 6,24, 7,14) y myxuun [24]. Yucno
ciayuaeB BCC cpenu MONOABIX MOKOJEHUN COCTaBISIET
0,46-3,7 ma 100 000 uenoBeko-net [25], uto Tpanchop-
mupyetcs B 1100-9000 cmepteit B Espone u 800-6200
cMmepteit B CIIIA kaxzasbiii rog [26].

[To nmaHHBIM OQUIMATBHBIX JTOKYMCHTOB AMepu-
KaHCKOM Acconmanuu cepaua B 2014 r. BHerocnuragbHast
BOC npowusonuta y 356 500 uenosek (347 000 B3pocIbIx),
13 KOTOPBIX BEDKUIIO TOJBKO 12%. Cpenu rocnutanuzupo-
BaHHBIX O00NbHBIX BOC exeromgno mpoucxomut y 209 000
MAIMCHTOB; U3 HUX JIOXKHUBAIOT JI0 BBITIHCKH M3 CTAIlHOHAPA
25% [27].

Jannsie o pacmpoctpanénHocty BCC B Poccun
BecbMa orpaHuueHsl. OreuecTBeHHbIH peructp BCC
I'EPMUHA [28], npoBeAeHHBIN B MATH KPYNHBIX paifo-
Hax bpsHCKo# oOmactu u T. BpsHcka cpenu momynmsiuu
TPYIOCIIOCOOHOTO Bo3pacTa (25-64 JeT) mponeMOHCTPH-
posain yactoty BCC, paBnyto 25,4 cinyuaeB Ha 100 TbIcsu
HacenieHus. Cpeu My>KYMH 3TOT IOKAa3areib COCTABUI
46,1 cmyuae Ha 100 TbIC. HaceneHUs, CpPeAU KEHIIUH -
7,5 na 100 tbIc. HaceneHusi B roj, cootHomenue BCC y
MYKUMH/KEeHIIUH - 6,1:1. B kauecTBe Hambosee 4acThIX
pU4rH cMepTu Gurypuposaia xponudeckas MbC (43%),
HECKOJIBKO peske - octpbie popmbr UBC (37%). Honst kap-
Jquomuonaruii cocrauia 18%, a B 2% ciy4aeB B HocMepT-
HOM JIMarHO3¢ B Ka4E€CTBC HEMOCPEICTBEHHOW MPUYHHOMN
cMmepTH ObuTa 0603HaueHa BCC [28].

JlocTaTouHO perpe3cHTaTHBHBI TAaHHBIC PETPOCIICK-
TUBHOTO aHaJM3a YaCTOThl U MPUYHH BHETOCIHUTAIBHON
BCC 3a nepuoa ¢ 2005 mo 2009 r. Ha OCHOBaHUM 3aKJIIO-
YEHUI BTOPOTrO TaHATOJIOTHYECKOro oTAeieHus: bropo cy-
JIeOHO-METUITMHCKOW SKCTIepTH3bl MOCKBBI (K OT/CIICHHIO
MPUKPEIUICHBI 29 OTAEIOB BHYTPEHHHX Jied MOCKBBI, Ha
TEPPUTOPHUSIX KOTOPBIX MPOKHBACT OKOJIO 2,5 MITH. )KHTE-
neit). U3 uccnenoBanust ObUTH UCKJTFOUYCHBI CITyYa HACHITb-
CTBCHHOW CMEPTHU W CITy4Yau, KOTJIa OUCBUIHON TPUINHOU
CMepTH OBUTH TSDKEJBIC COMYTCTBYIOMIME 3a00JICBaHMS.
Jons BCC Bo Bcex BO3pacTHBIX IpyMNIax COCTAaBMIIA
49,1% (15 420 u3 31 428 Bekpwituii wiu 123,3 wa 100 000

HaceneHus B rox). [Ipu atom, pacnpoctpanénnocts BCC
B Bo3pacte ot 1 o 45 net cocraBuina 27,5% (2 790 u3 10
132 BckpriTHif) [29].

OCHOBBIBasICh Ha JITAaHHBIX O(QUIHAIBLHON CTaTUCTH-
YEeCKOH OTYETHOCTH O CMEPTHOCTH OT CEePJEYHO-COCYIUC-
TBIX 3200JI€BaHNI ¥ NCTIOJIB3YS KOO (DUIIMEHTHI BHE3AITHON
CMEPTHOCTH, MOJIyYEeHHBIC B 3apyO0e)KHBIX HCCIIEIOBAHUSX,
BO3MOXKHO paccuurtaTh uucio ciaydaeB BCC B Poccun 3a
roj. Pa3opoc 3nauenuii (B 3aBUCHMOCTH OT K03(h(unneH-
Ta) abcomoTHOro KoiauyectBa ymepimx ot BCC moxer
coctaBnaTh oT 142 no 473 Teic. yenoBek B roa. OmHAKO,
Oosiee OIM3KUMH K PealibHOCTH, MPEJCTABIISIOTCS 3Haye-
Hus - 200-250 ThIc. yenoBek B rox [30].

3.1.1. Ipnuyunsl BCC B pa3HbIX BO3PACTHBIX

rpynmnax

IIpuunnaer BCC B MOJ0AOM UM MOXKHIOM BO3pacTe
CyLIeCTBEHHO pasznnyatorcsi. Hanbonee wacrod mpuyu-
Hoit BCC B MonoaoM Bo3pacTe SBISIOTCS HapyIICHUS
pUTMa M IPOBOJUMOCTH CEp/la, KOTOPble MOT'YT BO3HH-
KaTh KaK B OTCYTCTBHE CTPYKTYPHBIX H3MEHEHHH CO CTO-
poHbI cepana (Hanpumep, cuaapom WPW, BpoxxaéHHbie
JUCOYHKIIMM MOHHBIX KaHAJIOB [T.H. «KaHaJOMaTum»)),
TaK ¥ MpU OPraHMYECKUX MOpPaXKEHUsIX cepaua (Kapiau-
OMMONATUH, BPOXKJEHHBIE MOPOKU cepiua U ap.) [24,
31-54]. Ilpuunnamu BCC y mononsix OOJIBHBIX MOTYT
OBITH MHOKApANTHI, TOKCHUECKUE BIMSHUS HA MUOKap]l B
pe3yabpTaTe ynoTpeOICHHsI aJKOroJisi U HAPKOTUKOB [S55].
Bonbmas pons BCC y nui Mononoro Bo3pacta Mpuxo-
nutcst Ha curnpoM BC muanenmes. Takke HEOOXOAUMO
YYUTBIBATh, YTO B MOJIOJIOM BO3PAcTe UMEET MECTO OOJIb-
UK ypoBeHb (pU3MUYECKOI aKTUBHOCTH, Kak M OoJiblIee
KOJIMYECTBO MPO(ECCHOHAIBHBIX CIOPTCMEHOB. Y JIHIL
CPEIHEro W IMOXKHJIOTO BO3pacTa IMpeoliagaroT XpOoHH-
yeckue 3aboeBanus aercHeparuBHoro xapakrepa (MBC,
nprobperénnblie nopoku kiarnanos u CH).

B 00eux BO3pacTHBIX IpyInax yCTaHOBJICHUE IPH-
ynHbl BCC conpsikeHo ¢ TpynHOCTAMH. Tak, B MOXKXUIOM
BO3pacTe BO3MOYKHO COYETaHNE HECKOIBKIX XPOHUYECKUX
Cep/ICUHO-COCYUCTHIX 3a00JIeBaHN, U HE BCETa MOKHO
OIPEAEINTh, KAKOE U3 HUX B OOJBIICH CTENEHU CIOCO0-
ctBoBaiio BCC. B mononom Bozpacre npuunna BCC mo-
JKET OCTABATHCS HESICHOM JIaXke IOCIIe BCKPBITHSL, ITOCKOJIb-
Ky HEKOTOpble 3a00JIeBaHMs, HANPUMEP «KaHAJIOMATHI
(mepBUYHBIE BIEKTpHYECKHE 3a00JeBaHMs CEpALla) WIN
apUTMUH, OOYCIIOBJICHHBIC JEHCTBHEM JIEKApPCTBEHHBIX
NpenaparoB MM HAPKOTUKOB, MOT'YT HE COIPOBOXKAATHCS
CTPYKTYPHBIMH HU3MEHEHHSIMH CEpLa.

3.2. Ilamonozoanamomuyeckoe uccnedosanue

U MonekynapHwlil ananus y yxcepme BCC

Beussienue npuurabl BC mo3BossieT ONU3KHM TI0O-
rHOIIEero XOTs Obl YACTUYHO OCO3HATH M MPUHSTH CIIyYHB-
IIeecsl HeCUacThe, a TAKKEe y3HaTh, CYLIECTBYET JIU PUCK
BC nmns npyrux unenoB cembH. [1o 3Tol mpuunHe Bcem
KepTBaM HeoObsicanMmoi BC cienyer nenarb BCKpBITHE U
MIOCMEPTHO ONPENIEIISATh AUArHo3, YTOOB! HCKIIIOUUTH Cep-
JICYHYIO TIaTOJIOTHIO. B OONBIIMHCTBE CllydaeB CpPean JIMIL
crapie 40 net, npuunnoit BC sasnsiercst UBC. [Tpu sTom
HE clielyeT 3a0bIBaTh O JIPyTHMX BO3MOMKHBIX NMPUYHMHAX, B
TOM YHCIIE TEHETHYECKH JICTEPMHHUPOBAHHBIX BPOXKIEH-
HBIX CTPYKTYPHBIX 3a0o0JieBaHMsIX cepana (cM. pasueln 7)
U «KkaHajomatusx» (cM. pasmen 8). Bepudukanus nua-
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THO3a HACJIEACTBEHHOIO 3a00J€BaHMsI OCOOCHHO BaKHa,
MTOCKOJIBKY CYIECTBYET PUCK €ro BOZHUKHOBEHUS (U, CO-
OTBETCTBEHHO, prick BCC) y Ipyrux 4ieHOB CEMbH.

K coxanenuto, naxe ¢ y4eToM pe3yabTaToB MaTojo-
TOaHATOMHUYECKOT0 UCCIIEI0OBAHNUS TPUUNHA 3HAYUTEIBHOM
JIONT BHE3AMHBIX cMepTel, oT 2% 1o 54% [54], ocraercs
HESICHOM, U JJaHHBIC UCXOABI HE MOIAI0TCS JIOTHYECKOMY
OOBSICHEHHIO; TAaKOW HIMPOKHUH pa3dpoc 3HAUYCHUH MOXKET
OBITH CBSI3aH C PA3IMYMSIMH B IPOTOKOJIAX BCKPBHITUS B
pa3HbIX JIeYeOHBIX yupexaeHusx. [ pa3paboTku enu-
HBIX CTAQH/1apTOB MAaTOJIOTOAHATOMUUECKOTO HUCCIIE0BaHUS
OBUTH CO3/1aHBI PEKOMEH/IAIIMH, OTIPEICIISIOIINE TIPOTOKOI
HCCIIEIOBaHUS Cep/lla U TUCTOJOTHYECKOro HCCIe0Ba-
HUS, a TAKXKe TOKCUKOJIOTHYECKOTO ¥ MOJIEKYJISIPHOIO aHa-
nu3a [20, 56]. B Poccun skcnepTtHoe uccienoBaHue Tpy-
MIOB IIPOBOJIUTCS] B COOTBETCTBUU C MPUKa30M MuH3apaBa
P® ot 24.01.2003 Ne 161 «O0 yTBEp:KACHUU UHCTPYKIUH
10 OpraHU3aIK U TPOU3BOJICTBY IKCIIEPTHBIX HCCIIEI0BA-
Huii B Bropo cyneOHo-mMeanuHCcKoit skcneptuss» [S58]. B
Ka)XXJIOM CITy4ae, IIPOBOANTCS CyAeOHO-XNMHYECKOE HCCIIe-
JIOBaHWE KPOBHM M MOYM (IIOYKH) HA STHIJIOBBINA AJIKOTOJIb,
C TeM, 4YTOOBI B JIQJbHEHIIIEM OLIEHHTh B3aWMOCBS3b all-
xoronbHOro onbsiHeHus u BC. [TomuMmo Bu3yanbHOM Mak-
POCKOIIMYECKOW OIIEHKH MOP(OIOrn4ecKuX H3MEHEHHH
OpPraHoOB M TKaHEH B OOJBIIMHCTBE CIy4acB MPOBOIUTCS
MHUKPOCKOITUYECKOe (THCTOJIOTHYECKOE) HCCIIEA0BaHUE.
Peructpupyercs Takyke MECTO HACTYIUICHHSI CMEPTH (KBap-
THpa, yIuna, o0IeCTBEHHOE MECTO) U, M0 BO3ZMOXKHOCTH,
BBISCHSUTUCH OOCTOSITENILCTBA €€ HACTYIUICHHs (TIpejec-
TByIOIIAs (pU3MYECKas Harpy3ka, OBITOBbIC KOH(IMKTHI
U Jpyroe), UMEBIINECS JaHHbIE O MEPEHECEHHBIX paHee

Pexomenoauuu
Ilamonozoanamomuueckoe uccieoosanue
U MoneKynApHulil ananus y scepme BCC

[NaronoroaHatoMu4eckoe HCCIIEI0BAHUE PEKOMEHIY-
©TCs BBIMIOJIHATh BO BCEX CIydyasiX BHE3AITHON CMEpPTH
JUTSE ONIPECIICHUST IPUYMHBI CMEPTH, a TAKXKe I yCTa-
HoOBIIeHHS, BbI3BaHa i BCC aputMueil win sBISETCS
CJIEJICTBUEM JPYTUX MMPHYUH, HAPHUMEp, Pa3phiB aHECB-
pusmel aoptel (IC, [20]).

Besikuit pa3 npu npoBeeHnH NaToJI0r0aHaTOMUYECKOTO
UCCIIEZIOBAHNE JIOJKHO OBITh BBIMIOJIHEHO CTaHJApTHOE
THCTOJIOTHYECKOE MCCIIEIOBAHNE MAapKHPOBAHHBIX OJI0-
KOB, TIPE/ICTABIIIONINX cO00# TomorpaduIecKkn pasimd-
HBIE cpe3bl 00oux xermynouxos (IC, [20]).

ITocMepTHBIH TOKCHUKOJIIOTUYECKHH M  MOJIEKYIISIPHBIIL
aHaJIM3 KPOBH U IPYTHX OMOJIOTMYECKUX XKUAKOCTEH pe-
KOMEHYETCSI BBITIOJHATH BO BCEX CIy4YasX BHE3AIHOM
HeoOBbsicHMOl cmeptH (IC, [20]).

Crnenyer pacCMOTPETh BOIPOC O NMPOBEAECHUH IOCMEPT-
HOTO TE€HETHYECKOI0 MCCIEJOBAaHUs NPHU TOA03PEHUHN
BPOXKAEHHOTO CTPYKTYPHOTO 3a00JICBaHUs cepia HiH
BPOXKAEHHBIX HapyILIEHUH PHUTMa/TIPOBOIUMOCTH Cep-
nua kak Bo3MoxkHoU mpuunHbel BCC. Ilepeuens reHos,
HCCIIElyeMbIX Ha HalW4yMe MYyTalUi, ompeaensercs
npeanonaraeMeiM 3adoneBanuem (I11aC, [20, 56, 57]).

37ech U Jajee B CKOOKAaX yKa3aHbl KJIACC PEKOMEHJALUH,
YPOBEHb J0Ka3aHHOCTH U CCBUIKM Ha UCTOYHUK (M), IMOJ-
TBEPKAAIOIIIE PEKOMEHALHUIO.

3a0osieBaHusIX, MH(OpPMAIMS O MEAMIMHCKOM aHaMHEe3e
noruOmmx. IIpaBuabHO BBIMOIHEHHOE MAaTOJIOTOaHATOMH-
YEeCKOE HCCIIeJIOBAaHNE JIOJDKHO OTBETHTH Ha CIIEIYyOLIHe
BOIIPOCHI: @) SIBJISICTCS JI IPUUMHOM CMepTH 3a00JIeBaHNe
cepaua; 0) xapakrep 3a0oineBaHusi cepiua (€cau UMeeT-
cs1); B) OblIa JIM CMEPTh CBsI3aHA C HAPYIICHUSMH PUTMA;
I') €CTh JIM NPU3HAKKM HACIEJCTBEHHOIO Xapakrepa 3a00-
JIeBaHMs cepaia u TpedyeTcst in 00CIeI0BaHue POJICTBEH-
HUKOB IOTHOIIEro; 1) €CTh JH IMPU3HAKK TOKCHYECKOTO
MOPXEHUSI WM YIOTPeOIeH s HAPKOTHKOB, JINOO Ipyrue
MIPUYUHBI TPOTHBOECTECTBEHHOW CMEPTH.

CraHJapTHOE THCTOJIOTHUECKOE UCCIIeIOBAHUE TKa-
Hel cepjlla JOJDKHO BBIMONHATHCS HAa MEUEHBIX OJ0Kax
MHOKap/a, B3STOTO W3 THIWYHBIX JIOKAJIM3alUH Ha I0-
NepeuHbIX cpeszax o0oux xemaynoukoB. I1o BoaMoxHOCTH
THCTOJIOTHYECKHE 00pasiibl CieyeT HalpaBisiTh B CIe-
UAJTM3UPOBAaHHbBIE [IEHTPHI, 00JalaloIUe A0CTaTOYHBIM
OIIBITOM HccieqoBaHui. [1aTonoroanarom J0JKeH BBIMOI-
HUTb MaKpOCKOITMUECKOE UCCIIeIOBaHIE Cep/ilia, BKITIOYast
MIOTIEPEUHBIN pa3pe3 OT BEpXYLIKH, U B3SITh 00pasibl Juis
THCTOJIOTUYECKOTO0 MCCIEe0BAaHMs, NTPOObI KPOBU U Jpy-
I'MX OMOJIOTMYECKHX XKUIAKOCTEH ISl TOKCHKOJIOTMYECKOTO
U MOJIKYJSIPHOTO aHaJIn3a JI0 TOTPY)KEHHs IpernaparoB
B QopmanuH. Takke pEeKOMEHJOBAHO B3sSITHE OHOJIOTH-
YeCKUX 00pasnoB s mocieayromiei BoiaencHus JJHK
C IIeJIbI0 TOCMEPTHOHN MONeKyaspHoil nuarHoctuxu. Ilo-
CMEpTHAsi MOJICKYJISIpHAS TMarHOCTHKA SIBJISIETCS] BXKHBIM
JIOTIOJTHEHHEM K OOBIYHOMY IaTOJIOr0aHATOMUYECKOMY
MCCIIE/IOBAaHUIO, TaK KaK MO3BOJISIET YCTAHOBUTH JHArHO3
«KaHAJIONATHW», KOTopas sBiseTcd mnpuuuHo 15-25%
ciyyaeB BHe3arnHoW aputmuueckoit cmeptu (BAC) [20].
braromapss mocMepTHOMY OINpENeNICHHIO JHarHosa y
sxkeptB BCC mwin BAC, cTaHOBUTCS BO3MOMKHBIM CBOE-
BpPEMEHHOE 00CIIe/IOBaHNE M TeHETHUECKUI CKPUHUHT UX
pozncTBeHHUKOB. COIIacHO MOCJEIHUM COTIACUTEIbHBIM
JIOKyMEHTaM I10 JWAarHOCTUKE U JICYCHHIO HACIICACTBECH-
HBIX aPUTMHHI, TOCMEPTHBIN MOJIEKYJISIPHO-TEHETHYECKUI
aHaJIN3 ClIeAyeT BBINOIHATH BceM keprBaM BCC mpu no-
JIO3PEHNN Ha TEHETHYECKU-JIETEPMUHHPOBAHHBIC Hapy-
meHus putma cepaua [16, 591].

3.3. Huoueuodyanwvnan oyenka pucka BCC

[locnenuue necsTuieTHs TOUCK HAACXKHBIX MPO-
rHoctuueckux mMapkepoB BCC siBisieTcst OHUM M3 CaMbIX
aKTHBHO pa3padaThIBAEMbIX HANPaBICHUH KIMHUYECKUX
HCCclieToBaHui B 00mactu aputmoiioruu [60]. B Hactosee
BpeMsi U3BeCTHO, 4To BC siBIIsieTcst pe3ysibTaToM CTeUeHHUs
KpaiiHe HeOIaronpHsTHBIX OOCTOSITEIBCTB - B3aUMOJEH-
CTBHS ysI3BUMOTO cyOcTpara (TeHeTHYECKH JIETEPMHHUPO-
BaHHBIC WJIM MPUOOPETEHHbIE U3MEHEHUS IEKTPUICCKUX
WJIN MEXaHUYECKUX CBOWCTB MUOKap/ia) C MHOKECTBEHHBI-
MU HPEXOSIIUMH (aKTOpaMH, KOTOPbIE BMECTE WHHUIIUH-
pyroT daranbHOE coObITHE. B 3TOM passerne Mbl IPUBOIUM
cxeMbl crparudukanuu prucka BCC y 310poBbIX Jvil, na-
I[UEHTOB C UIIEMHUYECKON OONE3HbIO0 CepAlla U MaI[eHTOB
C «KaHAJIOTATHIMI» U KapJANOMHOIIATHSIMH.

3.3.1. JInna 6e3 u3BecTHLIX 3a00J1eBaHNil cepaua

[Toutu B moNOBHHE CITy4aeB OCTAHOBKA Cep/Ilia y JIHIL
crapuie 40 JeT IPOUCXOAUT 0e3 U3BECTHBIX 3a00JICBAHUIA
cepala, OJIHAKO OOJIBIIMHCTBO M3 HUX ITPU 3TOM UMEET He-
muarnoctuposannyto UBC [61]. ITostomy Hambonee -
(dexTuBHBIM criocobom mpenorBpamienus BCC B oOmieit
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TIOMYJISIMK  SIBJISIETCSI OLCHKA WHJIMBH/YaJIbHOTO PHCKa
passutust UbC no cyiiecTByrOnuM IIKajiaMm ¢ MOCieayo-
LM KOHTpoJieM (PaKTOPOB PUCKA, TAKHX KaK YPOBEHb 00-
IIIETO XOJIECTEPUHA B CHIBOPOTKE, YPOBEHB INIFOKO3BI, apTe-
pHalIbHOE JIaBJIEHUE, KypeHUEe U MHJEKC Macchl Tena [62].
CHmxkenue 3aboneBaemoctu UBC u npyrumu Bugamu cep-
JICYHOW TaTOJIOTHH HPHUBEJIO K YMEHBIICHHUIO KOJIMYECTBA
cinydaeB BCC nourtu Ha 40% [63].

CornacHO HEKOTOPBIM HccienoBaHusIM [64-68], cy-
IIECTBYET TeHETHUECKasl MpelpacnonokeHHocTh Kk BC.
OmnucaHo NMPOTHOCTHYECKOE 3HAYEHHUE CEMEWHOro aHaM-
Heza BC - npu nanuuuum ogHoro ciydas BC B cembe 0T-
HocutenbHblil puck (OP) BC cocrasnser 1,89, a npu n1Byx
ciydasix BC B cembe OP Bo3pacraet 10 9,44 (p=0,01) [64].
B koroprHOM momuccienoBanuu B pamkax dpamuHremc-
KOTO HCCJIC/IOBaHMs TOKa3aHO, YTO NPH HAJIWYHU CeMeii-
Horo anamHe3a BCC BepositHocTs BC Bo3pacraet Ha 50%
(OP 1,46 [95% U 1,23, 1,72]) [65]. Onucano, 4to ce-
MelHbIi aHamHe3 BC 3HauuTeNbHO yallle BCTpedaeTcs y
T, peaHuMUpoBaHHbIX rocie ®XK, uem B KOHTPOIBHOM
rpynne (otHomenue mancos (OL) 2,72 [95% AU 1,84,
4,03]) [66]. CxoAcCTBO pe3ybTATOB ITUX HCCICIOBAHUIA
yKa3bIBaeT Ha BO3MOXKHOCTh T€HETHUYECKOW MPeapacono-
»eHHoCcTH K BC, KoTopast MOXKET CyIIeCTBOBATh JTaKe MPH
OTCYTCTBUM HAacJEJCTBEHHOrO 3aboneBanusi. B cBsi3u ¢
9THM HEOOXOJMMBI MCCIIE/I0BaHMsI, HAllEJICHHbIC HA OOHa-
PY’KEHHE MOJIEKYJISIPHO-TEHETHYECKUX MapKepoB, CII0CO0-
HBIX TpejicKas3biBath crydan BCC B o0mieid nomyssimm.

Cremyer ynmoMsiHyTh O pe3yibrarax HCCIIeOBaHUM,
BBISIBUBIIMX CBSI3b OJTHOHYKJICOTHJIHOTO HOJIMMOpduU3Ma B
nokyce 21q21 ¢ puckom Bo3HukHOBeHHs DK y OONBHBIX,
BIIEPBBIC NIEpEeHECHINX MHPAPKT MUOKapaa (KcciieJoBaHHe
AGNES) [68], u uccnenoBanue, B KOTOPOM ObLIa MOKa3aHa
3HAUMMOCTB JIoKyca 2q24.2 B yBenuuenuu pucka BCC [69].
C atum nokycom puck BCC Boszpactaer no 1,92 (95% AU
1,57, 2,34). Oanako, B MociieHEM UCCIEIOBaHUU HE y/a-
JIOCh BOCHpOM3BeCTU pe3yibrarbl uccienaoBanus AGNES,
YTO MOXKET OBITh CBSI3aHO C OTPaHUUYCHUSIMH B TU3aliHE MM
pa3mepe BeiOOpku B uccienoBannun AGNES. Pesynbrare
9THX WCCJIEI0BAHMI TIOKA ellle HE MCIIOJb3YIOTCS B KIIMHU-
YECKOH MpaKTHKe, HO TeM HEe MEHEee I'eHETHYECKUE TaHHbIe
MOTYT OKa3aThcs MoJe3Hb! s oieHku pucka BCC B Moro-
JoM Bozpacte. C MOsIBIIEHHEM HOBBIX TEXHOJIOTHI, KOTOPbIE
TI03BOJISIIOT OBICTPO U 0€3 0COOBIX 3aTpar BBITOIHATH T'€HO-
THITUPOBAHHUE, B CKOPOM BpeMEHHU OyeT HaKOIUICH CYIIECT-
BEHHBIH 00BEM JIAaHHBIX JUISI OYCHb OOJBIIMX IOIMYJISIINH,
YTO CO3AACT JOCTATOYHYIO CTAaTHCTHUECKYIO MOIIHOCTb,
HEOOXOMMYIO JUISl TAKMX UCCIIC/IOBAHUH.

3.3.2. IlanueHThI ¢ HIIEMUYECKOI 00J1€3HbIO

cepaua

MHorue rojisl BO BCeM MUPE BeJIETCS TIOMCK KITPEANK-
topoB» BCC y 6onbubix ¢ MBC. BonbmmHcTBO M3 mpen-
JIO)KEHHBIX paHee Mokaszarelsieil (Hauuue Mo3IHUX IT0TEH-
LIMaJIOB, TTOKa3aTean BapuadelbHOCTH U TypOyJeHTHOCTH
puT™Ma cepana, OapopedieKTOpHAs UYyBCTBUTCIBHOCTS,
nucnepenst naTepBaia QT 1 MUKPOBOJIBTHAS bTEpHALMS
3y6na T), He HalLIM MIMPOKOTO NPUMEHEHHUS B KIMHHYEC-
KO IpaKTHKE ¥ HE PEKOMEHI0BaHbI K HCIIOJIb30BAHHIO ITPH
ouenke pucka BCC. B Hacrosiiee BpeMs €IMHCTBEHHBIM
rapameTpoM, JJIsl KOTOPOro Oblia MOATBEPXKJICHA CTOMKas
cBsi3b ¢ puckoM BC y OonbHBIX, HepeHecux HH(apKT

MHOKap/a, siBisiercst ppakuust Beiopoca (PB) neBoro sxe-
nynouka (JDK). HecMmoTps Ha pasznuuus B mMOKazaTemsix
OBJIXK, npu u3MepeHun pa3HbIMU CTICUATUCTAMH, a TaK-
JKe BO3MOYKHOCTh U3MCHEHUs Ha (oue yieueHus, DBJIK,
Hapsily ¢ pyHKIMOHAIBHBIM KJIACCOM CEpCUIHON HeJJ0CTa-
touroctH o NYHA, Oosnee AecsITh JIST UCTIONB3YeTCs JIIs
OMpeJieNeHUs] MOKa3aHUil K MMIUIAaHTAllUU KapJuoBepTe-
pa-nedudprwuIsTOpa ¢ eI MEPBUYHON MPOPUITAKTHKI
BCC [70, 71].

Cpenu pyrux HOBBIX MapaMETPOB, KOTOPBIE MOTYT
OBITB MoJIe3HbI J1Ist onleHKu pucka BCC, ciienyer oTMETHTh
OMOXMMHUYECKUE MapKephl, TaKHe KaK yPOBEHb MO3TOBOTO
Hatpuityperuueckoro nentuaa (BNP) u N-koneBoro Mos-
roporo Harpuitypernueckoro npomentuna (NT-proBNP)
[72, 73].

3.3.3. IanueHTHI ¢ HACJIEACTBEHHBIMU

apUTMOTeHHBIMH 3200/1€eBAaHUSIMHU

B nactosiiee Bpems ¢daktopsl pucka BCC y nanu-
€HTOB C TeHETUYECKU-AeTepMUHUpoBaHHbIME JKA, HECMO-
Tps Ha 3HAUMTENbHbIE TIPOBMIKEHHS B 3TOH 00JIaCcTH, BCE
elle U3y4eHbl He JocTaTouHo. Jlaneko He A Bcex KaHa-
JonaThii ¥ KapAMOMHONATHH pa3paboTaHbl CXeMbI CTpa-
Tuukanun pucka. Hambomnee n3ydeHHOH, sBIsETCS MO-
Jens cunapoMa yanuHeHHoro untepsana QT (CYUQT).
IIponomKUTENEHOCTh KOPPUTHPOBaHHOrO MHTepBana QT
(QTc), makpoansrepranust T 3yOna U CHHKONAIBHBIE CO-
CTOSTHMSI SIBJIAIOTCS HAJEKHBIMH MapkepaMu pucka JKA
npu CYUQT y neteit u B3pocnbix [74, 75], a BeIpaxkeH-
HOCTb THUHEPTPOUH MENOKEIYI0YKOBOH IE€PEropoiKu
MIO3BOJISIET TIPOTHO3MPOBATh HEOIArONPHUSATHBIA UCXO ITPH
runeprpoduueckoit kapauomuonaruu ('KMIT) [76]. Ha-
NIPOTHUB, NIPU TaKuX 3a00JeBaHMSAX Kak cuHApoM bpyrana
U CHUHJPOM YyKopodeHHoro mHTepBasa QT B Hacrodiiee
Bpemst (akTopbl pucka BCC Bce elie He U3BECTHBI, 4TO
MPEACTaBIsIET CIMKHOCTH B ONPEACICHUU IMOKa3aHUH K
npoQHIaKTHYECKOW MMIUIAHTAIlMK  KapAHOBepTepa-/e-
¢udpmwuistopa. MONCKYIIPHO-TCHETHUCCKUE — METOJBI
uUMeloT 3HavyeHue B crparndukanuu pucka BCC, oqnako
Ha CErOJHSIIHUN JAeHb UX 3HAYUMOCTb MPOJIEMOHCTPUPO-
BaHa TOJILKO NPH HEKOTOPBIX HACJIEICTBEHHBIX 3a00JeBa-
Husix, Takux kak CYUQT, karexomamunepruueckast KT
(KIDKT) u munaraiioHHasi KapIUOMHOIIATHSI ¢ MyTaluen
rena namuna A/C [77-79].

3.4. Ilpogpunaxmuxa BCC ¢ omoenvuuix zpynnax

3.4.1. CxkpuHHHIOBOE 00CJ/Ie0BaHME B 00IIIeil

nonyJjasinun Ha puck BCC

BauTenbHOCTE MO OTHOUIEHHMIO K AJIEKTPOKApAHO-
rpapuueckum (OKI') m sxokapauorpauueckum IMpH-
3HaKaM HacleICTBCHHBIX apUTMOTEHHBIX 3a00JieBaHUN
SIBIIIETCS BAXKHOM 4aCThIO KIIMHUYECKON MPAKTUKU U M03-
BOJIIET CBOEBPEMEHHO BBISIBUTH JIUI] C BEICOKUM PHUCKOM
BCC. Onnako 10 cux mop HET €IMHOTO MHEHHS O TOM,
JIOJIKEH JIM TaKOM TIATEeNbHbIN MOAX0A PACTIPOCTPAHATh-
Cs Ha MacCOBBIN CKPUHMHI HACEJICHUsS Ha HaJIU4YUe pHUC-
ka BCC. B Uranuu u Snonun BBenaeHs! cuctems! DKI'-
CKpPUHUHTA C IIeJIbIO BBISIBJICHUS JIUI] C HACIEICTBEHHBIMU
ApPUTMOTCHHBIMU 3a00JICBaHUSIMH, HE UMEIOIINX KaKOH-
nu6o cumnromaruku [80-82]. B EBpone u CIIA o6s13a-
TEJBHBIM SIBJISIETCS. CKDUHMHTOBOE 00CIIeZIOBaHHUE CIIOPT-
CMEHOB TIepe]l COPEBHOBAHUSIMH, COTJIACHO TPEOOBaHUSIM
MexyHapoqHOro onauMmnuiickoro komurera [83-85],
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XOTsI OCJIe[iHee uccieoBanue B M3panie mokasano oT-
CyTCTBHE U3MeHeHUi B uacTote ciyuaeB BCC y mpodec-
CHOHAJIBHBIX CIIOPTCMEHOB I10CJIE BBEJICHHUS CKPUHUHIO-
BOro oocrenoBanus [86].

B Hacrosimee Bpemsi okcriepTHbIH komuteT EBpo-
MecKoro o0mIecTBa KapHOJOrOB BO3/ICPIKHBACTCS OT
(hopMUpOBaHKs PEKOMEHAIMH 10 TIPOBEICHHUIO OOIIETo-
mynsiqponHoro DKI'-cKprHUHra B CBSI3M C HEIOCTAaTKOM
nHpopManuK 00 €ro KOHOMUYECKO I(PPEKTUBHOCTH M
HEHM3BECTHOM KOJIMYECTBE JIOXKHOIIOJIOKUTEIBHBIX M JIOXK-
HOOTpHIIATEIbHBIX pe3yabratoB [87, 88].

VYuuThIBasi BBICOKHI PUCK OMACHBIX JJIS KM3HU Ha-
pYLICHHH pUTMa U MPOBOIMMOCTU W NPOTIPECCUPOBAHMS
BPOXKAEHHBIX CTPYKTYPHBIX 3a00JIeBaHMii cepailia Ha GoHe
WHTEHCHUBHBIX (PM3NYECKUX HArpy30K, B paMKax o0cieno-
BaHMs CIIOPTCMEHOB TI€pE]| JIOMYCKOM K TPEHHUPOBOYHO-
CaMOCTOSITEIILHOMY TIPOIIECCYy HEOOXOJMMBI TIIATEIbHBIN
cOop anamuesa u peructpanus DKI' B 12 oTBeneHUsIX ¢
MOCTICAYIOINM Pa3BEPHYTHIM KIIMHUYECKUM 00CIe0Ba-
HUEM B CJIydae BBISBICHHS KaKUX-JIMOO M3MEHEHHH (CM.
paszmen 12.7) [89, 90].

B coorBercTBuu ¢ mpukazom MuHHCTEpCTBA 3/1pa-
BooxpaHeHus: Poccuiickoit @eneparuu [91] peructparus
OKT B 12-Tu 0TBeCHUAX MPEAyCMOTpPEHa MPH MIaHOBBIX
JUCTIaHCEPU3aIUSIX B3POCIOr0 HACEIEHUS:

* JUISl MY>KYMH B BO3pacTe crapiue 35 JeT U JJIs )KeHIINH
B Bo3pacTe crapiie 45 JIeT ImpU KaxJO0M INPOXOXKIAECHUU
mucrancepusaiui (T.e. 1 p. B 3 rona);

* JUIs MY)KYMH B Bo3pacte A0 35 JIeT W JUIs JKCHIIMH B
BO3pacte 10 45 JeT Npu MEepBUYHOM MPOXOXKJICHUHU JINC-
MaHCEepU3alHH.

[TpuHsATEIH B HacTOsIIIEE BPEMs MOPSIAOK HPOXOXK-
JICHUSI MEJMIUHCKAX OCMOTPOB HECOBEPIICHHOJICTHUMHU
npeaycMarpuBaer perucrpauuto DKIT npu mpoduiaktu-
YeCKUX MEIMUIMHCKUX ocMoTpax B 1 rox, 7, 10, 14, 15, 16
n 17 net, a TaxKe NMpH MPEABAPUTEIBHBIX MEAUIIMHCKUX
OCMOTpax Iepe; NpuéMOM B CPEIHUE M BBICIINE 00pa3o-
BaTeNbHbIC yupekaeHus [92].

K coxanenuro, cBOeBpeMEHHOE BBISIBICHUE HACe/-
CTBEHHBIX 3a0O0JICBAHUH, CONPOBOXKAAIOIINXCS PUCKOM
BCC, ne Bcerna npoBoOauTCs aqeKBaTHO, W3-3a UX BBICO-
KOW pacrpoCTPaHEHHOCTH, W HHM3KOTO YpPOBHsS mpodec-
CHOHAJILHOW TMOATOTOBKHM MEIUIIMHCKOTO MEepCOHaja, BbI-
TMOJTHSIOIIETO UCIAaHCEPHbIE OCMOTPHI (B IOJABIISIONIEM
OOJIBIIMHCTBE CIy4aeB TaKHE OCMOTPBI BBITIOJIHSIOTCS
Bpayamu OOIIEeH MPaKTHKK), a TaKXKe HEAOCTaTOUHOM OcC-
BE/IOMJIEHHOCTBIO MEIMIIMHCKOTO IE€PCOHANA O JaHHBIX
coctostHusIX. ONTHUMHU3AIMS CUCTEMBI TOCIIETUIIIIOMHOTO
MEJIMIIMHCKOTO 00pa30BaHMsl, NPUBJICYCHUE KBATU(PHIH-
POBaHHBIX Bpadell K IPOBEIACHUIO NPOPUIAKTHIECKUX
OCMOTpPOB, a TaKXe pa3paboTka M COBEPIICHCTBOBAHHE
METOJIOB TEJIEMEIUIINHBI, TaKMX KaK BHEJIPCHHE OJIEKT-
pOHHBIX 0a3 JAaHHBIX M AUCTaHIMOHHOrO aHamuza OKIT,
MOXET CIIOCOOCTBOBATh 00JICe PAHHEMY BBISBICHUIO PE/I-
KHMX HaclIe/ICTBEHHbIX 3aboneBanuii. Ha momymsiuoHHOM
YpOBHE MOXKET pabotarh He Toibko DKI'-CKpUHHHT, HO
TAKKe OIIEHKA JaHHBIX aHaMHE3a W BBIIBJICHHUE CIlydacB
BC B cembsix B MOJIOIOM BO3pacTe M OILEHKA pHCKa pas-
BUTHS KapJJMOTCHHBIX CHHKOIIE Y OOJIbHBIX C MPUCTYIIAMU
MOTEpH CO3HAHUSI B aHAMHe3€e. B 3ToM 00JIbIy1o oMolb
MOYKET OKa3aTh COCTAaBJICHHUE POJOCIOBHOM KaK MUHUMYM

JIO TPETHEro MOKOJICHUSI C aHAJIM30M ITPUYMH CMEPTH BCEX
POZCTBEHHHUKOB Npodania. OCOOEHHO BaKEH IeHEaIOTH-
YEeCKHUI MeTO/ aHa/lu3a y JIUIl MOJIOZIOrO BO3pacTa, CTpa-
JIAFOIIHX PELUIUBUPYIOIIUMH IIPUCTYIIAMH OTEPH CO3HA-
HUS WM nMeronux anomanuu Ha OKI [75, 93].

3.4.2. CKpMHUHI POACTBEHHUKOB kepTB BC

[IpuMepHO B MOJOBHHE CIIy4aeB y POJICTBEHHHUKOB
xkeptB BAC ycraHaBnuBaroT JMarHo3 HAacJeICTBEHHBIX
APUTMOTCHHBIX 3a0oyieBaHui [94], mpexae Bcero, KaHa-
jonaruii (Hanpumep, CHHIPOM Y/UIMHEHHOTO WHTEpBaja
QT, cunapom bpyrana wimm xarexojaMUHEpruueckas Io-
mumopduas XKT [KITKT]), pexe - HauanbHbIC TPOSBICHUS
kapauomuonaruii (mpexne Bcero 'KMIT u apurmorennoi
KapauomuonaTuu npasoro kenynouka [AKITK]), a Takke
ceMeiHoll runepxonecrepuHeMun. Eciu mpu cuHapome
BHe3anHoW HeoObsicunmoi cMept (CBHC) wim BHe3an-
HOH HeoObsICHMUMOW cMmepTH HoBopoxaeHHoro (BHCH),
a taxxke npu BAC unu cunapome BC HOBOpOXKIEHHOTO
(CBCH) narojoroaHaTOMHYECKOE HCCIICIOBAHUE MOTHO-
IIEr0 HEBO3MOXKHO, WJIM KOIZIa IaTOJOr0aHaTOMHYECKOe
UCCJIEZIOBAHNE HE BBISIBISIET CTPYKTYPHBIX aHOMAIMi, a
pe3yabTaThl TOKCHKOJIOTHYECKOTO aHalnu3a B HOpMeE, OJH-
JKaWNIMM POJICTBEHHUKAM CIIEyeT COOOLIMTh O CyIec-
TByIOIIEeM st HuX pucke BC u HeoOxoaumocTH oOcie-
JoBaHusl y kapauosora. CeMelHbI aHaMHE3 MOBTOPHBIX
ciryyaes CBHC B monoom Bo3pacrte (10 40 siet) wiu npu
HaJIMYUK HACJIEICTBEHHBIX 3a00JIEBaHUI cep/iia sBIseTCs
HEONPOBEPKUMBIM JIOBOJIOM B TI0JIb3Y 00CIIEI0BaHUS BCEX
YJICHOB CEMBH.

CkpuHUHTOBOE 0O0cCieoBaHNe ONMKalIIMX poj-
CTBEHHHMKOB epTB BC mo3BoJisieT BBISBUTH JIMI] B 30HE
pHCKa, Ha3HAYUTh COOTBETCTBYIOLIME JICUCHHE U TEM ca-
MBIM NPEOTBPATUTH Apyrue ciayyan BC B aToit cembe [16,
95]. B HacTosilee BpeMsi CKPUHHUHT MPOXOJAT MEHee I0-
JIOBUHBI POJICTBEHHUKOB [96], OTYaCTH BBUAY OTCYTCTBHUS
JIOCTaTOYHONH MH(QPACTPYKTYpPBI Ul MPOBEACHHS TaKOTO
o0cretoBaHMs, HO TaKKe M3-32 TPEBOTH U TOps, CBSI3aH-
HBIX C JIMYHBIM OITBITOM IE€PEXKHUBAHUS HAPYIICHUH pUTMa
C Yrpo30i AJisl )KU3HM WIK C HellaBHEW moTeper OIM3Koro
YeJ0BeKa, CTPaJIaBILIEro HACJICICTBEHHBIM 3a00JIeBaHUEM
cepaua [97, 98]. CornacHO MOCIETHUM PEKOMEHIAIUSIM,
KOHTAaKT C TaKUMH{ IAIMEHTaMH M HMX POJCTBEHHUKaMHU
JIOJDKEH TIPOUCXOJUTh C YYETOM HX TICHXOCOLHAIIBHBIX
MOTPEOHOCTEH M C UCTIONB30BAaHNEM MEKIUCIUIUTNHAPHO-
ro noxxoma [16, 95, 99]. DddekTuBHOCTH TaKOTO MOIXO0Aa
ObLTa OKa3aHa B psje myomukarmid [100, 101].

[IpennoxeHO HECKOJIIBKO Pa3HBIX MPOTOKOJIOB JUIs
CKpHHUHIa popacTBeHHUKOB xepTB BC [16, 102]. B oc-
HOBE BCEX JTHX MPOTOKOJIOB JIC)KUT TTOIIATrOBBINH TOIXO/,
KOTJIa B TIEPBYIO OY€pEb UCIONB3YIOT HAaUMEHEe JOPOro-
CTOSILIIE METO/IbI 00CIIeIOBAHMS, JAIOIINE MAKCUMAJIbHBIN
o0beM I1IeHHO# MH(pOpMAaIMK, TTOCIe Yero Ha OCHOBAaHHU
MIOJTyYEHHBIX PE3YJbTATOB U C YUETOM JaHHBIX CEMEIHOTO
aHaMHe3a Mepexo/siT K JOMOIHUTEIBHOMY 00CIIeJOBAaHUIO
[102]. Eciu B x011e 00CIe10BaHMs BBISBIISIIOTCSI CTPYKTYP-
HBIE MJIH DJICKTPUYECKHE H3MEHEHUSI, CBU/ICTEILCTBYOIIHNE
B I10JIb3y KOHKPETHOTO JIMarHo3a, He0OXOJMMO CIIe/I0BaTh
CTaHAApPTHOMY ITPOTOKOJTY 0OCIIEIOBAHHUSI IT0 COOTBETCTBY-
IOIIEMY JTUarHO3y.

[lepBBIM HIaroM B NOCTAHOBKE TOCMEPTHOTO JTHArHO-
3a, 10 Hadana o0cJieIoBaHMsl POICTBEHHUKOB ITOTHOIIIETo,
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SIBJISIETCSI TIIATENBHBIA cOOp aHaMHe3a. Y MOJIOJBIX JIHIL
B IIEPBYIO OUYepe/lb CJIENyeT UCKIIOYUTh KapAXNOMHOIIATHH
M KaHaJomnaThu. PexkomeHayeTcsi OIeHKa MpeiecTBO-
BaBIINX CEPJICYHBIX CUMIITOMOB (B TOM 4HCJIE€ OOMOPOKH
WIN «CYIOPO’KHBIE MPHIIAJIKK») U TIIATEIbHOE U3YYCHHE
00CTOSITENILCTB CMEPTH, a TaKkxkKe cOOp M aHAU3 MPUKU3-
HEHHBIX KapAHMOJOIMYECKUX 3aKIIOUYEeHHH. Y JIHIl cTaplie
40 yieT B MepBYIO Ouepe/nb MCKIOYAlOT (aKTOphl pHCKa
WBC (nanpumep, akTHBHOE MITM TACCUBHOE KypEeHUE, INC-
JIUMONIPOTENHEMUSI, apTepHabHasi THIIEPTCH3USI WM ca-
xapHblii 1rader). HeoO0XxoanmMo cocTaBUTh POIOCIOBHYIO
MOTHOIIET0 B TPEX MOKOJICHHSIX, B KOTOPOW JTOJKHBI OBITH
oTpaxeHsl Bce cirydan BC v poACTBEHHUKH C CepCYHBIMU
3aboseBanusmi [ 16]. CreayeT 1o BO3MOXKHOCTH IOJTyYUTh
apXMBHBIC METUIIMHCKHE KapThl U (WJIN) PE3yNbTaThl aro-
JIOTOAHAaTOMHYECKOTO MCCcieaoBanus. B nepByro ouepenb
00CIIeJOBaHNIO TO/JIEKAT POACTBEHHUKH C IPU3HAKaAMHU
3a0oJieBaHuil cep/ia, TAKUMHU Kak 0OMOPOKH, yUYallleHHOE
cepaueOuenne mim 0oJIM 3a rPYIUHOM.

B Tabn. 4 mnpexncraBieH anroputM 0oO0CIEIOBaHUS
Ommxaimx pozactBeHHHKOB xepTB BC. Eciam B cembe
OTCYTCTBYET JMArHo3 Cep/euHbIX 3a00JeBaHMM, CieayeT
MIPOBECTH CKPUHHHTOBOE 00CIIeJOBAaHNE MAJICHBKHX JETeH
x0T 061 ¢ momonisio DKI' u axokapauorpaduu.

[TockonbKy At MHOTHX HAcCJIEACTBEHHBIX apUTMO-
TeHHBIX 3a00JICBaHUI XapaKkTepHa 3aBHCHUMOCTH IEHET-
PaHTHOCTH OT BO3pacTa M HEIOJHAasi SKCIPECCUSI TCHOB,
HEO0OXOAMMO TIOCTaBUTh Ha y4YeT M PEeryjsipHO obcieno-
BaTh MOJIOABIX JIMIL. B3pOCIbIX 4JICHOB CEMbU, HE MMEIO-
IIMX KaKUX-JTM0O CUMIITOMOB, MOJKHO CHSITB C yueTa, eCin
HE MOSIBUTCSI HOBasi CHMIITOMATHKA MJIM HOBBIC JIAHHBIE Ce-
MeIHOro aHaMHe3a.

[Tpn momo3peHMH Ha HACIIEACTBEHHOE apUTMOTCH-
HOCE 3a00JIeBaHKE JIYYIIIMM HCTOYHUKOM HH(popManuu Oy-
nyTt obpasiusl JIHK, B3siTble y >KepTBBI M HallpaBJICHHbIC
Ha MOCMEPTHBIN MOJEKYIspHbIM aHanu3. B caydae mono-
JKUTEIILHOTO pPe3yJibTaTa POACTBEHHUKAM PEKOMEHIYETCs
MPONUTH KacKaJHBI T€HETUUYECKUH CKpUHUHL. B cBs3u ¢
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TPYAHOCTSIMH JTMATHOCTHKH MHOTHX ()OpPM HaCIeCTBEH-
HBIX 3a00JIeBaHUN ¥ BO3MOKHOCTBIO Pa3BUTHUSI KIMHH-
YeCcKUX MpOsIBJICHUIT 00e3HN B Oosiee MO3HEM BO3pacTe,
OTCYTCTBHUE XapaKTEPHbIX U3MEHEHUH M0 JAHHBIM HHCTPY-
MEHTAJIbHBIX HCCIICIOBAHUHN B JIAHHBIA MOMEHT HE JIOJDKHO
pacleHnBaThCs Kak MOBOJ JJIsl OTKa3a OT T'€HETHYECKOTo
uccienoBanus. Tem He MeHee, B Ipe/IBApUTEILHON Oeceie
C POJICTBEHHHKAaMH TaKKe CJICyeT OTOBOPHUTH UX «IPABO
Ha HEOCBEJOMJICHHOCTbY» M BO3MO)XKHOCTH OTKAa3aThCsl OT
TCHCTHUYCCKOTO CKpUHUHTa (Tal. 4).

[Tpu orcyTcTBUYM OMONOTHUECKUX 00PA3LOB KEPTBBI
MOKHO PaccMOTPETh BOIPOC O MPOBEICHUU MOJIEKYIISIP-
HOTO CKPMHUHTA OJIMKaWIINX POJCTBEHHUKOB, €CIIN €CTh
MO/I03PEHHE HA HAJIMYME HACJIeAyeMOoro 3a0oJieBaHUs B
9TOH cembe. HampoTuB, HE PEKOMEHIYeTCsl BBIMOIHSTH
TEHETHUUYECKUN CKPUHMHT MO OOJNBIION MaHeIN TeHOB Yy
poacteenHukoB xeptB BHC n BAC, ecnu npu nepBoHa-
YaJbHOM 00CIIeIOBaHUY HE OBUTH BBISIBIICHBI KIIMHHYECKHE
MIPE/NIOCHIIKM KOHKPETHOTO 3a00JieBaHus. ITO 0COOCHHO
npuMeHnMo k caydasM CBCH, xorna mocMmepTHBIN MoJe-
KyJISIDHBIA aHaJIU3 CYIIECTBEHHO PEXKE BBISBISECT THUITHY-
HBIE TATOJIOI'MU MOHHBIX KaHAJIOB 10 cpaBHeHUIo ¢ BAC,
a Oosiee yactoi npuunHoil BC sBIsitOTCS criopaguyeckue
TeHETHYECKUE OOJIC3HHU.

3.4.3. CKpHHHHT NANHMEHTOB C J0KYMEHTHPOBAH-

HBIMH WJIM npeanonaraeMbiMu KA

3.4.3.1. Obwuii anamnes

VYuamennoe cepauedueHne, nperoOMOpOYHOE CO-
CTOSIHUE M OOMOPOKH - TPU HanOoJiee BaXKHBIX CUMIITOMA,
KOTOpBIE TPeOYIOT TiIaTeapbHOro cOopa aHaMmHe3a M, BO3-
MOYKHO, JIOTIOJIHUTEIBHOTO OOCIIeIOBaHUS /ISl UCKITIOYe-
nust JKA. Yyamennoe cepanebuenne npu JKT oObraHO
BHE3aITHO HAYMHAETCS M TaK K€ BHE3AITHO MpPEeKpariaeTcs
1 MOXKET CONPOBOXKATHCS NPEI0OMOPOYHBIM COCTOSTHUEM
n(nnm) odMopokoM. Cityuan BHE3aITHOTO KoJularca C Io-
Tepeil co3HaHus 0e3 Kakux-JIMOO IMPEJABECTHUKOB MOTYT
ObITh Mpu3HaKoM OpaguaputMun win KA. OOGMOpokH BO
BpeMsI MHTEHCUBHBIX (M3MYECKHX HaArpy3ok (Hermocpei-

Tabnuua 4.

Obcnedosanue poocmeeHHUKOG HeePME CUHOPOMA 6HE3ANHOU He0ObACHUMOU CMEPMU UNU 6HE3ANHOU

apummuuecKkoil cmepmu

Metop,

HeiictBus (MO*)

Coop aHamHe3a
1 00N 0OCMOTp

Co6op anamuesa xun3Hu COOp ceMelfHOro aHaMmHe3a 1o 3a00JIeBaHMsM Cep/lla U CilydasiM BHe3all-

HOH cMepTH

OKI'

Ucxonnas OKI' B 12-Tn OTBEEHUSIX CO CTAaHAAPTHBIMU M BBICOKUMH TPYAHBIMH OTBEACHUSMHI
(BepXHUE TPEKOPANATIBLHBIC OTBEICHNS )
Xonteposckoe MoHHTOpHpoBaHue (Cyrounoe morutopuposanne DKI') [103]
[Ipoba ¢ no3upoBaHHON (HU3UIECKON HATPY3KOH
Curnan-ycpennennas OKI (1mo3nHue MOTEHIIMATIBI JKETYI0YKOB)
ITpOBOKAIIMOHHBIN AUATHOCTHUYCCKUI TECT ¢ allMaTUHHOM/ (pIICKaMHNI0M/HOBOKAMHAMHIOM (TIPH
MOZI03peHNHU Ha cHHIpoM bpyrana)

MeTtoabl Bu3zyaiu-
3aluu cepamna

JByxmepras sxokapaunorpadus u(mwm) MPT (¢ koHTpacToM 1 6€3 Hero)

T'enetnueckoe
TECTUPOBAHUE

HanpaBneHHoe MOJICKYJIAPHOC TCCTUPOBAHNUEC U I'CHCTUYCCKOC KOHCYJIBTUPOBAHNUEC TTPU TOA03pEC-
HHUHW HAa KOHKPETHOC 3a00JIcBaHNE Ha OCHOBAHUU KIIMHHYECKUX JaHHBIX KOHCYJ'H:T&HI/ISI B IICHTPC,
CIICHUAJIU3UPYIOIIEMCS Ha IeHEeTHYECKOI JHArHOCTHUKC apI/ITMI/Iﬁ

3nech 1 ganee, MPT - marautHo-pe3oHancHast tomorpadus; KT - snexrpokapanorpamma, * - 3TH peKOMEHAALMH CO-
CTaBJIEHbl HA OCHOBAaHWU MHEHUs SKkcriepToB (MD), HO He JOKa3aTeNIbHBIX JaHHbBIX
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CTBEHHO BO BpeMs Harpy3KH WJIH Cpa3y IMOcCje Harpy3KH),
0OMOpOK B TOJIOKEHWU CHJSI WM JIeXKa Ha CITUHE JOJDK-
Hbl HATOJIKHYTh Ha MBICIIb O CEP/ICUHON MPUYMHE MOTEPH
CO3HAHUS, TOIZA KaK B JPYTUX CUTYAIUsIX MOXHO TyMaThb
0 Ba30BaraJlLHOM 0OMOPOKE MM OPTOCTaTUYECKOU THIIO-
tensun [104]. IIpu sTOM MOTrYT HmpUCYTCTBOBaTb CHMII-
TOMBI, CBSI3aHHBIE C OCHOBHON CTPYKTYpHOW MaToyIoruei
Cep/lla, TakKue KaK HEeMPHITHBIE OIIYIIEHUS 3a TPyAUHOMH,
OZIbIIIIKA WJIM OBICTpas yTOMIISIEMOCTb, TpeOyrolue Jo-
MOJTHUTENBHOTO uccienosanus. [Ipu nmogospenun Ha XA
y TalueHTa HeoOXOAUMO coOpaTh MOAPOOHBIM aHAMHE3 O
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cinydasix BCC B ceMbe U UCIOIB30BAaHUM JIEKAPCTBEHHBIX
IpenapaToB, BKIodas ux A03bl. Cemeitnblil anamues BCC
SIBJISIETCSI CHJIbHBIM HE3aBUCHMBIM (DAKTOPOM pHUCKa, yKa-
3BIBAIOIUM Ha npeapacnonoxkeHHocTs kK KA u BCC [64,
65]. O0muMit OCMOTp B TaKMX CIIydasiX PEIKO IMO3BOJISIET
Cpasy MOCTaBUTh JUATHO3, HO MOXET B HEKOTOPBIX CIIyya-
X JIaTh LICHHYIO0 HH(OpMAIHIO.

3.4.3.2. Heunsasuenoe u ungasusHnoe oociedoganue

Crangaptaas OKI' B 12-TH OTBEIEHUAX MOXKET BbI-
SIBUTH TIPU3HAKN HACJIEJICTBCHHBIX 3a00JI€BaHHH, aCCOLINH-
poBanHbIX ¢ JKA u BCC, Takux kak KaHaJ0MmaTuu (CHHIPOM

Pexomenoauyuu

Heuneazusnoe odcnedosanue nayuenmoe ¢ nPeononazaemplMu uin 0oKymenmuposannvimu KA

KT B 12-TH O0TBEIeHHUAX B MMOKOE

OKT B 12-TH OTBEICHUSX B ITOKOE PEKOMEH/IOBaHA BCEM MAIMEHTaM, KOTOPBIE MPOXoaiT oocnenoBanune Ha JKA (IA [1]).

MonutopupoBanue IKI'

Xonrteposckoe MoruTOpHpoBanne DKI' pexoMeHayeTcs I AUaTHOCTHKY HApYIIEHHH PUTMa, OIICHKH YacTOTHON JH-
Hamuky uHTepBaia QT, TypOyaeHTHOCTH pUTMa cepala, ansrepHamun T 3yoma. AmOynaropras DK B 12-tu oTtBene-
HUsX pekomernayetcst AmOymatopras DKI' B 12-Ti oTBeIeHUSAX pEKOMEHIYETCS AU OIEHKN n3MeHeHni naTepBaita QT
n nsmenenuit cermenta ST (IA [103, 105-107]).

[pu criopaAnYecKIUX CHMITOMaX PEKOMEH/IOBAHO MCTIONF30BAHNE PETHUCTPATOPA COOBITHIA TSI BBISIBIICHHUS BO3MOKHBIX
TPaH3UTOPHBIX APUTMHUH, CIOCOOHBIX BBI3BIBAThH Takue cuMIToMBI (IB [108]).

PexomeHTyeTcs MCIONb30BaTh UMILIAHTUPYEMBIH METICBON PETHCTPATOP, €CIM CUMITOMEI, HATPUMEP OOMOPOKH, 5B-
JISTIOTCSI CIIOPAIYCCKUMH U MOTYT OBITh CBSI3aHBI C APUTMHCH, U €CIIM HE YIACTCs OMPEICITUTh TAaKyH CBSI3b C ITOMO-
IIbE0 OOBIYHBIX MeTOIOB nuarnoctuku (IB [109-111]).

Brmonuenne CY-OKI' pekomengoBano ans yaydmenus auarHoctuku AKIDK y marmenTtoB ¢ XKA u y manueHTos ¢
BBICOKUM PUCKOM pa3BUTHA yrpoxkaromux sku3uu XKA (IB [112, 113]).

IIpo6a c no3upoBaHHOil pu3NUeCKON HATPY3KOH

B3pocieiM manueHTaM, y KOTOPBIX TI0 BO3PACTy WM IO XapakTepy cuMnTomMoB BepostHa MBC, pekoMenmoBana mpoda
C JIO3UPOBAHHOHN (PU3UYCCKON HATPY3KOH, C IEIBI0 JHArHOCTHUCCKON MPOBOKAIIUY HIIEMHYCCKUX m3MeHeHud DKI'
u/wm KA (IB [114]).

[Ipo6a ¢ n03upoBaHHOIM (HU3HMUYECCKOI HATPY3KOH PEKOMEHIOBaHA MAIIMEHTAM, €CJIH H3BECTHO WITH TIperonaraetes, uto JKA,
Biirouast KITKT, mpoBonmpyrorest pu3rueckoit Harpy3Koi, J/Isl yCTAHOBKH JAMAarH03a u onpeseseHus nporaosa (IB [115]).

CrietyeT paccMOTpPETh BOIIPOC O BBIMOJIHEHU HPOOBI ¢ JO3MPOBAHHOM (PU3MUYECKOIl HATPY3KOHM /ISl OLIEHKH PE3YJIBTaToB
MEIUKaMEHTO3HOM TepaItuy WK abIalliy, €CIM U3BeCTHO, uTo KA mpoBommpytores ¢pusndeckoit Harpyskoit (I1aC [1]).

MerToabl BU3yaau3aluu

Dxokaparorpadus peKOMEHI0BaHA BCEM IALMEHTaM C MPEIOIaraéMbIMU WIH U3BECTHBIMU KA, JJIs1 OLIeHKH (YHK-
uun JOK v BeIsiBIIeHUs CTpYyKTYpHOI natosnoruu cepaua (IB [116, 117]).

Oxokapanorpadusi ¢ nenbto ouenkn ¢pynkunu JOK u ITK u BbIsiBIIeHNS CTPYKTYPHOI 1ATONIOTHH CEP/ILIA PEKOMEHI0BaHA
MaIMeHTaM C BBICOKUM PUCKOM cepbe3HbIX JKA wim BCC, B TOM uuclie manyueHTam ¢ AUIaTalliOHHOM, THIIepTpodu-
YEeCKOM MITH MTPABOKETYI0YKOBOH KapAHOMHOTIATHEH, JTUIIaM, TIEPESKUBIIUM OCTPHIN HH(PAPKT MUOKAp/a, a TAKKe POAC-
TBEHHUKaM TAIMEHTOB C HACTIEICTBEHHBIMU 3a00JIEBAaHUSIMH, COMPSKEHHBIMU ¢ BhICOKUM prckom BCC (IB [116]).

[Ipoba ¢ mo3upoBaHHOW (PHU3MUECKON HATPY3KOHW B COUYETAHHM C BU3yaIHM3alWel cepama (CTpecc-3XoKapauorpadpus
i nep¢y3uoraas ODPIKT ¢ Harpyskoii) pekoMeHTI0BaHA /IS BBIIBICHUS O€CCUMITTOMHOM HIIIEMUN MHOKapAa y TeX
60mpHBIX JKA, KOTOpBIE, C YIETOM BO3pacTa M CHMOTOMATHKH, IMEIOT BeposTHOCTh MBC, n y xotopsix OKI" He maet
HaJIeXKHOI nHpopMaluy (mpuMeHeHne aurokcuaa, runeprpodus JOK, nempeccns cermenta ST >1 MM B mokoe, WPW-
CHHZIPOM WJIH OJIoKaja eBoi HoXkH mydka ['mca) (IB [118]).

Crpecc-TeCcT B COUCTaHUU C BU3yaIH3alUeii peKOMECHIOBAH ISl BBISBICHHUS OCCCHMITOMHON HIIeMuH OOTBHBIM KA,
KOTOpbIE C YMEPEHHOH BeposiTHOCThIO MetoT MBC, yunuThiBast BO3pacT MaueHTa ¥ CUMIITOMATHKY, U KOTOpbIE HE I1e-
PEHOCSAT CTpecc-TeCT ¢ orpaHuueHueM mo cumrroMam (IB [119]).

Crenyer paccMmotpeTs Borpoc o BeinoitHeHHnn MPT wim KT y Gonbabix KA, koraa sxokapauorpadust He 1aeT TOUHON
nadopmanun o pynkmu JOK u [DK n(nnn) o crpykrypasix namenenusix cepaua (I1aB [1]).

3neck u nanee, AKIDK - apurmorenHast kapiuomuonarusi npasoro skenynouka, MBC - mmemudeckast Oone3Hb cepyua,
KIDKT - karexonamuHepruueckas nonumopdHas xemynoukonas Taxukapaus, KT - kommbsrorepHast Tomorpadwus, JIK - ne-
BhIH xemynouek, [DK - npasbiii sxenynouek, CY-OKI - curnan-ycpeauennast OKI, OOOKT - onHohoToHHAs SMUCCHOHHAS
KoMIbroTepHasi Tomorpadus, XKA - sxenynouxoast aputmusi, WPW-cunnpom - cunpom Bonbda-Ilapkuncona-Yaiita.
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yaauHeHHoro uHTepBasia QT M CHHIPOM YKOpOYEHHOTO
narepsana QT, cunapom bpyraga, KITDKT) u kapanomu-
omarun (AKIDK u 'KM). Ha crpykTypHylo marojioruto
cepana ykaseiBatoT Takue ODKI'-mpusHaku, kak Onokana
HOXKHM ITyuka ['mca, arpuoBeHTpuKyisipHast (AB) Oioka-
Jia, TUIEPTPOdHsT MUOKap/a HKEITyI0YKOB, a TaKkkKe 3y0er
Q, XapakTepHBIH AJIsl MIIEMUYECKOI OOJIe3HN cepala Wi
WHQUIBTPATUBHON  KapJAMOMHOIIATHH. DIEKTPOJIUTHBIC
HapyuieHuss ¥ 3()(GEKThl OT Pa3IMYHBIX JIEKAPCTBEHHBIX
IIpenaparoB TaK)Ke MOTYT MPUBOANTH K HapyIICHHUSM pe-
TIOJISIPU3ALIUH JKEJTYIOYKOB M(MJIN) YBEJINYEHHIO TPOIOII-
JKuTenpHOCTH KomIuiekca QRS.

[Tpn oOHapyXeHMH TeX WM MHBIX OTKJIOHEHHH Ha
OKI' HeoOxoguma sicHasl OLEHKA HX 3HAYUMOCTH. Tak,
npu uHTepnperanuu AaHHbX Oonee 1000 DK™ momompix
crnioprcmeHoB A.Pelliccia n coasr. (2000) [124] pa3nenuim
nx Ha Tpu Kareropun: DKI ¢ manbimu anomanusamu (mildly
abnormal ECG), nopmanbnas DKI' u OKI' ¢ Gonpmmvu
anomanusivu (distinctly abnormal ECG). ITogoOHas kiac-
cuurKaIys MO3BOJISIET ONPEACINUTD JATbHEHIIYIO TAKTHKY
o0cieJoBaHMs MAlMEeHTA U IaKe TIPOTHO3UPOBATh CTENICHU
pHCKa sl €T0 3710pOBbsi. bobIne aHoMany SIBIISIFOTCS He
TOJIBKO KPUTEPUSIMH JMarHo3a, HO Tak)kKe MOTYT CIIY>KHTb
(axropamu pucka. Perncrpanms Oonblmmx aHomanui Ha
OKT tpebyet Oomnee yrmyOIeHHOTO 00CIEI0BAHMS, TIPE-
MOYTEHHE CIIEyeT OT/AATh CIEIHaIN3UPOBAHHOMY LIEHTPY
WIN cTauuoHapy. JluHamuyeckuii KOHTPOJIb MPU PErHCT-
paruu OOJBIINX AHOMAJIHI 3aBUCHT OT OCHOBHOTO 3a00J1e-
BaHMS M CTETICHN PUCKA.

Jlnist BBISIBIICHUSI OECCUMITTOMHOI MIIIEMHHU Y B3pOC-
neix manueHToB ¢ JKA wvame Bcero npumensiercst DK ¢
¢usnyeckoit Harpyskoii. [Ipumepno y 4% B3poCIibIX JHIL
cpermHero Bo3pacra 0e3 KakoH-1M00 CHMITOMAaTHKU IPU
BBITIOJIHEHNU (PU3UUECKON HArpy3KH PErHCTPHPYIOTCS He-
ycroituuBblie anu3oabl KT, 4To He CBSI3aHO C MOBBINICHU-
eM oomiero prucka cmeptu [125]. TIpoOsl ¢ 103upoBaHHON
(u3HYecKoil Harpy3Kol HMEIOT 0Cc000€ PAKTUUECKOE 3Ha-
YeHHEe MPU HapyLICHUSX PUTMa CEpALa, TPOBOIUPYEMbIX
aJIpeHEePruueckoll CTUMYJISIIMEH, B TOM 4nCiie MOHOMOP(D-
Ho#t KT n nomumopduoii XKT, nanpumep KITKT, no3so-
Jsist y 9THX OOJNBHBIX pellaTh JAWArHOCTUYECKHE 3aj1auM,
a TaK)Ke OIEHMBATh PE3YJIbTaThl MPOBOAUMOIO JICUCHHSI.
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TecTbl ¢ pU3MUECKOil HArpy3Kol y MAIEHTOB C YIPOXKar0-
IMMU Ku3HU JKA MOTyT CONpOBOXKAATHCA BOSHUKHOBEHU-
€M apUTMHH, TPeOyIOINX KapAnOBEPCHH, BHYTPUBEHHOTO
BBE/ICHUS MIPENapaToB WIN peaHUMalllu, HO BCE K€ SIBJIS-
I0TCSI ONpaBJaHHBIMU, TOCKOJIbKY BBISIBICHHE HAPYIICHHUH
pUTMa U OLIEHKA PUCKA B JIAHHOM CJIyyae MpPOHCXOAMUT B
KOHTPOJIUPYEMBIX yCitoBusiX. Takoe oOceioBaHne J0KHO
MIPOBOJIMTHCS NIPU HAJIWYUU O00OPYIOBaHUS JUIl peaHuMa-
LM U B IPUCYTCTBUH KBaJH(UIIMPOBAHHOTO MEPCOHAIA.

[TocTosiHHOE MM NIEPHONYECKOE aMOyIaTOpHOE MO-
nHutopuposanue JKI 1103BosIsieT 0OHAPYKUTH CBSI3b MEXKTY
CHUMITOMaMH U HapyLUICHHSIMH pUTMa cepata. MoryT ObITh
BBISIBIICHBI TAK)KE U OECCHMITTOMHBIE TTU30/1bI HIIIEMUH MHO-
kapaa. XontepoBckoe MoHUTOpHpoBaHue DKI' B TedueHue
24 4 ynu 48 4 Mo3BOMIAET PEeIIaTh 3TH 3a/1a4K B TEX CITydasx,
KOT/Ia MU30/1bI APUTMUU MIPOUCXOAAT (WM MpeAroaraeT-
Csl, UTO MPOMCXOJIIAT) MO KpaiHel Mepe, OJuH pa3 B JCHb.
Just peructpaumn OKI' npu Oonee peikuX CHMITOMax
OorbIle MOAXOAAT OOBIYHBIE PETHCTPATOPBI COOBITHH, KO-
TOpBbIE MOTYT MCHONB30BAThCS VISl IEPUOANYECKON 3amHucu
OKT B TeueHue CylecTBEHHO 0oJIee JTUTEIBHOTO BPEMEHN
(uenenu, mecsiupl). [Tpu oyens penknx cumnromax (pexe 1
pasza B Mecsll) MOTYT OBITh HCITOJBb30BAaHbI UMILIAHTUPYE-
MbI€ MOJIKOKHBIE YCTPONCTBA, KOTOPBIE MOCTOSIHHO MOHU-
TOPUPYIOT CEPACUHBII PUTM U PETHCTPHUPYIOT COOBITHS Ha
MPOTSHKEHUHU TIEpHO/Ja BPEMEHH, U3MEPSIeMOro rojlaMu, Mo-
I'yT OCYLIECTBIIATH 3aIMCh MOCIIE aKTHBAIMU Mpudopa ca-
MHM MaIMEeHTOM W aBTOMAaTUYECKU B COOTBETCTBHH C 3a-
paHee yCTaHOBJIEHHbIMU KpuTepusMu. OHM JalOT LIEHHYIO
nH(OpMaNUIO IS TUaTHOCTHKU CEPhE3HBIX TaXHAPUTMHN
n OpaJMapuTMHUI y MalMEeHTOB C YrPOXKAIOIINMH CUMIITO-
MaMH, TaKUMHU KaKk 00MOpokH. CyIecTBYIOT TaKkKe HOBBIC
METJIEBbIE PErUCTPATOPhl, KOTOPhIE HE TPEOYIOT CTaHAapT-
HOTO XUPYPTUUECKOTO BMELIATEIbCTBA U UMILIAHTUPYIOTCS
MOAAKOKHO C MTOMOIIBIO ITyHKIIHUH.

C nomomsto curnan-ycpeanernno IKIT (CY-OKI)
yaaeTcss yIydIlUTh COOTHOIIEHHE CUTHAN-IIyM MOBEPX-
HoctHO# DKI' TakuM 00pa3om, 4TO CTAaHOBUTCS BO3MOXK-
HBIM BBISIBJICHUE HHU3KOAMIUTUTYAHBIX (MHUKPOBOJIBTHBIX)
CUTHAJIOB B KoHIe koMmIiekca QRS, koTopsle ele Ha3bl-
BAaIOT «MO3HUMHU MOTeHIMagaMu». [1o31Hue MOTeHIHAabI
YKa3bIBalOT Ha HAJIMYKME 00JIAaCTH M3MEHEHHOTO MHUOKap/aa

Pexomenoauuu

Hueazuenoe obcnedosanue nayueHmoe ¢ RPeononazaemviMu uiu 0oOKymenmuposannvimu KA

Koponapnas anrnorpadusi

Cresyer paccMOTpPETh BOIPOC O BBIMIOJIHEHUN KOPOHAPHOMN aHrrorpauu sl MOATBEPIKICHUS T UCKITIOUEHHS 3Ha-
YIMOTO CTCHO3MPOBAHMSA KOPOHAPHBIX apTepUil y MAllMEHTOB ¢ yrpokaromuMu xu3Hu KA u y nepexusmux BCC,
KOTOpPBIE, C YYETOM BO3pacTa U CUMITOMAaTukKH, nMetoT BeposTHocTs MBC (11aC [120]).

DuekTpodU3n0I0rHYECKOe UCCIeI0BAHUE

DNeKTpopU3NOIOrHIECKOE UCCIEA0BAHUE PEKOMEHAYETC s ISl JUarHOCTUYECKOro odcienoBanus nanuentos ¢ UBC,
NepeHecnX UHpapKT MHOKapJa ¥ MMEIOIIMX CUMIITOMBI, BKIJIIOYAs y4alleHHOe cepileOnueHue, npeaooMopodHble
COCTOSIHHSI 1 OOMOPOKH, TTO3BOJISIIOIINE ITPEATIOIOKUTE HATMYHE JKeNTyI0YKoBbIX TaxuapurMuii (IB [121]).

DnexTpodU3N0NIOrHuecKoe HCClIeIOBaHHe PEKOMEHIYeTCsl P )kanodax Ha OOMOPOKM W TIPH TIOJI03PEHUM Ha Opa-
JUAPUTMUIO WM TaXUApPUTMHIO, C YUETOM CHMIITOMATHKH (HampuMep, yJalleHHOe CepAleOueHNe) il Pe3yIbTaToB
HEWHBA3MBHOTO 00CJIEIOBAHUS, OCOOSHHO IS MAIMEHTOB CO CTPYKTYypHO# maronorueit cepama (IC [122]).

MOKHO PacCMOTPETh BBIMOIHEHHUE EKTPOPHU3NOIOTHIECKOT0 UCCIE0BaHUS C LEebio AnpGepeHIInanbHOM TuarHoc-
tukn AKITDK n nobpoxagectBernoi Taxuxapanu BTIDK wmn capronmosa (ITbB [123]).

3nech u ganee, BTTIDK - BBIXOAHOM TpaKT mpaBoro »kKelyJouKa
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C 3aMeJJICHHBIM ITPOBEJICHUEM - BO3MOXKHBIH CyOcTpar st
BOo3HUKHOBeHUs KA o mexanusmy re-entry. CY-OKI' mo-
JKeT OBITh MOJIe3Ha ISl BEISIBIICHUS CTPYKTYpPHOTO 3a0oJie-
BaHus cepaua, Hanpumep AKIDK, y nannenTos ¢ KA.

Oxokapauorpadust - Hauboiee 4YacTo HCIONIb3Y-
eMBIIl METOJl BM3yalU3allMM CepAlla, KOTOPbIM MO cpas-
HEHHIO C MarHMTHO-pe3oHaHcHO# Tomorpadueir (MPT)
n xomnbiotepHoi Tomorpadueit (KT) cepana siBisiercs
MEHee JOPOTrOCTOSIUM, BCETAa JOCTYIIHBIM U MO3BOJISET
C BBICOKOW TOYHOCTBIO JIMarHOCTHPOBATh 3a00JIEBaHUS
MHUOKap/a, KJIanaHOB CEpAlla WIM BPOXKAECHHBIE MOPOKH
ceplua, cBsizanHble ¢ BosHukHOBeHHEeM JKA u BCC [126].
Kpome Toro, y OosbIIMHCTBA TAIMEHTOB OHA MO3BOJISIET
OIICHUTh CUCTONMYECKyI ¢yHkiuo JIK u mokampHyIO
COKpaTUMOCTb CTEHOK cepaua. ITo aToit mpuunHe 3xokap-
nuorpadust okasaHa BceM nanuenTam ¢ JKA, y KOTopbIX
MPEIIoNaraeTcss WiIM HMEETCsl CTPYKTypHas MaTOJOTHs
Cep/lia, a TAKKe B TPyMIax MaEeHTOB C BEICOKUM PHCKOM
pasButus KA wim BCC, nanpumep y 6ombubix JIKMIIT,
I'KMII n AKIDX, a Takxe y MallMEHTOB, MEPEKUBIINX
OUM, u y poACTBEHHHKOB MAaI[IEHTOB C HACIECICTBEHHBI-
MU 3a00seBaHusIMH ¢ BbICOKUM prckom BCC. HekotopbiM
MalyeHTaM ToKa3aHa dXoKapauorpadusi ¢ JiekapcTBeH-
HOW M (U3MUYECKOW Harpy3kol («cTpecc-3Xo»), B TOM
YHcle MalnueHTam, y KoTopsix KA MoryT ObIThH crpoBo-
LIUPOBAHBI UIIEMHEH, a Takxke TeM, y Koro Ha DKI' mokos
PETUCTPUPYIOTCST U3MEHEHHsI, OTPaHUYMBAIOIINE OIEHKY
umemudeckoil nunamuku DKI. JlekapcTBeHHass Harpys3ka
MIPUMEHSIETCS B TEX CiIydasix, Korna Gpusndeckas Harpyska
HE MOXXET OBITh BBINOJIHEHA ManreHToM. CylecTBEeHHBIM
HEJIOCTAaTKOM 3XOKapAHorpaduu SBISIETCS 3aBHCUMOCTH
pe3yabTaToB OT KOHCTUTYIMOHAIBHBIX OCOOCHHOCTEH Ia-
LIMEHTA U KBaJM(UKAIIMK oTiepaTopa.

[IpoBenenue mpoObI ¢ TO3UPOBAHHON (PHU3HUCCKOM
Harpy3Koi IoJ KOHTpoJeM sxokapauorpaduu (crpecc-
9XOKapauorpaduueckoe  HCCIeJOBaHWE)  YBEJINYMBACT
JIMarHOCTUYECKY0 TOYHOCTh METO/A B TUIAHE BBISBICHUS
WIIEMHH MHOKap/a, OCOOCHHO NPU HAJMYMK HCXOTHBIX
n3menennii Ha DKI B mokoe (0s10ka/1a JIEBOM HOKKH ITydKa
I'uca, napymenust penonsipusanun). [IpoBenenne crpecc-
9XoKapauorpaduueckoro ucciaeaoBaHusi ¢ (apMakoso-
THYCCKON HArpy3KOH WM CTUMYIISAIUCH cepiia (rmocpe-
CTBOM 4pecnuieBofHol anekrpoctumysnuu (YI19C)
WIM UMIUIAaHTUPOBAHHOTO AJIEKTPOKAPAUOCTUMYIISITOPA)
LIeJIeCO00Pa3HO MPH HEBO3MOXKHOCTHU BBIMTOIHEHUS (DU3U-
YECKHUX Harpy30K MM HEBO3MOXXHOCTH JIOCTDKEHUS CyO-
MakcumanbHoi YCC Ha GoHe (pu3nuecKkoil Harpy3KH.

B Tex cnydasix, Koria no TeM WIM UHBIM DPUYMHAM
CTpecc-3XoKapauorpadusi HEBBIIIOJTHAMA, MOXET OBITh
npuMeHeHa rnepdy3uoHHas OAHO(OTOHHAs SMHCCHOH-
Hast kommnbtotepHas Tomorpadus (OPIKT) muokapna c
JIEKAPCTBEHHOW WIIM (PM3MYECKON HAarpy3KOH WM CTHUMY-
e cepana (nocpencteom YIIDC wiu UMIUIaHTHPO-
BaHHOTO 3JEeKTpokapauoctumynaropa). Ilposenenue sto-
TO HCCIIeIOBaHKE 1esiecoo0pas3Ho, B ciaydasx, korma JKA
MOTYT OBITh CIIPOBOIIMPOBAHBI HIllleMueit, u koraa Ha DKI
MOKOSI PETHCTPUPYIOTCSI M3MEHEHUsI, OrpaHUYHBAIOLIE
oneHky umemuueckoit nuHamuxu OKI. JlexapcTBeHHas
Harpyska MpUMEHSIeTCS B TeX CIydasxX, Korja (pusndeckas
Harpy3ka HE MOXXET OBbITh BBINOJHEHA MarMeHTOM. To4-
Hoe onpezaenenue O®BJIK BO3MOXXHO Takke € MOMOUIBIO
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PaIMOHYKJIMIHON aHTHOTpapuu C KapAHOCHHXPOHHU3AIIN-
eil (pagnon3oToIHas BEHTPHUKYJIOTpadusi), 4TO 0COOCHHO
LICHHO JJIsl MAIMEHTOB, y KOTOPBIX 3TOT IOKAa3aTrejib HE
yIaeTCs ONPEICITUTh BO BPEMsI 3XOKapIuorpadum.

VYenexu pazsutus MPT crenan BO3MOKHBIM OIIEHKY
CTPYKTYPBI ¥ (DYHKIIMHU OBIOIIErocs cepiia. Bricokoe Ka-
YECTBO M300PaKEHHIA, MOTYYACMBIX C TOMOIIIBIO COBPEMEH-
HBIX METOJIOB, TO3BOJISICT TOYHO OMPEICIUTh 00BEMBI KaMep
cepana, maccy JOK 1 orieHuTh ero GyHKIH0. ITO 0COOCHHO
1eHHo B ciydae nopo3penust Ha AKITDK, korna MPT no3Bo-
JIsieT TOYHO oreHuTh pasmep 11K, ero gynkmuto, Tommuny
U JIOKAJIHOE JIBIDKCHHUE CTCHKU CEPIIa, a TAKIKE BBISBUTH
YYaCTKH 3aMEIICHUs] MHOKapia >KUPOBOM TKaHbpio. [Ipo-
BeneHne MPT Ttakke 1ernecooOpa3HO mpu 00CIEIOBaHUH
narueHToB ¢ I'KMII, mockosbKy Mmo3BoJisieT 0ojiee TOYHO
OIICHHUTH BBIPAXKCHHOCTH THICPTPOPHUU MHOKapIa, 0COOCH-
HO B alMKaJbHBIX CErMeHTaX. [IpoBe/icHNE HCCIICOBaAHMS
C KOHTPACTUPOBAHHEM TaJOJIMHHEM CIOCOOCTBYCT BBISB-
JICHUIO B MHOKapje o4aroB ¢uOpo3a, KOTOpbIE MOTYT HE
MPOSIBIIATHCST HAPYIICHUEM JIOKAJIBHOW COKPATHMOCTH TMPH
sxokapauorpaduu. Cpemy HETOCTaTKOB METONIA CICIYeT
YHOMSIHYTh JUTUTEIIEHOCTD BBITIOTHCHUS UCCIICIOBAHUS, 3a-
BUCHMOCTh KaueCTBA U300PAKCHUI OT YACTOThI U PUTMHY-
HOCTH CEPJICYHBIX COKPAIICHHUMH, TPYAHOCTh HHTEPIPCTAIIUH
PE3yJBTATOB HMCCIICIOBaHUs (HEOOXOIMMOCTh TMOJATOTOBKU
KBaTH()UIIMPOBAHHBIX OIIEPATOPOB), OTHOCHTEIILHYIO TOPO-
TOBHM3HY W OrpaHuucHue Ha nposeneHre MPT mamuenTam
C UMILUTAHTHPOBAHHBIMU 3JICKTPOKAPIUOCTHUMYIIATOPAME H
KapJuoBepTepamMu-1eGuOpHLIATOpaAMU, METAJUTMICCKUMHU
MPOTE3aMH, CTCHTAMH U JIP.

Mynsrucniupansiass KT mo3BosnsieT ToyHO paccuu-
Tath 00beM JIDK, dpaxiuro BeIOpoca U Maccy MHOKapia
JOK, mpu 3TOM pe3ynbTaThl UCCIIEIOBAaHUS COMOCTaBUMBI
¢ MPT. HeBo3moskHOCTB aiekBatHOM onienku [10K mocpen-
ctBoM KT cyIiecTBeHHO OrpaHUYHBACT IPUMEHEHUE ITOTO
Mmertoza rpu obcienoBanuyu nauueHtos ¢ JKA. KT cepana
PCKOMEH/IOBaHA JIUIIb TAIIUCHTaM, Y KOTOPBIX AXOKaPIHO-
rpadusi He O3BOJISICT aJICKBATHO OIICHUTH CTPYKTYPY cep-
nua, a BeimosgHenrne MPT HEBO3MOXKHO MO T€M UM WHBIM
npuyrHaM. BMecte ¢ TeM, BO3MOKHOCTh TOCETMEHTaPHOM
BU3yaJIM3allMi TO3BOJISIET OMPECNIUTh aHOMAJbHOE OT-
XOXKJICHUC KOPOHAPHBIX apTepHid, aTh KOJIUYCCTBEHHYIO
OIICHKY BBIPQKEHHOCTH UX KaJbIIMHO34, a TIPU UCCIIEI0Ba-
HUU C KOHTPACTHPOBAHHEM €I U IOCTATOYHO JOCTOBEP-
HO BBISIBUTH HAJIMYUC U OI[CHUTh TeMOIMHAMUYCCKYIO 3HA-
YUMOCTb CTEHO30B. Takke UCCIeOBaHNE MPETOCTABIISET
JTOTIONTHUTEIBHY0 HH(MOPMAIIHIO O COCTOSHUY TTEPUKAP/Ia,
OpPTraHOB CPENOCTCHUS M COIYTCTBYIOIIUX OPOHXO-JIEroY-
HBIX 3200JICBAHUSX.

KoponapHast aHruorpadusi UMEeT BaKHOC 3HAYCHUC
B nmuarHoctuke BC, mo3BoIIsIst MONTBEPAUTE WUIIA UCKITFO-
YUTh HAJMYUC 3HAYUMBIX CTCHO30B KOPOHAPHBIX apTepHii
y MalKEHTOB C yrpOKaroUMMH xu3Hu KA u y mul, nepe-
skuBiux BCC.

Onekrpodusnonornueckoe uccienopanne (IDPN)
C BBINOJIHCHHEM MPOrPAMMBI CTUMYJISIIIHH JKEITYIOYKOB
(ITCXK) ucnonp3yercs 1Jisi OLIEHKA BO3MOKHOCTH WHIYK-
uun KT, ompeneneHus 30H, MOJJISKANIMX HAHECEHUIO
BO3JICHCTBUSI MIPH BBIMOJHCHUN a0Talliu, OIICHKA PHCKOB
pasButus noBTOpHbIX Amu3010B KT wnu BCC, pisa on-
peleNieHus] MPUYUH TOTEPU CO3HAHHUS, BOBMOXHO CBSI3aH-
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HBIX C HapylIICHUS MU PUTMa, a TaKKe JUISl ONpe/IesICHHs
MOKa3aHUH K TPUMEHEHUIO HMMIUIAHTUPYEMOI'O Kap/Ho-
Beprepa-aedudpumistopa (MKJ]). O6bem neHHON aua-
THOCTHYECKOH HWH(OpMaIyK, MOITYyYCHHOW C ITOMOUIBIO
OOU, cymniecTBEHHO BapbUpPyeT B 3aBUCHMOCTH OT THIIA
U TSHKECTH OCHOBHOTO 3200JIeBaHMs CEp/Illa, HATMYUS HITH
OTCYTCTBHUSI CHOHTaHHBIX 31u3010B KT, nmpuHUMaeMbIx
JIEKAPCTBEHHBIX MPENapaToB, MPOTOKOJIA CTUMYISILMUA W
TOYeK cTuMysinuu. HanGonpinas yacrora U BOCIPOHU3BO-
JUMOCTh HHyKInH JKA oTMedeHa y aleHToB, TIepeHec-
KX HHQAPKT MUOKAp/a.

[Ipu obcnenoBanuu marueHToB ¢ JKA B OONBIIMH-
CTBE JICUEOHBIX YUPEKICHUH HCHOJB3YIOT MPOTOKOJI C Ha-
HECEHHEM CTHMYJIOB C JBYKPATHBIM ITPEBBIILICHUEM TTOpOTa
CTUMYJISILIMM TI0 aMIUTUTYJE CTHMYJa IPU JUIMTEIbHOCTH
nmrynsca 0,5-2 mc. Hanocsat BoceMb 0a30BBIX CTUMYJIOB €
JuuTenbHOCThIO ukna oT 600 1o 400 mc (B 3aBHCHMOCTH
ot ucxoanoit UCC), Bcaen 3a KOTOPHIMU HAHOCSIT DKCTpa-
CTUMYJI, MHTEPBAJl CLEIUICHNUS! KOTOPOrO YMEHBINAIOT (TeM
CaMbIM, YBEJIMYMBAsl €ro INMpeXICBPEMEHHOCTh), MOKa HE
Oynet, IOCTUTHYT 3()(EKTHBHBIN pedpaKTepHbIA MEepHOIT
MHOKap/ia >KeIyJ04KoB (T.€., HAHECEHHE CTUMYJIa He OyeT
COIPOBOXKAATHCS ACTONAPU3ALUEH KETyJOUKOB) HIM HE
npon3oiaeT unaykuus napokcusma JKT. Ilpu oTcyTcTBUM
nHaykun JKT OAMHOYHBIM SKCTPACTHMYJIOM, TTOBTOPSIOT
MIporpaMMy CTHMYIISIIIMK, MCHOJB3Ys JBa, a 3aTeM U TPH
9KcTpacTUMysia (IIPH 3TOM YKOPOYEHHE WHTEpBaja CIel-
JICHHSI HAYMHAIOT C MOCJEAHEro sKcTpactTumyna). Cnenyer
OTMETHTb, YTO YBEIMYCHHE KOJIMYECTBA IKCTPACTIMYIIOB U
COKpAILICHUE WX WHTEPBAJOB CLEIUICHUS YBEIMYMBACT BE-
postHocTh uHnykipu OXK, a ve XKT. TTockonbky HHITYKIHS
@)X B OTBET Ha «arpecCHBHYIO» CTUMYJISLIHIO MOXET IPO-
HCXOANTH y NAllEHTOB, HE MMEIOIINX apUTMHH U CTPYK-
TYPHOTO 3a00JIeBaHMs Cep/illa, PEKOMEH/IEeTCsl HE MCIOJb-
30BaTh MHTEPBAJIbI cLierieHust Menee 180 Mc, 4To 0cobeHHO
aKTyaJIbHO IIPU 00CIIe/IoBaHUN OOJNBHBIX, Y KOTOPBIX B XOJ1€
OOU oxunaercs nuaykims MmoromopdHoit XKT. [Iporpam-
MY CTHMYJISIIIAH BBITIONTHSIOT KaK MUHIMYM U3 JIByX TOYEK -
BEpXYIIKH ¥ BbIBoHOTO TpakTa K. B oraensHbIX ciyyasx
BO3HHUKAET HEOOX0MMOCTh B cTuMyItsiiu JDK.

[Momumo maaykimu JKA, B X0l UCCICIOBaHUS MO-
r'yT OBbITh HHAYIIMPOBAHBI PA3IIMUHbIC CYIPABEHTPUKYIISP-
HBIC HapyIICHHs pPUTMa Cep/lia, KOTOPBIE B PsiJie CllydaeB
TaKKe MOTYT OBITh MPUYMHON CHHKOIAJIBHBIX COCTOSTHHUH.
Ouenka GpyHKIUHM CHHOATpHUAIBEHOTO U AB y3110B, BpeMeHn
CHHOATPHAIILHOTO MPOBEJICHUS Y TTAIEHTOB C M003PEHH-
eM Ha OpaJinapuTMUH U TIPEXO/SIIIE HAPYIICHHS IPOBOJIH-
MOCTH JI0JDKHA OBITh HCIIOJIb30BaHa B KOMIUIEKCE C JIaHHbI-
MU JIpyTUX UCCIIEI0BAHUM ISl ONPE/IesICHHs] TOKA3aHUH K
HMITIaHTAIMH 3JIEKTPOKapIUOCTUMYIIsTOpa. Perucrparms
ANIEKTPOrpaMMBbl Tydka [mca Takxke 00s3aTEIBHO JIOJK-
Ha OBITh BBINIOJIHEHA B XOJIE MCCIIEIOBaHMs. 3aMeICHHe
npoBenieHust B cucreme [wuca-IlypkuHbe (JUIMTETBHOCTD
uHTepBana HV >70 Mc) y manueHToB ¢ AByXITyYKOBOM
0J10Ka/101 M CHHKOTIAJIbHBIMHU COCTOSIHUSIMU HESICHOU ATHO-
JIOTHH yKa3bIBaeT Ha JMCTAILHOE TIOPAKECHNE POBOSIIECH
CHCTEMBI Cep/ilia, CKIIOHHOE K MPOrPecCHPOBAaHUIO, U OIl-
penensier HeoOxoauMOocTh uMIutanTarmu JKC.

Juarnocrtudeckast 3Haunmoctb DU paznuyaercs y
pasHbIX Tpynn nanueHToB. VccienoBanune Hamnbosnee nH-
¢dopmaruBHo GonbHBIX MBC, nMeromux cHuwkenne (pak-
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1uu BeiOpoca JIK. V nanueHToB ¢ OokaiaMu HOXKEK myd-
ka ['mca, oOMOpoKamMu W CHMXKCHHOU (hpakmueil BrIOpoca
JDK (<45%) DU noszsossier nuayumposars KT B 42%
ciryyaeB. OiHaKo y OOJBHBIX, MMEIOIINX OJIOKaIbl HOKEK
myuka ['uca u 0OMOpPOKH, C COXpaHHOM (PpaKIuei BEIOpoca
JDK, DDU yacTo faet JI0KHO-OTPULIATENbHbIE PE3YIbTaThI
[127]. Ipu oTCYyTCTBHM CTPYKTYPHOTO 3a00JIEBaHUS CEepI-
na u nzmenennii Ha DK™ nHpOpMATUBHOCTH HCCien0Ba-
HUS HEBEJIMKA B CBA3M C MEHbIIEH UyBCTBUTEIBHOCTBIO U
BEPOSITHOCTBIO MHAYKIMH Hecriennpuueckux KA [128].

Ienecoobpasznocts nposenenuss DDU s onpene-
JICHUS MPOTHO3a U TAKTUKHU JICYEHUS y MAlMEHTOB C Kap-
JIUOMHUOMNATUSAMHU U TE€HETUYECKHU AECTePMUHHPOBAHHBIMU
KA obcyxnaercs B pasnenax 7 u 8. B nemnom, DDPU nene-
coobpaszno npu AKIDK [129, 130] u JIKMII [131], HO HE
MO3BOJISIET ONPECIUTh cTerneHb prucka pu ['KMIT (kmace
IIT) [132]. ¥V manueHToB ¢ «KaHAJOMaTUsIMU MPOBEICHUE
O®U He pPEeKOMEHJO0BAaHO MPU CUHAPOME YUIMHEHHOTO
untepsana QT [133], KIDKT [16] u npu cunapome yko-
pouennoro untepBana QT [134, 135]; Beimonnenue DOU
npu cuHapome bpyraza nienecoobpasHo, oHAKO JHArHOC-
THYecKas 3HaYMMOCTb METO/a B HACTOSIIEe BpeMsl He yc-
TaHoBJieHa [136].

OO®U nmpuUMEeHSIOT IS MOATBEPKIACHUS apUTMHUUeC-
KOTO T€HEe3a CHHKOMAJIBHBIX COCTOSHHUM, U OHO JOJKHO
OBITH BKJIFOYEHO B aJITOPUTM OOCIIEIOBAHHS TAKUX ITaIH-
€HTOB (Kak MpPaBUJIO, B KAaueCTBE 3aBEPLIAIONIETO 3Tama
JIUArHOCTUYECKOTO Toucka). OOMOPOKHU SIBIISIOTCSI OIac-
HBIM CHMIITOMOM Y TaI[MEHTOB CO CTPYKTYPHBIM 3a0oJie-
BaHMEM cep/ilia, 0COOEHHO MPU BBIPAKEHHON TUCHYHKIMN
JDK. HeycroituuBeie npobexku XXT, perucrpupyemsie
pu XonTepoBckoM MoHuTopupoBanuu DKI' GoibHOTO €
00MOpOKaMH U CTPYKTYpHBIM 3a00JieBaHHEM cep/ua, ¢
OOJIBIIION BEPOSITHOCTHIO YKA3bIBAIOT HAa HAJIMYUE WHJY-
mupyemoit JKT. CuHKOManbHbIE COCTOSHUSI Y OOJIBHBIX
CO CTPYKTYPHBIM 3a00JIeBaHHEM CepJla, UMEIOIINX CHH-
JKeHHyI0 (pakuunio BeiOpoca JIK, wacto penuauBupyroT
U COTIPOBOXKAAIOTCSI BEICOKUM PUCKOM CMEPTH JaXke MpU
HEBO3MOYKHOCTH MHIYKIUU Napokcu3ManbHbIx JKA [137],
YTO OMNpezessieT He0OXOAUMOCTh MMIUIAHTALMH KapaAHo-
BepTepa-aeudpuiIsITOpa ’TUM OOJIBHBIM, HE3aBUCUMO OT
pesyabsratoB DDU.

Wunykuns nonumopduoit KT i @K, ocodenHo
IIPU arpecCUBHOM CTUMYJISIIIMM, HE SIBJSIETCS Crieludud-
HbIM MapkepoM. Y manueHtoB ¢ MIBC nuarnoctuueckas
nHdopmaruBHOCTE DDU CyliecTBEHHO NOBBINIACTCS.

Ha puc. 1 npuBoauTcsi BO3MOXKHBIH alropuT™M 00-
cienoBaHusl manueHToB, BeDKUBIINX BOC [2]. Anroputm
JIelicTBUI B ClTydae OCTAaHOBKH cepjilia IIPU pa3IHyuHbIX 3a-
0oJieBaHUSX OIMCaH B pasznenax 5-12.

4. METO/JIbI IEYEHUS )KEJTYTOUYKOBBIX
APUTMUN

4.1. Teuenue ocnoenozo 3adonesanusn cepoua

Baxuelimmm ycnoBueM ycnemHoro jedenus KA u
npodmnaktuku BCC aBnsercs 3ppeKTHBHOE JICUeHHE OC-
HOBHOTO 3200JIEBaHUsI CEp/IIia, CEPIEIHO-COCYTUCTON CHC-
TEMBI U COIYTCTBYIOIINX 3a0oeBanuii. CiemyeT m3berath
000CTpeHNs U yXyALIEHHUs TEUeHHs 3THUX cocTtossHud. He-
00XOIMMO TaKKe KOHTPOJIMPOBATh TEUCHUE COITYTCTBYIO-
e MaToJIOTHH, CIIOCOOCTBYIONIEH aKTUBALMH ITyCKOBBIX
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¢daxropoB XA w/wunu (HOpMHUPOBAHUIO APUTMOTCHHOTO
cyocrpara mist yeroiunBbix JKT. TToaxo/s! K JICUCHHIO 3a-
OosieBaHMIA ceplila CyIeCTBEHHO U3MEHUIIUCH C TeX 10D,
Kak ObUIM TIPOBE/ICHBI MacIiTaOHble MHOTOIIGHTPOBBIE HC-
CJIeZIOBaHMA C aHTHApUTMUYecKUMHU npenaparamu u UKJI.
[Tockonbky MaloBepOSTHO, YTO TAKOrO POja HCCIE0Ba-
HUsl Oy/lyT IUTAHUPOBATHCSI IOBTOPHO, PE3YyJIbTAaThl OPUTH-
HaJbHBIX MCCIEOBAaHUM CleayeT JKCTpamoiupoBaTh Ha
COBPEMEHHYIO KIIMHUYECKYIO JIeueOHYI0 pakTHKy. Tem He
MeHee, JIeYEHHE OCHOBHOTO CEePEYHO-COCYUCTOro 3a00-
JIEBaHUsI JIOJKHO OBITH ONTHMAJIbHBIM, B COOTBETCTBHE C
neiicteyronumu Knmnanueckumu Pexomenganusmu.

4.2. Meouxamenmosnoe neuenue KA u

npocpunaxmuxa BCC

4.2.1. O0mue NPUHIHUIIBI

[Tpu BBIOOpE MeTona sieuenus KA U npoduIakTuKu
BCC nomxHBI y4nTBIBaTbCS XapaKTep HapyLICHUs PUTMa
cep/lla, HaJlM4ue COMYTCTBYIOIIEH MaToJIOrMH, KOTOpas
MOKET ITOTEHIMAIBHO CIIOCOOCTBOBATh Pa3BUTHIO apUT-
MUH H/WIIK yCYTYOJISITh €€ TeUCHUs], PUCK, KOTOPBIA HEceT
B ce0Oe cama apuTMHUs, a TAK)KE 0)KHUIAEMbIE MOJIb3a M PUCK
OT TMpeJIonaraeMoro jeueHus. [Ipu ycTaHOBIEHHOM Jaua-
THO3€ apUTMHH JICYEHUE MOXKET BKJIIOYaTh B CEOsl OTMEHY
MOTEHIMAJILHO aPUTMOTCHHBIX NpEenaparoB (CM. pasjel
12.5) 1 Ha3HaYeHHE COOTBETCTBYIONICH JIEKAPCTBEHHOW
AHTHAPUTMHUYECKON Tepanuu, UCIOIb30BaHUE UMILIAHTH-

PYEMBIX YCTPOMCTB, a0ialUi0 WIW XUPYPrHUECKOEe BMe-
maTeabecTBO. KOHKpETHBIE peKOMEHIAIMH 110 Ha3HAUYCHUIO
(hapmakoTeparnuu 1o pa3IMYHbIM TOKa3aHUSIM IIPHBOJISTCS
B TEKCTE U B TAOJIMIIAX CIEAYIONINX Pa3/IesIOB HACTOSILETO
JIOKyMEHTA.

4.2.2. AHTHApUTMHMYeCKHUe Mpenaparhl

3a wuckimoueHneM B-aapeHoOJI0KaTOpoB, B paMKax
PaHIOMU3UPOBAHHBIX KIMHUYECKHX HccienoBanuii (PKI)
MOKa He YIaJloch J0Ka3aTh 3(Q(PEKTUBHOCTh COBPEMEHHBIX
AQHTHAPUTMHYECKUX TPErnaparoB, KaK CPEJICTB NEPBUYHON
Npo(MIIaKTHKY Pa3BUTHS yTrpoxkaromux sxu3Hn JKA u mpo-
¢unaxruku BCC. Pe3ynbrarsl npiMeHeHHs aMHOIapoHa B
JIOJNITOCPOYHBIX KIMHUYECKHX HCCIIEI0BaHHSIX OKa3alliCh
MIPOTHBOPEYMBLIMU U B OOJIBIIMHCTBE CBOEM HE IIpOJie-
MOHCTPHPOBAJIN CHW)KEHUSI CMEPTHOCTH OT BCEX NMPUYMH,
3a CYET CHIKEHMSI CMEPTHOCTH oT aputmud [ 138]. Tonbko
M3BECTHBIM MeTa-aHanu3 13 uccienoBaHU ¢ MCHONB30-
BaHueMm amuonapona (Amiodarone Trials Meta-Analysis
Investigators) [139] y noctiH(papKTHBIX OOJBHBIX U 0OJIb-
Hbix ¢ XCH, o0beauHuBIINi 6553 UccaeyeMbIX, TOKa3al
OTHOCHUTEIIFHOE CHIXKEHUE 00111ei cMepTHOCTH Ha 13% (p =
0,03%), HO BBIp@KEHHAs PA3HOPOHOCTH I'PYIII MAIIMEHTOB
(p = 0,058) 3aTpynHseT OMHO3HAYHOE TOJIKOBAHUC PE3YIib-
TaToOB MeTa-aHaJlu3a B TOJIb3y amuonapoHa. Kpome Ttoro,
B Oosntee noznuem uccnenoBannu SCD-HeFT npumenenue
aMHOJIapOHa B KaueCTBE CPEACTBA NEPBUYHON MPOQHIIaK-

TAKIKE BORMOAKHEIY MPOBOLHPYIONNIK (PAKTOPOR [UIA BOSHUKHOBCHIA ACT)
*  Amamrs DK, sapermerprpoeasHoil 8o spene AT, 1 ORI sHe mpreryra AT

«  OneHra Hanod, KIMHIMECKOTo COCTOMHIA H KpaTkint chop anamHesa (primnene garTopor prcka HEC 1 #anod, MospoMiongo MoTospesath eé, a

[

v v

v

Octpriii KopoHapHbIit JleiicrBie NPOBOLMPYIOII WK Iapokeciss A T/OK He HMen TOCTOBEPHOTO TP PyIOLEro akTopa i He Gbu
CHHAPOM KOPPHIHPYeMEIX GaKTopoR OYCAOBJIEH OCTPLIM KOPOHAPHLIM CHIAPOMOM
(FHTOKCHICATFI, 3TTERTPOTHTHEIE FI'TITH
J( SHITOKPHHHRIC HAPYIHCHIN, apHIMOrCHHOE
ReficTRHE TIERAPCTREHHBIX TPETIAPATOR, y
* Pepackymaprisangir, Tpaema, T2TA 1 ap.)
 CIITIMATLHOE +  IlonpoBHeli o0Op AHAMHE3A HIT3HI, AHAMHE3A 3800/ICBAHIA 1 CeMeiiHOIO AHAMHE3A,
METIEAMEHT R HOE = ¢« Perserpargo i anamie 3K 1 eyTounoe MormToprponarnie KT o Xomrepy,
TIEUEHITE, * Oxorapuuorpadms npoeda ¢ aosHposaHHOi (rrsHueckod Harpyroi
* axorapIHOrpaiE ¢ W
ouerwort VBILK |
Yerp i} 1 H TIOJLT) JLEHHE 4{ 'L 'l!
_IV VCIEMHOTO ¢F VCTPAHEHILT
TTomeapernie fa CTPYRTYPHOE TTomospenie Ha «RAHATOTIATHIO OcHoBaHTE
Bropirsan 3afonesante ceprua (HEC, (CHHIPOM YUIMHEHHOTO O3 PERATE
npodakTIRS HHEKC, JKMIL, TKMIL, nHTepeana (T, crHIpoM safomeraHme
BCC W ARTTA, noposat 1 ap.) Bpyrama, KITAT map.) CepaLa
I ITTAHTALTEE l ] OTEYTCTRYIOT
TTET ranmenrang, OLeHEA KIHHITeCKOr0 COCTOAHTET
V KOTOPELX TTALIHEHTS, HOKIIOYeHHe IO TRepagLe e = 4’
AT DA a0 0TeR AT CepLa PmpépHyToe KIIHIMecKoe 0DCIENOBAHIE (TTepetent 00CTeTORAHTI 1
PaIBIBARTCH TIOCTIGTOBATEIEHOCTE 11X BEITOMHEHIA 3ABHCAT 0T TPEIITONATAEMOro 4
CIyeTa 484 nocie 3afoMesaHi) » OnpepeneHne
OHM TIOKA3AHTIOT 1
IMepsuunan npoduuiakrika BCC W I[Tﬁ“_-?mmum
Qr mnaranrangs KT npn @BITK <35% _ i -
TIoBTopHAf olicHKa = Jleuenie ocHoBHOrO 3abonesanis (pesackyrpirsarges pa HBC, * Pementie
DB vepes 6-10 TNPOTEIHPOBAHHE KITAITAHA TIPH TIOPOKax 1 1p. ) BOfTpoca o
Hex, I LeCk0e Haf it «  CrpaTHiraIpsa ]f{m BCC (ompeenenie Noka3arii K nltaoncncmm
OBITK >35% (nponenermie SOH 5 oA KL, PUA,
CTYUAC TOTRTICHILE CHMITTOMOE, KOTopHE . X-Icnmao{mcﬂmcciaoc KOHCYIETHPORAHHE TIPI TOTCEPEHIT HA HATHAUEHITE
MOTYT GHITE 0Gyerornens KT 1om B3 HACTIEICTREHHOe 3af0Nenanie AAIT

Puc. 1. Anzopumm 06cnedosanus nayueHmos ¢ yCMouuuUoll Hcery0ouKoeoil maxuxkapouei uiu puopuinayuei
acenyoouros [2], zoe AAII - anumuapummuueckue npenapamot; AKIDK - apummozennas kapouomuonamus npagozo

acenyoouka; BCC - enezannasn cepoeunas cmepmuv; I'KMIT

- eunepmpodguueckasn kapouomuonamus; /IKMII - ou-

aamayuonnan kapouomuonamus; KT - sncenyooukosas maxuxapousn; UK/[ - umnaianmupyemulii Kapouosepmep-
oepuopunnamop; KIDKT - kamexonamunepzuueckas nonumophuas rneenyooukosas maxuxapous; OUM - ocmpotii
ungpapkm muoxapoa; TIJIA - mpomooamoonus nezounou apmepuu; @BJILK - ppaxuun eviopoca 1e6020 ricenyoou-
ka; DK - puopunnayus sncenyoouxos; IPH - anekmpogpuzuonozuueckoe uccieoosanue.
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tuku BCC He mokasaiio ero mpeuMyIiecTsa nepe; miarnedo
B OTJaJIeHHOM BhbKHBaeMocTh 6onmbHbIX XCH [71].

B nesnom, npu ornpesesicHHbIX 00CTOsSTEILCTBAX, aH-
THAPUTMHYECKHE MPEnaparsbl MOTYT ObITh d((PEKTHBHBIM
JIOTIOJTHEHUEM K JICUCHHIO MALUEHTOB, MPEIpacnoIoKeH-
HBIX K BO3HUKHOBEeHHIO JKA, 07IHaKO B CBSI3H C IOTECHIH-
QIBHBIMM TIOOOYHBIMU d(pPEeKTaMH, aHTHAPUTMHYECKHE
Ipenaparsl claegyeT UCIONb30BaTh C OCTOPOKHOCTHIO. B
HaCTOSIIIIEM pasJiesie 00CyK/JaeTcsi MeIMKaMEHTO3HOE Jie-
yenue JKA, HarpapieHHOE Ha MPO(UIAKTHKY PELUINBOB
KT (tabm. 5).

Kaxaplii mpemapar MOTEHIMANBHO CIIOCOOCH BBI-
3bIBaTh HeXenaresbHble AQ(EKTHI, B TOM YHCIIE MTPOAPUT-
Mudeckue. MHorue AOCTYyIHBIE CEepAEYHO-COCYAUCTBIE U
HEecCepeUHble Mpenapartbl MOTYT BBI3BIBATH CHHYCOBYIO
OpauKapanIo, yrHeTaTh IpoBeieHue Ha ypoBHe AB y3man
cuctemsl ['nca-Ilypkunbe, npuBons kK pazButuio AB-0io-
Ka 16l MM OJIoKa bl HOXEK my4ka ['mca. Jlpyrue npenaparsi
YBEJIMYMBAIOT BPEMSI PETIOISIPU3AIMU U YUTHHSIOT MHTEP-
Bast QT. Takum 0Opa3oM, aHTHAPUTMHYECKUE TIPENapaThl,
HM3MEHsSISI MPOLIECCHl JCHONAPU3aLU, PACHPOCTPAHEHUS
BOJIHBI BO30YXK/ICHUSI M PETOJISIPU3ALIUK B TKAHIX Cep/la,
MOTCHIMAIBEHO CIIOCOOHBI MHUIIMMPOBATh Pa3BUTUE W/HIH
yCYTYOISITh TSDKECTh TEUEHHS Y)KE MMEIOLIUXCS YTPOXKaro-
X Ku3HK KA, mpudem ¢ 0oJblIel BEpOsSTHOCTBIO, YeM
9TO JEMOHCTPUPYIOT HEKOTOPBIC HECEPACUHBIE NTPenapaTsl,
KOTOpBIE TaKXkKe MOTYT y/UIMHATh uHTepBan QT nnu 3amen-
JIITh BHYTpHXKETy10uKkoBoe nposenenue [140, 141].

BaxHo TO, uTO aHTHapuTMHUYecKue mnpemnaparsl [A
Kjacca (HanmpuMep, XUHUIUH, JW30NHUPAMHI), KOTOpbIe
OJIOKUPYIOT HATPUCBBIN TOK, OJOKUPYIOT TaKKE M OBICT-
PBIil KOMITOHEHT KaJIHEBOTO TOKA 3a/IEP>KAHHOTO BBINPSIM-
JIeHHs1 (OJHOTO U3 TOKOB PENOJSIpU3aLUM), YUIUHASA, TeM
cambiM uHTepBai QT. [ToaToMy omacHO UCMONB30BATH 3TH
Ipernaparsl y MalueHTOB, YK€ MONTydYarollluX MeAUKaMeH-
ThI, yutHstone nHtepBai QT, a Takke y NalMeHTOB ¢
HACJICCTBEHHBIM CHHJPOMOM Y/UIMHEHHOTO HHTepBaja
QT. HenaBHo ObLIO 1MOKa3aHO, YTO HEKOTOPHIE OJIOKATOPHI
HaTpPUEBBIX KaHAIOB(TpenMyiiecTBeHHO IB kinacca, Hanpu-
Mep MEKCHWJICTHH, a Takxke (IIeKauHu - npeacrasurens [C
KJIacca) MHTCHCHBHO OJIOKMPYIOT HE TOJBKO HATPUEBBIN TOK
OBICTPOH IETOISIPU3AIINH, HO U TIO3/THUIT KOMITOHEHT HaTpH-
€BOro TOKA, yYacTBYIOILEro B penofspusanuu. braronaps
TakoMy S(QQEKTy 3TH Ipenaparbl COCOOHBI YKOPauHUBaTh
uHTepBan QT y ManueHToB ¢ CUHAPOMOM YATMHEHHOTO UH-
tepBasia QT 3-ro Tuma, NpUUUHOI KOTOPOTO SIBISIFOTCS MY-
TalUH, CIOCOOCTBYIOLINE YCUIICHUIO TTO3/JHEr0 HaTPHEBOTO
Toka [142]. Takum 00pa3oM, MEKCWICTUH U (PICKAUHU
MOT'yYT OBITh MCIIOJIb30BaHbI I yKopoueHust nHTepBana QT
pu 3-eM TuIe CUHApoMa yuinHeHHoro uarepsana QT (cm.
paznen 8.1). HensBecTHO, MOXKET JIM OBITH JJOCTUTHYT I10JI0-
JKUTEIIbHBII PE3YJIBTaT OT UCTIONB30BAHNUS ATUX OJIOKATOPOB
TIO3/IHETO HAaTPHEBOTO TOKa (MEKCcUTWIIA, (riekanHnaa) mpu
JPYTUX THIIAX BPOXKIEHHOTO CHH/APOMA Y/UTMHEHHOTO WH-
tepBana QT, a Takke B ciydasx yanuHeHus uHTepBana QT,
BBI3BAHHOT'O MTPHUEMOM JIEKapCTB.

OpueHTUpOBOUHAs YacToTa yniuHeHust uatepsaia QT,
CBSI3aHHOTO C MPHEMOM MEAMKAMEHTOB, C MOCIETYIOLIIM
pa3BUTHEM JBYHAIpaBjIeHHOH BepeTeHooOpasHoit KT Tumna
«mmpy>™» 1 «Torsade de pointes» (Tdp), mo naHHBIM He-
JTABHETO HEMELIKOTO HCCIIeJOBAHMS COCTABNSACT 3,2 cilyyas Ha

16

1 MusoH uenoBek B Toj [ 143]. Maneifiiee npeanonokeHue
0 ToM, uTo JKA SIBJISIOTCS CIEACTBHEM MEIMKaMEHTO3HOW
AQHTHAPUTMUUECKOH Teparuu, TpeOyeT HEeMEeIUICHHOW OTMe-
HBI JTI000T0 JICYEHHS], TOTEHIIAIBLHO «BHHOBHOT0» B 9TOM, 1
o0ecriedeHus! TIIATeIbHOTO TMHAMHYECKOT0 HaOMIOeHHs 32
nareHToM u napamerpamu ero DKT.

B cBere pesynsraros uccnenonanust CAST [144], no-
Ka3aBILIEro BO3pacTaHUe YacTOTHI CITy4aeB CMEPTH U Heda-
TaJBHOW OCTaHOBKM CepJla CPeir IMOCTHH(APKTHBIX Ma-
IUCHTOB, MOJYYaBIINX YHKauHUI win ¢uiekaunun (7,7%),
10 CpaBHEHMIO ¢ Tpynmnoi mmianedo (3,0%), npumeHeHue
JOOBIX OJIOKATOPOB HaTpueBbIX kaHamoB IC kiacca mpo-
THUBOIOKA3aHO TAlMEHTaM, MEpPeHeCIIUM HH(papKT MHO-
Kap/a, a TaKkKe MalueHTaM ¢ IpyruMu (opMaMH OpraHu-
YECKOT0 MOPaKeHUs! Cep/ia, IIPUBO/SIIUMI K 3HAYUMOMY
cumxenno OBJDK, mosiBIeHUI0O U MPOrpeccUpOBaHUIO
xpoHndecko! CH. DTo mpoTuBONOKa3aHue B LEJIOM pac-
IIpOCTpaHseTcs U Ha Apyrue npenapats! | kimacca. OgHaxo,
NIPY Ha3HAYECHUH MOCTHH(APKTHBIM OOJILHBIM ITpEnaparoB
IB kiacca (MeKCHIIETHH, ()EHUTOHH) C IIEJIbIO MO/IABICHHS
KA, no pesynbratam MeTa-aHau3a HE TIPOUCXOIHUIIO 3Ha-
YHMOTO HapacTaHMUs YUCIIa CMEPTEIbHBIX HCXO/I0B, HO B TO
JKE BpeMsl He TPOMCXOAMIIO M UX CHIbKeHus. [1o aToi npu-
YHHe, Y OONBHBIX C OPraHMYECKUM IMOPAXKEHHEM Cepala
(nepeneceHHbIN MH(APKT MUOKApAA M JIp.), YTPOXKAFOIIH-
Mmu ku3HU JKA u Beicokum puckoM BCC ncnonb3oBanue
3THUX CPEICTB INPEACTABISETCS BO3MOXKHBIM JIMIIbL MOCIE
UMIUIAaHTaUU Kapauoseptepa-aedudpumisatopa (MK]),
C EJIbI0 YCTPAHEHHS WM CHIIKCHUS 4aCTOTHI PELUIUBOB
KA, kak 3T0 npezacTaBieHo B pazaene 6.3 (CChUIKM Ha UC-
TOYHHKH U 00CYKIICHUC TIPUBEIICHBI B paszieie 5).

Vcnonp3oBanue AaHHBIX IPENaparoB MpU Haciem-
CTBEHHBIX CHHAPOMAX, CONPSDKEHHBIX C pa3BuTHEM JKA
(CMHIPOMBI YAJIMHEHHOTO M yKOpoueHHoro nHrepsana QT
[kpome LQT3], cunapom bpyrana), u mpu xapanomuona-
THUSIX, HE YKJIJIbIBACTCS B C(OPMYIIMPOBAHHbIC OKA3aAHMS
K UX MIPUMEHCHHUIO (TalII. 5).

B Poccum, cutyanyst ¢ aHTHapUTMHUYECKUMH TTperna-
paramMy HECKOJIBKO OTJIMYAETCSl OT TAaKOBOH B OOJBIIMHC-
TBe crpaH EBponbl. Ha MOMEHT mosiBIE€HHs HacTOSIIUX
pEeKOMEHJallMii y Hac He 3aperucCTPUPOBAaHbI TAKWUE aH-
THAPUTMUKH, HCHONb3ylommecs: i jedennst JKA, Kak
Oera-aspeHOOIOKATOpP - HAJ0JION, TU30NUpaMu, (iekan-
HUJI, MEKCWJICTHH, XMHUIUH. He 3apeructpupoBan Takxe
M30IIPOTEPEHOII, MPUMEHSIOIIUICS uist ipoBokanuy JKA
B xoze sHAoKapauaibHoro DDU, a taxke Ui JeueHus
JBXT, anekTpuuecKoro mropma u OpaJuKap/ .

4.2.2.1. Bema-adpenobroxamopul

MexaHn3M aHTHApUTMHYECKOro jaeicTBusi [B-aape-
HOOJIOKaTOpPOB BKJIIOYAET B CeOsl KOHKYPEHTHYIO ONIOKay
OeTa-aJpeHOPEIEITOPOB, YUACTBYIOLIUX B CUMITATHYECKUX
IYCKOBBIX (hakTopax pazsutusi J)KA, 3aMe/JIeHue CHHYCOBO-
TO PUTMa U, BO3MOXKHO, IO/IABJICHUE M30BITOYHOTO BBICBO-
OOJK/IeHMSI KAJIBIINS Yepe3 KaHaJIbl pelerTopa pUuaHo/InHa.

Bera-anpenobnokatopst 3(HEKTUBHO TONABIISIOT Ke-
JYJIOYKOBYIO SKTOIMYECKYIO aKTUBHOCTh W JKA, a Takxe
camxkator puck BCC npu pasnuuHbIx 3a00eBaHus cep/la,
Kak TpH HaJIM4YKK, Tak ¥ npu orcyrcrBun CH. Dto addex-
TUBHBIC U B LIEJIOM O€301acHbIe aHTHAPUTMHYECKHUE TIperia-
parTbl, KOTOPBIE MOYKHO pacCMaTpHBarh B Ka4€CTBE OCHOBBI
MPOTHBOAPUTMHUYECKOI Teparnuu. OJHAKO 10 JaHHBIM He-
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Tabnuua 5.

Anmuapummuueckue npenapamol, UCHOIb3YEeMble 8 JIeUEeHUU IHCELYOOUKOBbIX APUMMUIL (CM. NPOOOIICEHUE)

AAIT (KID*

Hesxenarensublie a3 dexTs

IToxazanus

IIporuBonokasanus co croponsl CCC,
MEpBbI TIPEIOCTOPOKHOCTH

Jwuzonupamu
(I-A)

OTpuLarenbHbI HHOTPOII-
HBIN 9 PEKT, aHTHXOIIH-
Heprudeckue dpeKTsl;
apUTMOTCHHOE JIeHCTBHE
(monomopdHas XKT, penkue
ciydau Tdp, Tpanchopmarius
@I1 B TII).

KD, KT,
KA nipu
'KMIT

BHYTpIKenynoukoBoro nposenenus; UbC, pa-
Hee TiepeHeceHHbIN nHpapKkT Muokapaa; XCH;

JuchyHKIMs cCHHYCOBOTO y3i1a (1IpH OTCyTC-
tBuM DKC); cepbe3nble HapyuieHus AB-mpo-
Benenus (rpu orcyrereun DKC); HapymeHus

camwkenne OBJDK; runorensus.

IIpokannamu g
(I-A)

1000-
4000

Cblllb, MHAJITHS, BACKYJIHT,
THIIOTEH3Ms1, BOJYAHOU-
HOTIOOOHBIN CHHIIPOM,

arpaHyJolnnTO3, OTPHULIATEIIb-

HBII MHOTPOITHBII AP PEKT,

OpaauKapausi, pacuIupEHHE

tBun DKC); OII/TII (1pu oTCyTCTBUM TEpaIiu

JlucdyHKIMs CHHYCOBOTO y3i1a (MPH OTCYTC-

mpenaparam, oiokupyromumu AB-miposene-

K3, KT.

komriekca QRS, aputmoren-

Hoe neiicteue (JIBXKT-Tdp,

monomopdnast KT, Tpanc-
¢dopmanus OIT 8 TII).

Hue); TsokEnble HapymeHust AB-npoBenenns
(mpu otcytcTBrn DKC); HapyIeHUs] BHyTpIOKe-
nmynoukoBoro nposeneHus; UbC, panee nepene-
cennbliil nHpapkt muokapaa; XCH; camxenne
OBJDK; runorensus; cuaapom bpyrana.

XUHUIUH
(I-A)

600-
1200

TowHoTa, AMapes, Hapyle-
HUSI CITyXa U 3peHHs, CITyTaH-
HOCTH CO3HAHUS, TPOMOOITH-
TOTICHNUS], TEMOINTHYECKAs
aHeMmus1, aHa(hUITaKCHs,
apTepHaIbHas THIIOTCH3HS,
yckopenue AB-npoBenenus,
ApUTMOI€HHOE JICHCTBUE
(tpancdopmarmst OIT B TI1,
JBXT-Tdp).

XD, KT,
DK,
SQTS,
CHHAPOM
Bbpyrana

JrcyHKITHS CHHYCOBOTO y37a (TIpH OTCYTCTBHH

OKC); OIV/TII (mpu OTCYTCTBUY TepaITiy Tpe-
nmaparamu, Omoxupyromumu AB-mpoBenenue),
TSDKeINbIe Hapy1eHns AB-nposenenns (pu
orcyrctBun OKC); HapyIIeHHS BHY TPIDKEITY-
noukoBoro nposenenus; UBC, panee mepene-
ceHHbIN nHpapkT Muokapaa; XCH; camkenne
OBJDK; runoreHsust; HacJleICTBEHHbIN CUHAPOM
yanuHeHHOTo nHTepBana QT; KIMHuuecKne
COCTOSIHMSI M TIPHEM TIPETIapaToB, YIHHSIONINE
naTepBan QT.

MekcuneTnx
(I-B)

500-
800

Tpemop, auzaprpus, romo-
BOKpY’KEHHE, HApyIICHHS
(YHKIINHT JKeTyJ09HO-KHUIIEed-
HOTO TPaKTa, THIIOTEH3NS,
CHHYCOBasi OpazuKapys.

KD, KT,
LQTS3

JucyHKIHS CHHYCOBOTO y3I1a (TIPH 0TCyTC-
tBun DKC); Tshxensle HapymeHus AB-mpose-
nennst (pu orcyterBun JKC), Tsoxenas XCH;
cumxenne OBJDK; HacieCTBEHHBI CUHAPOM
yumHerHoro uaTepBana QT (kpome LQTS3)

dennronn
(I-B)

100-
300

TonoBOKpyKeHHUE, HAapyIIIe-
HHE KOOPIUHALINH JBHU-
JKEHHH, TPEMOp, HUCTArM,
BO30YXKJCHIE, HAPYILICHUS
(bYHKLIH JKEeTYI0YHO-KH-
IICYHOTO TPAKTa, CHHYCOBasI
OpauKapaus, TUIepILIa3us
néceH, (onneBo-nepUINTHAS

AHEMHSI.

KD, KT

JuchyHKIHS CHHYCOBOTO y371a (TIpH OTCYT-
ctBun OKC); Tsoxensie Hapymenns AB-npose-
nenust (mpu orcyrerBun DKC), tsoxenas XCH;

cHmkenne OBJDK.

AnnanuHuH

(I-C)

75-
150

T'onoBokpyxenue, Hapyl1Le-
HU KOOPpAWHAUU, JUITIIO-
IUsl, ApUTMOIEHHOE Jeiic-
tBUe (MoHOMOpGHast KT,

tpancdopmanus DI1 B TII),
OTpMLlaTeHI)HbIﬁ HUHOTPOII-
HBII 9 EeKT; yBennueHne

[IOPOTOB NIEKTPOCTUMYIIALUN
1 1epuOpWIISIIIAN CepALa.

KD, KT

JlucdyHKIHs CHHYCOBOTO y3i1a (MPH 0TCYTC-
tBun DKC); OII/TII (1pu oTCYyTCTBUM TEpaIK
npenaparamu, onokupyromMu AB-niposee-
HHe); TsbKenble HapyleHus AB-nposeaenus
(mpu orcytctBun DKC); HapyIlIeHUs BHYT-
prxenynoukoBoro mposenenus; UbC, panee
nepeHeceHHbld nH(papkT Muokapaa; XCH;
cumkenne @BJDK; mopaxeHue kianaHoB cep-
JIia ¢ HapyIIEHHEeM reMOIMHAMUKH; CHHIIPOM
Bbpyrana; HacneaCTBEHHBIN CUHAPOM YITMHEH-

Horo untepBaia QT.
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Tabnuua 5.

Anmuapummuyeckue npenapamol, UCHONb3YEMble 8 TeUeHUU HCETYOOUKOBLIX APUMMUIL (NPOOOIHCEeHUE,

CM. OKOHUaHue)

[Ipomadenon
(I-C)

450-
900

OTpunareabHbId HHOTPOTI-
HbIH 3 dekT, pacmmpenne
rxomriekca QRS, Hapy-
meHuss AB-nipoBenenus,
OpaauKapausi, apUTMOTCHHOE
nevicreue (MoHOMOp(dHAsS
KT, penxue coyuyaun JIBXKT-
TdP, tparchopmarms PII B
TII), Hapytmenus QyHKITUU
HKEITY0UHO-KHIIEYHOTO
TpaKTa;yBeJIMueHHe Mopo-
TOB AIIEKTPOCTUMYJISLIUH U
neUOPHILISALAN CepLa. .

XD, KT

JuchyHKIMs CHHYCOBOTO y3i1a (1Ipu OTCyTC-
tBun DKC); ®IT/TII (1ipu OTCYTCTBHHU Tepanuu
npenaparamu, ookupyrommmu AB-iposee-
HUE); TsOKeNble HapyeHus: AB-nipoBenenus
(mpu orcyTcTBUM DKC); TSDKEIBIe HAPYIISHUS
BHYTpmKenyaodkoBoro nposenenus; UbC, pa-
Hee TepeHeceHHbI nHdapkT Mmuokapaa; XCH;
camxenne OBJDK; mopakeHue KiiarnaHaoB cep-
JIa ¢ HApYIICHHEM TeMOINHAMUKH;, CHHIPOM
bpyrana; naciiencTBeHHbIH CUHIIPOM YIJTMHEH-
Horo untepBasia QT (kpome LQTS3); mpuem
IpenapaToB, yumHsIomux naTepBai QT.

DTanms3na
(I-C)

150-
200

BripaxxeHHO€E pacimpeHue
QRS, mapymenus AB-mpose-
JIEHUs1, apUTMOTEHHOE Jeiic-

TBHEe (MoHOMOpdHAas KT,
penko - Tdp, Tparchopmanms
@II B TII), TonOBOKpYKEHHE,

HapyIIEHHUs KOOPIMHAINH,

JIUTIIIONHS OTPUIATEIBHBINA
WHOTPOMHEIH 3 (deKT; yBenu-
YEHHUE MTOPOTOB AIEKTPOCTHU-
MYJSIAN | IS PUOPUIITAIIIH

cepana.

XD, KT

JucyHKIIS CHHYCOBOTO y3a (TIPH 0TCyTC-
tBrn DKC); Tshxensie HapymeHus AB-mipo-
BepeHus (mpu orcyrerBun DKC); HapymeHns
BHYTPIDKEITYyN09K0BOTO TIpoBeneHus; OIT/TII
(TIpm OTCYTCTBHUH Teparuy npernapaTamu,
omoxupytommmu AB-niposenenne); UBC, panee
nepeHeceHHbI nHpapkT Muokapaa; XCH; cau-
xenne @BJDK; nopakeHue KianaHoB cepALa
C HapyIIeHHEeM TeMOIMHAMIKH; CHHAPOM bpy-
rajia; HacJIeACTBEeHHBIN CHHIPOM Y/UIMHEHHOTO
naTepBana QT.

dnexannua
I10)

200-
400

OTpunarenbHbI HTHOTPOII-
HBII 9 deKT, pacimmpeHne
rkomriekca QRS, Hapyuienue
AB-npoBeneHusi, CHHyCOBast
OpauKap/ust, apUTMOT€HHOE
neiicTBue (TpaHcdopmarus
@II B TI1, moHOMOphHAs
KT, penxue cinyuan JJBXT-
Tdp), noBermenue pucka
cMepTH rocie nHpapkra
MHOKap/1a;yBEJIINICHHE T10-
POTOB ANEKTPOCTUMYIIALIUH U
e GUOPHILISAIAN CepLa. .

KD, KT,
KIDKT

JuchyHKIMS cCHHYCOBOTO y3i1a (TIpH OTCyTC-
tBun OKC); OII/TII (1pu oTCYTCTBUM TEparuu
npenaparamu, onokupyronMu AB-niposere-
HUE); TshKeJble HapymeHus: AB-nposenenns
(mpu orcyrctBun JKC); HapyIIeHHs BHYT-
pmxenynoukosoro nposenenus; UbC, panee
nepeHeceHHbl nHpapkT Muokapaa; XCH;
cHmwkenne OBJDK; nopaxxeHue knamnaHoB cep-
Ja ¢ HApYLIEHUEM reMOJNHAMUKH; CHHIPOM
Bpyrana; HaciecTBEHHBIH CHHIAPOM YIJIHHEH-
Horo nnrepsana QT (kpome LQTS3); mpuém
npenaparosB, yaauHsomux uarepsai QT.

bera-agpeno-
GI10KaTOPHI

(D

PII

Bbponxocnasm, runoreHsus,
OTpHLATENLHBI HHOTPOTI-
HBIH 3G eKT, cuHycoBast
opanukapausi, AB-01okana,
TIOBBIIICHHAS yTOMIIIEMOCTb,
JIeTIpeCcCHsl, CEKCyalIbHbIC
paccTpoicTBa, CUHIAPOM
OTMEHBI

KD, KT,
®X B ToM
qyucie
npu XCH,
BCYH QT,
KIDKT

BripaskeHHast AMCYHKIMS CHHYCOBOTO Y31
(npu orcyrctBun IKC); TspKenble Hapy1e-
nust AB-niposenenust (npu orcyrcreun DKC);
OpauKap s, THIOTEH3HS, JIEBOXKEITYI0UKOBAsI
HEJI0CTaTOYHOCTh B OCTPOM NEepHOJie NH(APKTa
MHoKapna; aekomnencupoBanHas XCH; cteHo-
kapaus [IpuHiMerana, GpoOHX000CTPYKTHBHBIN
CHUHJIPOM.

AMuonapoH
(I1D)

200-
400

[THEeBMOHUT, abBEOJIUT,
¢$uOpO3 JNEerKux, rUIO0- U
TUIIEPTUPEO3, HEMponaTuu,
OTJIOKEHHS B POTOBHIIE,
(dhoroceHcubOMIM3aIus,
MU3MEHEHHUS OKPACKH KOXKH,
renaToTOKCUYHOCTh, CHHYCO-
Bas Opagukapaus, yJUIMHEHHE
untepBana QT, kpaiiHe penko
- ABXT-Tdp.

KD, KT,
DX, B TOM
quUCIIe U

XCH

Knuangeckue coOCTOSHUS U COMyTCTRYIONIAs Te-
panus, COnpsKeHHBIE C YIIUHEHUEM HHTepBaia
QT; HacneaCcTBEHHBINA CUHAPOM YJIMHEHHOTO
nntepBana QT; cuHycoBas Opaaukapaus; 1uc-
(YHKIMSI CHHYCOBOTO y3J1a (IIpU OTCYTCTBHU
OKC); Tsoxensie HapymieHns AB-nposeneHns
(mpu otcyteTBuu DKC)
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JTABHETO PETUCTPA, BKIFOUMBIIETO B ceOst 34 661 marueHTa
¢ octpbiM uH(papkrom Muokapaa (OMIM) ¢ noxbemMoM nim
6e3 nogbema cermenTa ST, ObIIIO YCTaHOBIICHO, YTO Y TAIH-
€HTOB C JIByMs1 U OoJiee (hakTopaMu PHCKa KapJHOTEHHOTO
moKa (TakuMH Kak Bo3pacT >70 JIeT, 4acToTa CepICYHBIX
cokpamienuit >110 ya. B MUHYTY, CUCTOJIMYECKOE apTepH-
aneHOoe JaBieHue <120 MM PT.CT.) pUCK IIOKa WIH CMEp-
TEJILHOTO MCXO/Ia 3HAYMTEIILHO BO3pacTaeT Ha (hoHe prema
B-anpenoonokaropos (OMM 6e3 mompema ST: OIIl 1,23
[95% AU 1,08, 1,40], p = 0,0016; OUM c noagbemom ST:
OIII 1,30 [95% JI1 1,03, 1,63], P=0,025) [145].

OpnHako B 1I€7IOM, [(-aapeHOOIIOKATOPBI SBIISIOTCS
npenaparamy nepBoii JMHUM B JiedeHnu KA u npodunak-
tuke BCC.

4.2.2.2. Amuodapon

AmuonapoH o0najaer IUPOKMM CHEKTPOM Jiei-
CTBHs, KOTOPBI BKJIIOYAaeT B ceOsi OJOKaay HaTPUEBBIX
KaHaJIOB, 00ECIIeUNBAIOLINX ACTIONSAPHU3ALIIO, H KAJIUEBBIX
TOKOB PEToJIsIpH3aluy KapAnoMuonuToB. Takue ahhexTol,
yepe3 BO3JEHCTBHE Ha MEXaHW3Mbl aBTOMaTHHU U re-entry,
(opMHUpYIOT CIIOCOOHOCTH mIpenapara ycTpaHsath JKA u
MIPEAYNPEXkIaTh UX MOBTOPHOE BOSHUKHOBEHHE.

UccnenoBanue SCD-HeFT nokazano, uto y naunu-
entoB ¢ ®BJIK <35% npumeHeHne aMuogapoHa He MpH-
BOJIUT K YJYUIICHHIO MOKa3aTesell BbDKUBAHUS B CpaBHE-
Huu ¢ mianebo [71]. Oagnako, B OTIMYHE OT OJIOKAaTOpPOB
HaTpUEBbIX KaHaNoB [146], Ha3HaueHHe aMMOIapOHA HE
COMNPOBOYK/IACTCS MOBBIIIIEHUEM CMEPTHOCTH TMALMEHTOB C
CH [147].

MeTa-aHanu3, BKIIOUaBIINN B ceOs 8522 manuenTa,
nepenecmux UM wnu crpaparomux cucroianueckoit CH,
KOTOpbIE B COOTBETCTBHM C DPaHJIOMHU3AIMEH IOTydain
aMHOJIapOH WM IUIane0o, MoKa3ay, 4To CPeid KaKAbIX
1000 manueHToB, MOJYYaBIIMX JIEYEHUE aAMHUOJAPOHOM,
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YAAJIOCh IPEOTBPATUTD 5 CIIy4aeB CMEPTH OT JIFOOBIX TIPH-
4MH, 24 ciaydas CMEPTH OT CepJACUHO-COCYAUCTBIX PUUHH
n 26 ciayuae BC [148]. [1pu aToM abCcoiOTHOE CHIKEHHE
pHUCKa CMEPTH OT JIFOOBIX NpUYMH Ha 1,5% He nocTUIIo
YPOBHSI CTaTUCTHUECKON 3HAYMMOCTH.

[Ipu pnuTENbHOM NMPUMEHEHUH aMHOJapoOHa MOTYT
BO3HUKHYTh CJIOXKHBIC JIEKAPCTBEHHbIE B3aUMOAEHCTBUS U
pasiuuHble HecepeuHble mo0ouHbIe 3(Q(PEKTH CO CTOPO-
HBI ITUTOBUIHON XKeJIe3bl, KOXKH U, B HEKOTOPBIX CIIydasix,
JIETKUX U Ne4eHU. B CBsI3U ¢ 3TUM y NAIMEHTOB, MOJIy4Yaro-
IIUX aMUOJAPOH, CIEeyeT PEryIsIpHO KOHTPOIUPOBATh CO-
CTOSIHUE JIETKUX, [TEYCHU W IIUTOBUIHOM kene3bl. Obmiee
MIPABUJIO TAaKOBO: YEM IMPOAOJKUTENbHEH JIeUeHHE U YeM
BBILIE /1032 aMHOJAPOHa, TeM OOJIbIIE BEPOSTHOCTH OTME-
HBI [Ipenapara 1o NpuuruHe HeXxenaresbHbIX d¢dexros. [To
JIAHHBIM IPEACTABIEHHOIO BhIIIE MeTa-aHanu3a, 10% ma-
LUEHTOB, PAHJOMHU3UPOBAHHBIX B IPYMITy JEYEHUS aMHO-
JIapOHOM, BBIHYKJICHBI OBUTH ITPEKPATUTh Tepanuto [148].

4.2.2.3. Comanor/d-comanon

Coraon, npeacTaBIsIONMA coO0H Hepauemudec-
KyI0 cMech JieBoBpararoniero (60%) u mpaBoBpallaroero
(40%) n3omepoB, OIOKUPYET OBICTPHI KOMIIOHEHT KaJlue-
BOTO TOKa 33JI€P’KAHHOTO BBINPSIMIICHUsS, 00JIaJlaeT CBOM-
cTBamMu Oera-ajapeHo0nmokaropa u 3pEeKTHBHO MoaBiIseT
KA. Coranon Oe3omacen mis maruentoB ¢ MBC [149,
150], ecnu y Hux Het comytcTBytomeit XCH. Tak, B uc-
cnefoBaHuy Ha 146 namuenrax ¢ ycroitunsoit XKA u MKJ]
COTaJION CYIIECTBEHHO YMEHbIIAal YacTOTy HOBTOPHBIX
3MU30/10B ycToiunBoi JKA 1o cpaBHEHHIO C KOHTPOJIBHOM
IPYIIIOi, B KOTOPOI NAallMeHTHI HE TIOJTyYalld aHTHAPHUTMH-
YECKUX IpEeraparoB; HO MPH ITOM JICUEHHE COTAIONIOM He
Croco0CTBOBAJIO YIIYUIIICHUIO BhDKUBaeMocTH [151].

Uccnenosanne ¢ d-cotanonoM (IpaBoBpalaronuM
M30MEpPOM COTaJloNa), He obnanaronuM B-0IoKupyronen

Tabnuua 5.

Aumuapummultecxue npenapamaol, UCNROJIb3YeMble 6 J1eHeHUU JiceﬂyoollKOKIzlx apummuﬁ (okouuauue)

JIuchyHKITHS CHHYCOBOTO y31a (TIPH OTCYT-
Amnanorn4Ho oera-aape- ctBun DKC); napymenus AB-nposenenus (mpu
Coramon™* 160- HOOJIOKAaTOpaM, YUIMHEHHE KD, KT, orcyrctBun DKC); Tsxenas XCH; cTrenokap-
(11T 320 unrepsana QT, apurmoren- | (KA ¢doune | nus [IpuHnmMerana; HacIeACTBEHHBINH CHHIPOM
Hoe aevicteue (IBXT -Tdp), | AKIDK) YIUTMHEHHOTO nHTepBasia QT; KTuHUYeCKue
CUHAPOM OTMECHBI COCTOSAAHMSA U TIPUEM IIpEIiaparoB, YIJIUHAIOIINC
uaTepBas QT, 6poHX000CTPYKTUBHBIN CUHAPOM
OTpunateIbHBI HHOTPOTI- JucyHKIHS CHHYCOBOTO y31a (TIPH 0TCyTC-
HBIH 3 dekT (ocodeHHO @acuu- | B DKC); TsoKenbie Hapymierns AB-miposene-
Bepanamin 120- npu camkeHHo @BJDK), kymspHas | Hus (mpu orcyrerBun DKC); Opaankapaus, Tu-
av) 480 | CPUbs HapyLIeHus ¢yskouu | KT; KT | moTeHsus, 1eBoKeTyI0IKOBasi HEAOCTATOYHOCTh
JKeTMyIouHO-KuIedHoro Tpak- | u3 BTIDK | B octpom mepuone napapkra muokapaa; XCH;
Ta, TUIIOTEH3Us1, CHHYCOBAasI u BTJDK 3HaunTensHoe cHikerne OBJDK; OIT/TII y
Opanukapausi, AB-6mokazna. 601BHBIX ¢ cHHIpOM WPW

3neck u nanee, AIIII - antnapurmudeckuii npenapar, KI1 - knaccudukanus npenaparos, * - no E.M.Vaughan Williams
¢ nononHenusimu D.C.Harrison, JIC/] - anana3oH cyTOuHBIX /103 (IpUEM BHYTPb, MI/CYT) HUCIIOJIb3YEMBIX IPH JICUCHUU
B3pocibix nanueHToB, CCC - cepJeYHOCOCYNUCTas CHCTEMa, ** - COTaI0l MOXKET OBITh HCIIONBE30BaH y 00ibHBIX AKIDK,
OJIHAaKO JIaHHBIE O ero AP EeKTUBHOCTH N OE301IaCHOCTH ITPU JaHHOM 3a00JIeBaHMU NPOTHBOPEYnBHI, AB - arpnoBenTpu-
kyisipubiil, [ KMII - runeprpoduyeckas kapanomuonarusi, JKJ - sxemyaoukoBast sxcrpacucronust, TI1 - Tperneranue npen-
cepauii, OB - ¢pakuus BeiOpoca, OIT - pudbpmwwisiims npencepauit, XCH - xpoHudeckas: cepeyHas HeI0CTaTOUHOCTh;
OKC - anexrpokapanoctumyisitop; LQTS - cunnpom ymmaenHoro nnrepsana QT, Tdp - nonmumopdnas xemynouxkoBast
taxukapaus Tuna mupyast (Torsade de pointes), WPW-cunnpom - curgpom Bonbga-Ilapkuncona-Yaiira, BCYU QT -
BpPOXKJEHHBIN cunapoM yauinHeHHoro uaTepBana QT, BTIDK u BTJIX - BbIBoAHOM TpakT NPpaBoro U JeBOTO XKeITyI0UKOB.
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AKTHBHOCTBIO, U SIBJISIONIMMCS TOJBKO OJIOKaTOpoM ObIc-
TPOro KOMIIOHEHTa KaJHEeBOTO0 TOKA 3aJEpP>KaHHOTO BbI-
MPSIMJICHUS, B KOTOPOM MpPUHSIU yuacTue 3121 manueHt ¢
muchynkiper JDK mocne nepeHeceHHOro HH(papKTa MHO-
Kap/a, ObUIO IOCPOYHO MTPEKPAIIEHO B CBS3HU C MOBBILICHH-
€M IoKa3aTesiel JIETAIbHOCTH B IpyIie jJedeHus d-coraio-
JIOM I10 CPABHCHHIO C TPYIION 1anedo (OTHOCUTEIbHBIN
puck 1,65 95% U 1,15, 2,36], P 1- 0,006). BeposiTHoii
MPUYNHON SIBUJIOCH JKEITYIOYKOBOE APUTMOICHHOE JeH-
CTBHE IIpenapara, X0Tsd yAaJoch JOKyMEHTHPOBATh JIUIIb
Heckonbko ciydaeB JIBXT (Tdp) [152]. [Toatomy, y aToii
KaTeropuy OOJIBHBIX COTAJOJ MOXKET Ha3HAyaThCs JIMIIb
nocine npeasapurenbHoit umrutantaruu UK. Beibop un-
JMBHYaJIbHOM TEpareBTHYECKON 7103l TPEeOyeT TIIaTelhb-
Horo koHTpostst DKI, ocobeHHO y ManueHToB ¢ HU3KUM HH-
JICKCOM Macchl TeJla U HapyIeHHOH (QyHKIUeH ToyeK.

4.2.2.4. KombuHuposannas mepanusi

Ha ceropnsamHuii 1eHb UMEIOTCA BeCbMa CKYIHbBIE
JIaHHBIE O KOMOWHHMPOBAaHHOM NPUMEHEHUH aHTHAPUTMH-
YEeCKUX MpenapaToB, U UCIOJIb30BaHUE TAaKOTO POAa KOM-
OMHanuMil cieayeT paccMarpuBaTh TOJIBKO B TEX CIydasX,
KOTJa JApYyrue BapHUaHThl JIeYeHHs (MOHOTEpAarus aHTH-
ApUTMHUYECKUM MpenapaToM WM COYETaHHE AHTHApUT-
MUYECKOTO Ipernapara ¢ JIpyruMH KJIacCaMU JIEKapCTBEH-
HBIX CPEJICTB, MPUMEHEHHE aMHO/IapOHa UM KaTeTEePHOM
abnanmun) okaszaiauch Oe3ycrenHbIME B ycTpaneHnH JKA.
EcTh NMONOXHUTENBHBIH OMBIT TPOBEJCHUSI KOMOMHUPOBAH-
HOW TepanmuM OJOKaropaMy HATPHEBBIX KaHAJIOB W OI0-
KaropaMy KaJHMEBBIX KaHAIOB (HampHMEp, MEKCHUJIETHH
B COUETAHMUU C COTAJOJIOM WM aMHOJApOH B COUETAaHUU
¢ ¢nexanHUIOM / pona)eHOHOM) TPH YaCTBhIX PEIMIH-
Bax JXT, HO JnHMIIb y MAalMEHTOB C MMIUIAHTUPOBAHHBIM
nepudpmwuistopom. Y mamuentoB ¢ MKJ] komOunMpO-
BaHHasi Tepanust P-aJpeHo0IIOKaTOpOM U aMHOAAPOHOM
CYIIECTBEHHO CHMXKaeT 4acToTy peuuauBupoBanus KT
U, COOTBETCTBEHHO, YaCTOTYy 3JIEKTPOIIOKOBBIX Pa3psioB,
HaHOCUMBIX ycTpoiictBoM [153]. Onucano mpuMeHeHue
KOMOWHHMPOBAHHOHW Teparuy paHOJIA3UHOM B COUETAHHH C
JPYyTUMH MPOTUBOAPUTMHUUYECKUMHU IIpenapaTamMu AJs Mo-
nasnenust KT, pedpakrepHoit k uHoii Tepanuu [154]. Bo
BCEX CITy4yasix KOMOMHUPOBAHHOTO MPUMEHEHHSI aHTHAPUT-
MHYECKUX ITPEnapaTroB HEOOXOIMM TIIATEIbHBIH KOHTPOIIb
OKT" 1 mapameTpoB pabOThI Cep/Ilia C IEIbI CBOCBPEMCH-
HOTO BBISIBJICHUSI NIPU3HAKOB MOSIBJICHUS WJIM MPOTPECCH-
poBanus auchynknmu JDK, a Taxke BOBMOXKHBIX apUTMO-
reHHbBIX 3()(EeKTOB.

4.2.3. ITanueHTHI ¢ UMILIAHTHPOBAHHBIM

KapAHOBepTepoM-1e(puopuIaTopomM

Muorue nanuentsl ¢ K]l momywaror Gera-ampe-
HOOJIOKATOPBI C LIEJIBI0 YMEHBIICHHS OOOCHOBAaHHBIX M
HEOOOCHOBAHHBIX BMEUIATEIBCTB CO CTOPOHBI YCTPOW-
crBa. [1pu nosropsitommxcst cpadarsiBanusix UK/ cienyer
paccMOTpeTh MEepexos Ha COTAaloJN C IENbI0 MOJABICHUS
npencepaubix aputmuii u JKA [155]. Oxgnako mnarnueH-
Tam ¢ Tsokenoit aucynkuueit JOK Hasnauares cortanon He
pexomenayetcs. Hepeako y Takux HallMeHTOB CTpPaaaeT
(YHKIMS TIOYEK, TOATOMY COTAJIONy MPEANoYnTaoT Ooee
3¢ GeKTHBHYIO KOMOWHAIIMIO aMHOIapoHa U OeTa-ajpe-
HoOokaropa [153].

Her HeompoBep:KMMBIX JOKa3aTeIbCTB TOTO, YTO
aHTHApUTMHUYECKUE Mpenaparsl yMeHbIaoT puck BAC y
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MAIMEeHTOB C yXKe pa3BUBLICHcA yrpoxaromei xu3Hu JKA.
TeM He MeHee, ecTh JaHHBIE, YTO aMHOJAPOH YMEHbIIIA-
€T MOSIBJIEHUE TaKUX apUTMHI y MAIllMeHTOB, MEPEHECIINX
UM, u y natmentoB ¢ XCH [138, 139, 148], u npeanona-
raeTcs, 4To aMHOJapOH 00ECIIeYNBAET HEKOTOPYIO 3aIIHUTY
OT MOBTOPHBIX Cepbe3HbIX 3MK3010B KA. Ho cHmkeHue
YHCIIa apUTMUUYECKUX CMEpPTEH, TOX0XKe, HE CII0COOCTBYET
YMEHBIICHUIO 001Iel CMEPTHOCTH, a KOJIMYECTBO HEKela-
TENbHBIX SBJICHUN NPH JIEYCHUU aMUOAAPOHOM CTABUT IO
COMHEHHE €ro noiyb3y. Tem He MeHee, y manuenTos ¢ UK/
Teparnusi aMUOIapOHOM, OCOOEHHO B COYETaHHWU C Oera-
a/IpeHOOJIOKATOPaMH, CYIIECTBEHHO YMEHbBIIAET YacTOTY
BMeEIIAaTeIbCTB CO CTOPOHBI ycTporcTBa [153].

V¥V namumentos ¢ UK, crpagaromux mapoKCH3Malb-
HOH WJIM TIepCUCTHUPYIOIeH (UOPHILIIUEH Mpencepaui
(®IT), mpoTekaroliieii ¢ BRICOKOM 4aCTOTON pUTMA HKEITyI04-
KOB, ITOCJIEIHSISI MOXKET OBITh MPUYMHON HEOOOCHOBAaHHOTO
cpabarbIBaHus yCTpoiicTBa. B Takux cilydasx KOHTpOJIb
YaCTOThI PUTMA KETyAOUKOB UMEET KIII0UEeBOE 3HAUCHUE, U
C OTOH LIEJIBIO HCTIOJB3YIOTCS 3-010KaTOPBI HIIH (C OCTOPOXK-
HOCTBIO), HEANTUIPONUPHIMHOBBIC OJIOKATOPBI KaJIbIIMe-
BbIX KaHaJIoB. [Ipu oTcyrcTBUM dddeKTa, NONOKUTEIBHbINA
pe3yNbTar MOXET OBITh JOCTUTHYT C MOMOIIBIO aMHOIAPO-
Ha. B OTHenbHBIX peaKux ciiydasx rnpu Hed(pPEeKTHBHOCTH
MeJMKaMEHTO3HOH Teparuy Win nonbITok adnamu OIT mo-
JKET NoTpedoBarhes abnanust AB-y3na.

[Tanmenram, nepenecmmM HHGAPKT MUOKapjAa WA
HMEIOIIUM JIPYTYI0 OpPraHHYECKyH MaToJOTHI0 cepila,
ocnoxHuBIIytocsa pazsutueM @K nnu peruauBupyomnu-
mu napokcusmamu JKT, enecoodpa3Ho Ha3HaUCHUE aMHO-
JlapoHa B KOMOMHAIWU ¢ -aapeHo0iokaTopaMu, eCiii OHN
oTKa3bIBaroTca 0T ummantanuu MK/ unu koraa sra omne-
panus He MOXKET OBITh BBITIOJIHEHA 110 KAKUM-TTHO0 IPYTHM
MIPUYMHAM.

4.2.4. DJIeKTPOINTHI

BoccTranoBneHne KOHLIEHTpAK Kajusl B KPOBU J10
HOPMAJIHOTO YPOBHSI MOXKET OJIarONpHUSsITHO TTOBIUSTH Ha
cyOcTpar, OTBETCTBEHHBIN 32 BOSHUKHOBEHHE 1 PELIUIUBH-
posanue JKA. BHyTpuBeHHOE BBe/ieHHE Cyibdara Maruus
cneuuduyeckn sdpexrrBHo B ciaydasx JBXT (Tdp).

Hapymienust »nekTpouTHOro OajlaHca XapakTepHBI
quist 6onbHBIX CH, 0COOEHHO NPHM MCHONB30BaHUH BBICO-
KHX 103 AuypeTukoB. HenaBHee nccnenoBanue, BKIKOYaB-
mree B ce0st 38 689 maneHToB ¢ OCTPhIM HHPAPKTOM MHO-
Kapja, nokasasno, yto puck ®X, ocraHoBku cepima win
cMepTH Hanboliee HU30K PU KOHIIEHTpanuy Kamust 3,5-4,5
MMoITb/1 [156].

4.2.5. Jipyrue jJeKapcTBeHHbIE NPenapaThl

WHdapkT Muokapa 1 HeMIIeMHUIecKast KapIuOMHO-
MaTus CONPOBOXKJAIOTCA HEXKeNaTeIbHBIM PEMOJCIUPO-
BaHHEM MHOKap/a JKeJIyAOUKOB. DTH CTPYKTYpHBIE H3Me-
HEHUS U CBSI3aHHBIE C HUMH HapYyIIEHUs] pabOThl HOHHBIX
KaHaJIOB MOBBIIIAIOT BEPOSITHOCTH pa3BuTus JKA. Hekoto-
pble JIeKapCTBEHHBIE Tperaparbl, B TOM YHCIIe HHTUOUTO-
PpBI aHTHOTCH3UHITpeBpartaroriero gpepmenta (AIID), 610-
KaTopsbl perentopa anruoTensuna [ (BPA) u aHTaroHUCTHI
MUHEpaJIOKOPTUKOUAHBIX peuentopoB (AMP), moryt
croco0cTBOBaTh 00PATHOMY PEMOACINPOBAHUIO MHOKAp-
na u camwkarb yacrory BCC [157, 158]. AHTukoarysmsiH-
ThI M(WJIM) aHTUTPOMOOIIUTAPHBIE Tpenaparbl CIIOCOOHBI
CHIDKATh YaCTOTy TPOMOOTHYECKHX OKKIIIO3Wil KOpOHap-
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HBIX apTepuil y ManueHToB BeIcOkoro pucka [159]. Ectb
JIaHHbBIE, YKa3bIBAIOILIHME HA TO, YTO IIPHEM CTATHHOB MOXKET
MIPUBOANTH K YMEHBILICHUIO BEPOSITHOCTH Pa3BUTHUS yIPoO-
sKaromx xku3Hu JKA y marnueHToB Beicokoro pucka [ 160].

4.3. AnmuapummuyecKkue ycmpoicmeda

4.3.1. ImniaHTHpYyeMblii KapaIHOBepTep-

AepudpuILIATOP

WmnnanTupyeMblie KapAnoBepTepbI-1ehruOpuILIsTO-
PBI IPUMEHSIOTCS B KIMHUYeckol npakTtuke ¢ 1980 roxa.
Wznayansao mnst ycranosku WKJL tpeGoBanace Xupyp-
THUYECKOE BMEIIATEeNIbCTBO Yepe3 TOPAKOTOMHBIM TOCTYM
C MOJIIMBAaHUEM JJIEKTPOJOB K XKelynoukaMm. Takoi me-
TOJI UMIUTAHTALMH NPUMEHSIETCSI M CETO/IHS B HEKOTOPBIX
Clly4asix, HO OOJIBIIMHCTBY MAIMEHTOB 3JIEKTPO/bI BBOAST
TPaHCBEHO3HO B TIpaBble KaMephl Cep/Ia sl CTUMYIISIIIN
(omHOKaMEpHOM MM IByXKaMepHOH U OHOXKETYI0UKOBOM
WIN BYX)KEITYJ0YKOBOM) M JUIsl Ie(UOPUILIALUH C TIOMO-
IBIO CITUPAIEHBIX KOHTAKTOB Ha 3J1eKTpojie(ax) B MOJIOCTH
MIPaBbIX OTAEJIOB Cep/iiia N(MiIK) KOpITyca UMILIAHTHPYEMO-
ro nedudpmuisatopa. OCHOBHBIE KIMHHUYECKHE HCCIIEN0-
BaHMs 10 n3ydenuto spdexrusnoctn MK/l npoomumich
C TNPHUMEHEHHEM TPAHCBEHO3HBIX YCTpoOHcTB. Brepsbie
neGuOpHILIIATOPEl OBUIM UMIUIAHTHPOBAHBI JIMLIAM, Tepe-
skuBnM OXK unm ocranoBky cepaua. [locnenyromue uc-
CJIe/IOBaHMS TIOKa3aly MOJIb3y OT MCHONIB30BaHUs aeduo-
PWIATOPOB y MAIMEHTOB ¢ BbicOkUM puckoMm BC. MK
03BOJIsIET NpefoTBpaTuTh BC U MpoUTUTh KHU3HB Malu-
€HTaM, HaXO/SIIUMCS B IPYIITE BBICOKOTO pucka rno BAC,
IIPU OTCYTCTBUH JPYTHX 3a00J€BaHUN, KOTOPBIE OTPaHU-
YHMBAIOT ITPOJIOJDKUTEIILHOCTD JKU3HHM 10 1-2 JIeT Uit MeHee
[161]. HonrocpouyHble UCCIIENOBAHUS TOKa3aIu Y3 PEeKTUB-
HocTh MKJI [162] 1 OMBEHTPUKYJSPHBIX JICKTPOKAPIHO-
CTUMYJISITOPOB C (PyHKLMEH KapauoBepCHU-IePHOPUILI-
uu (CPT-UK/T) [163] mpu cpenneit mpoJomKUTeTbHOCTH
HaOmoieHnst 8 JieT U 7 JIeT, COOTBETCTBEHHO.

C apyroii CTOpOHBI, IPUMEHEHHE JIePUOPHUILTIATOPOB
MOYKET OBITh CONPSKEHO C OCJIIOKHEHHUSIMH, B TOM YHCIIE, C
HE0OOCHOBaHHBIMH CPa0ATHIBAHUSIMH, KOTOPBIE 0COOCHHO
4yacTo HaOIronarTes y neteit [ 164]. B mocnenaem uccieno-
Banuu UKJ[ u CPT-UK]] ¢ Ber6opkoii 6onee 3000 narmeH-
TOB OLICHHBAJIN KYMYJSTHBHYIO YacTOTY HEKeJaTelbHbIX
sIBIICHUI 3a 12 net HabmroneHus, kotopast coctamia 20%
(95% N 18, 22) nist HCOOOCHOBAaHHBIX CpadaThIBAHUIA,
6% (95% JAN 5, 8) st uHGEKIMOHHBIX OCIIOKHEHUH, CBsI-
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3aHHBIX C UMILTAHTHPOBAHHBIM ycTpoicTBOM, U 17% (95%
JIU 14, 21) nns HapymeHus: GyHKIUH AeKTposoB [165].

Hecwmotpst Ha yTBepIK/IeHHBIE ITOKa3aHHs K IPUMEHe-
nuto UK][ y manueHToB, nepeHecnX HHPapKT MHOKapaa
1 MMEIOIINX CHI)KEHHYIO (DpaKIUio BEIOpOCa, B MOIEPK-
Ky KOTOpBIX CBHIETEIILCTBYET OOJNBIIONW 00bEM I0Ka3a-
TEJILHBIX JIAHHBIX, B HEKOTOPBIX CTpaHaX CYyLIECTBYET SIB-
HBIH pa3pblB MEXKIY OQUIHMAIEHBIMA PEKOMEHAAIMSIMHU 1
kiuHU4Yeckoll mpaxtuxoit. Illupoxoe mpumenenune MKJI
OTpaHHYCHO I10 PSY MPUYMH, B TOM YHUCIIE, BBH/Y BBHICO-
KOW CTOMMOCTH yCTPOUCTBA.

4.3.1.1. Bmopuunas npoghuraxmurxa BCC

y nayuenmog ¢ KT

B uccnenosanusix AVID [168], CIDS [166] u CASH
[167] Ha manueHTax, NEPEeHECIINX OCTAHOBKY Cep/la WIN
yrpoxkarornyto kuszHu KA (KA ¢ HectaOWibHOI remo-
quHamukord wm KT ¢ obmopokom), cpauuBamu MK/I-
TEpario M JeUYeHWEe aHTHApPUTMHYECKHUMH Iperiaparamu,
IJIaBHBIM 00pa3oM aMuomapoHOM. Pesymbrarel BceX Tpex
MCCIIEIOBAaHUH OBUTH CXO/IHBI, XOTSI TOJILKO B OJJHOM HCClIe-
noBanun (CIDS) oTmeuanu CTaTHCTHYECKH JIOCTOBEPHOE
CHIDKCHHUE OOIIeH CMEPTHOCTH, a B mcclienoBanusax AVID
u CASH, UK]I-tepanus crnocoOCTBOBaja YMCHBIICHHIO
apuTMu4eckoit cMeptHocTH. ComacHO MeTa-aHalIu3y JaH-
HBIX BcexX Tpex uccienoBanuii, MK/I-tepanus criocoocTBy-
€T YMEHBIIECHUIO apUTMHYecKoi cMepTHOCTH Ha 50% (95%
J1 0,37, 0,67; p=0,0001) u yMCHBIIICHHIO OOIICH CMEPT-
HoctH Ha 28% (95% U 0,60, 0,87; p = 0,006) [169]. AHa-
U3 pe3yasraroB uccaenoanus AVID nokasan, 4yTo nosib3a
or npumeHenus WKJ] naOmonaercsi miaBHbBIM 00pazoMm y
nanuenToB ¢ ®BJIK ot 20% no 34% [168]. DxoHomuuec-
Kast 9()(EKTHBHOCTD TAKOW TEPAIMU SIBIISIETCS TPUEMIIEMOIH,
1 pekoMeHIaluu no ucrnonb3oBanuo MKJI s BropuaHoit
NpO(UIAKTHKN JIEHCTBYIOT YK€ Ha NPOTSHKEHUH Psfa JIeT.
Ha cerognsiimii 1eHb HET AaHHBIX, KOTOPBIE TOTPEOOBAIN
OBl 3HAYMMBIX N3MEHEHHH CYIIECTBYIOIUX PEKOMEH IAIIHH.

4.3.2. Ionko:kHBIH HMIJIAHTHPYEMBIi

KapauoseprTep-1eGpuopuIIaTOP

CJIOXHOCTH TIPUMEHEHUSI DHAOKAPAMAIIBHBIX DJIEK-
TPOJIOB y HEKOTOPBIX MAalMEHTOB, MPUBEIN K MOSBICHHIO
TMIOJIKOYKHOTO 1e(pHOPHILISTOPA C OAHUM WM JIBYMs DJIeK-
TPOJaMH, KOTOpbIE HMIUIAHTUPYIOTCS TIOJKOXKHO, BHE
rpyaHoit monoctu. OOBIYHO, MOAKOKHBINA IePUOPHUILIATOD
pacronaraercsi B ISITOM MeXpeOepbe, MexX1y JICBOW Iepe-

Pexomenoauyuu

Ilpumenenue UK/[-mepanuu ona émopuunoiu npogunakmuxu BCC y nayuenmoe c KT

UK/I-Tepamnust pekoMeHIyeTcs nanueHTam ¢ fokymeHTrpoBanHoit @K, mm XKT ¢ BeIpaKeHHBIMU H3MEHEHHUSIMH T'eMO-
JIMHAMHKH, TIPU YCIOBUH OTCYTCTBHSI MTPEXOASAIINX IPUYMH UX Pa3BUTHS ¥ TTOciie 48 4 OT MOMEHTa Pa3BUTHsI HH(papKTa
Muokapna. [TareHTs! JOKHBI MOTydaTh ONTUMAIbHYIO MEINKaMEHTO3HYIO TePAIHIo U UIMETh IPOTHO3UPYEMYIO TIPO-
JIOJDKUTENIBHOCTD JKU3HU C XOPOIIUM (PyHKIIMOHAIBHBIM cTaTycoM Oornee ogHoro roaa (IA [166-169]).

crarycom 6oree ognoro roxa (ITaC [MD3]).

CrnemyeT paccMOTpeTh BO3SMOKHOCTH mpuMeHeHwst MK /[-Tepannu y TanneHToB ¢ TOBTOPHBIMHE MTH30JaAMH YCTOHIHUBON
KT (v0 He B TeueHue 48 yacoB mociie nH(pApPKTa MHOKApAa), KOTOPHIE MOTYYal0T ONTHUMAIBHYI0 MEIUKAMEHTO3HYIO
Tepanuio 1 uMeroT HopMmansHyto @BJDK 1 oxumaeMyio IpoIoIKUTEIBHOCTD KU3HH C XOPOITHIM (DYHKIIHOHATHHBIM

VY nanuentoB ¢ OXK/ KT n nokazaunsmu k MKJ[-repannn MOXXHO pacCMOTpETh JICYEHHE aMHUOIaPOHOM, €CJIH HEBO3-
MoxxHO mMIuTanTHpoBaTh MK/, mubo nmerorcs mporusomnokazanns K K]l ¢ yueToM cOmyTCTBYIOMIMX 3a00ICBaHUMH,
00 maruenT Bo3paxkaeT npotus uMrutanTammu UK (IIbC [170, 171]).

3nech u panee, UK/ - nmmantupyeMsiid kapauoseprep-aeduopusitop, MO - MHEHHE SKCIIEPTOB, y4aCTBOBABIINX B

IIOATOTOBKEC HACTOAIIUX peKOMeH[[aHI/Iﬁ
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JTHEH U cpefHeN MOAMBIIICUHON JTMHUEH, a SJIEKTPOJl BAOJIbL  AMiHAs CTUMYIISIUS, 32 UCKIIOYEHUEM TeX CIIydaeB, Korjaa
JIEBOTO Kpasi TPYIUHBL. DJEKTPHYECKUH paspsii NPOU3BO-  ITa CTUMYJISILUS HEOOXOIMMa cpasy Hociie cpadaTbIBaHMs
JTATCST MEXK]Ty KOPITYyCOM yCTPOMCTBA U MPOTSDKCHHBIM CIU-  (TIOJKOKHBIC YCTPOWCTBA MOTYT IPOU3BOTUTH CTHMYJISIIIUIO
paJIbHBIM KOHTAKTOM Ha aniekrpoze. Cienyer oTMeTuTb psii B TedeHne 30 cexyHn mocie cpadarbiBanus). [10KoKHbINA
HEJIOCTAaTKOB TOJIKOXXHOTO JIeUOpPWIIATOpA, TAaKMX Kak:  KapAuoBepTep-Ae(pUOPHMILIATOp TaKKe HE MOAXOAMUT MalH-
HEoOXOMMOCTh B BBICOKOHM SHepruu paszpsna (1o 80 J[x),  eHTam, KOTOpbIM HEoOXOnMMa cepieuHas peCHHXPOHU3M-
OTCYTCTBHUE BO3MOXHOCTHU TPOAODKUTENbHON cTumyns-  pyromas tepanus (CPT), u manuentam ¢ TaxHapUTMHUEH,
LU CEePJIlA, OTCYTCTBUE AHTUTAXUKAPAUNHON CTUMYJISIIIUM ~ KOTOPYIO JIETKO OCTAHOBUTD C MOMOIIBIO aHTUTAXUKAPIUH-
Cep/Ilia, CIOKHOCTH C JISTEKIMEeH U YBEINYCHHBIE pa3Mepbl  HOi crumyisiimu. [TogkokHOE yCTpoiicTBO 0COOEHHO y100-
U Bec, 10 cpaBHEeHUIo ¢ 00branbiM UK/ [174]. HO IIPH CJI0KHOM BEHO3HOM JIOCTYTI€, Y MOJIOBIX MallEH-
Pe3ynbrarel HEMHOTOUMCICHHBIX  HMCCIEIOBAHUN  TOB, KOTOPBIM MPEACTOUT JOJTasi )KU3Hb C NMPUMEHEHHEM
MMOKA3bIBAIOT, YTO MOAKOXKHBIC JCHUOPWILIATOPEI MOTYT  Pa3IM4YHBIX YCTPOMCTB, a TAKKE Y MALMCHTOB C BBICOKUM
npenorBpamare BC [172-180]. B Hacrosiiee BpeMst HET ~ pUCKOM OakTepUeMHUM (HArpuMep, IPH HaJIWYUHU TPaHCBeE-
JMAHHBIX 110 JTOJTOCPOYHOI IMepeHocHuMOCTH U Oe3omac-  HosHoro MKJI wu cpa3y moce ero ynanenusi). [lonkoxHbie
HOCTH 3THX YCTPOWCTB, HO BEIyTCs aKTUBHBIC HccnenoBa-  WMKJ[ MOXHO MCIIONb30BaTh sl IEPBUYHON MPOQUIAKTH-
HUS B 9TOM HarpapicHud. B omHOM u3 cambix Oombiiux  ku BCC, omHAKO Ha CETOMHSIIHUI ICHb HET JOJITOCPOYHBIX
ucciieoBanuil ¢ yyactueM 330 MAIMEHTOB, M3 KOTOPBIX  WCCICHOBAHHN C OONBIION BRIOOPKOWM TaKUX MAIUCHTOB, U
304 marnuieHTaM OBUTH YCICIIHO WMIUIAHTHPOBAHBI MOJA-  JIOATOCpouHbie 3(dekTsl mpumMeHeHus moakokHbIx MK/
KOXKHBIE KapAHOBEPTEPHI-1eGUOPIIISITOPBI, TIPOBOAMICS — €lle He ONMUCaHbl. B OTIENbHBIX HCCIIEN0BaHHAX, OTMEUa-
KOHTPOJIb 3P (HEeKTUBHOCTH NePUOPHIUIAIUYN TP CPSIHCH  JIM MOBBIIICHUE YaCTOTHl HCOOOCHOBAHHBIX CpadaThIBAaHUI
nponoiuKkuTebHoCcTH HabmoneHus 11 mecsites [172]. [lpu w1 ocioxHeHHH, TPeOYOIMX TOBTOPHOTO BMEIIATCIILCTBA
9TOM He OBLJIO OTMEYCHO CiydaeB HapyiicHus QyHkiuu [175]. Bo3MoXHO, MaHHBIC Pe3yJbTaThl OBUIM CBSI3aHBI C
AJIEKTPOJIOB, HJIH OCJIOKHEHUI, CBS3aHHBIX C UMIUIAHTAIM-  TOBBIIICHHBIM PUCKOM HEOOOCHOBAaHHBIX CpaOaThIBaHUI B
eif anexTposoB. Bee MHaynMpoBaHHbBIE SMIM30/1bI OBIIM yC-  OTJENBHBIX IPYIIaX MalMEHTOB U C TEM 00CTOSITEIECTBOM,
MeurHo KynupoBanbl; U3 119 snuzonoB cnontanHbix KA,  uro meronuka mpuMmeHeHus: nojakoxubix MK Haxomutcst
3aukcupoBaHHbIX y 21 manmenta, 118 smm3onoB ObuiM B Hawaje cBoero pa3BUTHs. OTHOCHUTEIBHO HEABHO ObLIN
MIpepBaHbl YCTPOWCTBOM M | SIM307 CIIOHTaHHO pa3pe-  ONMyOJMKOBaHBI pe3yJbTaThl MeTa-aHajin3a Ha BBIOOpKe
LIMJICS BO BpeMsi 3apsiiku ycrpoiictBa. HeoOocHoBanHble 852 manueHToB, Te He ObUIO 3a)MKCHPOBAaHO MpodieM ¢
cpabarbiBaHus ObUTH 3auKcHpoBaHbl y 13% manmeHToB,  3JEKTpoAaMH. 3aMeHa KapauoBepTepa-aeduOpuiuIsiTopa
IJIaBHBIM 00pa3oM B CBSI3M C HAJDKEITYJIOYKOBOM Taxukap-  MOTpeOoBaiach TOJIBKO TPEM MAlMEHTaM B CBSI3H C HEOO-
JIMel 1y BocripusitieM T-BouiH, uTo HabIrofanoch y 6oinee  xoaumocTbio crumyssiiun [DK v HeajiekBaTHast CTUMYIIS-
MoJofibiX marueHToB [175]. HemaBHo Obutn omyOnmukoBa- — Iiust ObLIa OTMEUEHA MeHee ueM y 5% manuenrtos [181]. B
HBI pe3yJbTaThl aHaJln3a JAHHBIX PETUCTPA, BKIIOYUBIIE-  HACTOSIIIUN MOMEHT MPOJOIKAIOTCS MPOCIEKTUBHBIE paH-
ro 472 nanmeHToB, 17e 3a 18 MecsieB HaOMOACHUS ObIJIO  JOMU3UPOBAHHBIC HCCIICIOBAHUS, B KOTOPBIX CPAaBHUBAIOT
3atukcrpoBaHo 317 CHOHTAaHHBIX AMU3010B Yy 85 manmeH-  3PQEKTUBHOCTh U OCIOKHEHUS IIPH UCIIOIBb30BAHUHU IO
toB. [Ipu 169 snmu3omax (53%) OBLIO MPOBEICHO JICUCHUE  KOXKHBIX U TpaHcBeHO3HbIX UK/ [173].
KT mnu @XK 1 TONBKO OMH MalMEeHT yMep BCIEICTBUE 4.3.3. Hocumblii kapauoBepTep-aedpuopusisaTop
noBropHOU DK u TspKenoit Opagukapauu [176]. ITo maHHBIM WCCIICIOBAHUM, BHEINHUNA Ne)UOPUILIS-
[TonkokHBIH KapanoBepTep-1eUOPHUILIATOP HE MOA-  TOp C IJIEKTPOJAMH, KOTOPBIN KPENUTCsl K HAaTeJIbHOU py-
XOIUT TAlMCHTaM, KOTOphIM TpeOyeTcs aHTUOpamukap- — Oarike, 3hpekTuBHO pacmo3naeT u npepbiBacT KT u XK

Pexomenoauuu
Ilookosxcublit umnaanmupyemulii Kapouoesepmep-oehuopunnamop

VMmaHTanuio moaKokKHOTo AeduOpriuiTopa cieqyeT paccCMOTPETh B KaueCTBE aJIbTEPHATUBBI 1e(DUOPMILISATOPY C
SHJIOKAPAMATBHBIME JIEKTPOIAMH, y MAIMEHTOB ¢ TMoka3anusMu k MKJ[-repanun B Tex cirydasx, koraa He TpeOyeTcs

aHTHOpaIUKaApIUHHAsT CTUMYIISIIHS, CepIeYHAs PECHHXPOHU3NPYIONIas Teparusi 1 aHTUTaXUKapIUHHAS CTHMYIISIIHS
(ITaC [172, 173]).

VIMIJIaHTANUIO TIOIKOKHOTO JeudpruaTopa Ciaeayer pacCMOTPETh B KaUueCTBE abTEPHATUBBI JA€(HUOPUILISITOPY C
9H/IOKAPAMATBHBIME JJICKTPOJAMH [PU OCJIOKHEHHOM BEHO3HOM JIOCTYIIE, PU MHPEKIIMOHHBIX OCIOKHEHUSX, CBS-
3aHHBIX C MPEIbLIYIMM YCTPOUCTBOM. Bo BCex citydasix, KOrja npuMEHEHHE SHI0KAPIUAIbHBIX JJIEKTPOIOB HEBO3-
MOXKHO, HelleJiecoo0pa3Ho win noteHnuansHo omacHo (1IbC [MD3)])..

Pexomenoauus
Hocumplit kapouosepmep-oepuopunnamop

[Mpumenerne HKJ] MOXKHO paccMOTpETh /7S B3pOCIBIX MAIUCHTOB ¢ HapyIIeHHoH gyHkiwer JOK 1 BeIcokuM prickoM
BHE3aIMHON apUTMHYECKOH CMEPTH B TEUEHHE OIPaHHYCHHOTO MEPHO/Ia BPEMEHH, KOTOPBIE HE SBISIOTCS KaHIHIaTa-
Mu Ha ycraHoBky MKJI (Hanpumep, BO BpeMs OXXKUAAHUS TPAHCIUIAHTAIMN CepAna, oxunanus uMrutantanun UK ¢
SHIOKAPAUATBEHBIME IEKTPOIAMH, TIPH MOCIEPOIOBOH KapANOMHOIATHH, OCTPOM MHOKApANTE U apUTMHSX B OCTPOM
neprone nHpapkra muokapaa) (IIbC [182, 183]).

3nech u nanee, HK/I - Hocumblit kapauoBeprep-aedhudpuiisitop
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[183]. Ha ceromHsmiHmii 1eHb HET MPOCIICKTUBHBIX PAHIO0-  TJEC MOTYT HAXOMUThCS JIFOIH, CIIOCOOHBIC OKa3aTh TaKyHO
MU3HMPOBAaHHBIX HCCIICIOBAHUN 110 U3yueHUIO A((EeKTUB-  MOMOIIb (HampuMep, B a3ponoprax, Ha CIHOPTHBHBIX CTa-
HOCTH 3TOTO yCTPOWCTBA, HO OIyOJMKOBAHO MHOXKECTBO  JIMOHAX, B Ka3MHO), IaKe TIPH OTCYTCTBUHU Y HUX HAaBBIKOB
OIUCAHUH KIMHUYECKUX CITy4aeB, CEpUH CITy4aeB U JaHHBIX  CepiedHo-1erouHoi peanumMaruu [189]. Ouens yacto oc-
perucTpoB (OpraHM30BaHHBIX KOMITAHUEH-TIPOU3BOUTENIEM  TAaHOBKA CEp/Ia BHE JIeUeOHOTO YUpEKICHUS TIPOUCXOTUT
WA HE3aBUCHMBIX ), KOTOPBIC CBUICTEIBCTBYIOT 00 ycereni-  aoma (70%), naxke B MosnomoM Bo3pacte [191], HO B 3THX
HOM TIPMMEHEHUH HOCHMOTO KapAHoBepTepa-1epuOpHlIss-  CiIydasx 4eJOBEeK Yallle BCEro HaXOAUTCs A0Ma OIMH, U OC-
topa (HKJI) y HeOobIIoro 4ncia nanueHToB ¢ BBICOKMM — TAaHOBKY CEpJilia HEBO3MOXKHO MPEJOTBPATUTE C OMOIIBIO
puckoM rnoteHmabHo cMeprenbHbix JKA. Yanr (Chung)  nomamnunx aedudpuiisitopos [192].

c coasr. [184] 3adukcupoBanan 80 3MH30/0B yCTOHYMBON YcraHOBKa aBTOMAaTHYECKUX HapyXXHBIX aehuOpuiI-
KT nmu @K y 59 uz 3569 marmenTos (1,7%) ¢ HK/I. [lep-  naropoB B MecTax oOIIEro MONB30BaHUs, IIE B Ciydac
BBII 10K ObUT ycriemHbIM y 76 u3 76 nanuentos (100%) ¢ ocTaHOBKHM cepiia psoM C YEIOBEKOM HaXOASATCS JpyTrHe
KT nmm ©XK ¢ notepeit coznanust u'y 79 u3 80 nmanueHToB  JIFOAHM, CIIOCOOCTBOBAJIA YMEHBILICHUIO IIOKa3aTeleii cMepT-
(99%) c mro6oii KT nm OXK. B Oornee mo3aHem uccnenoBa-  Hoctu [193]. Paspaboransl crienuaabHbIC MPOTOKOJBI 110
wun OnmredH (Epstein) ¢ coast. [185] nabmomanu 133 u3 ~ 0a30BOM M PacHIMPCHHON peaHUMAIIUH, OIYOIMKOBaHHBIC
8453 nanuentos (1,6%), xoropsie nomy4ymu 309 odocHo-  EBpomneiickum coBetoM no peannmanuu (ERC) n Mexmy-
BaHHBIX cpadaTbiBaHuil ycTpoiicTBa 1 91% ObLIM peaHMMHU-  HApOAHOW KOMHCCHEH MO Cep/IeuHO-JIErOYHON peaHuMma-
posanbl nocie JKA. Takum o6pazom, HK/l Moker cnacth MM ¥ HEOTJIO)KHOW MOMOIIN MPU CEPCYHO-COCYAUCTHIX
JKM3HH MAIMEHTOB U3 TPYIIIBI BEICOKOTO PUCKA, OJHAKO €ro  3a0oyieBaHusX [4], B KOTOPBIX YUYTEHBI Pa3In4HbIC KIMHH-
3¢ eKTUBHOCTH /10 KOHIa HE NOJTBEPK/CHA. Y MAIMEHTOB  4eckue cueHapuiu. COBpeMEeHHBbIE METO/bI CHaceHUs MpU
¢ tpanzutopubiM yxymmenneM OBJDK HKJ moxno nc-  BOC npuBeneHsl B npuiokeHuu: «Peanumalontbie Me-
TI0JIb30BaTh J10 BoccTaHoBieHus GpyHkuun JOK, Hanpumep,  pomnpHsTHS ITPU BHE3AITHOH OCTAHOBKE KPOBOOOPAIICHHS
nocie uHpapkTa MUOKap/Ia, MOCIEPOIOBON KapIHOMHUOTIA- 4.4. Heotruio:kHasi moMolIb NpH ycToitunBbIxX KA
TUM, MHOKapuTa WIM HEKOTOPBIX BMEIIATENIbCTB, B TOM Hawubonee yacto ocraHoBKa cep/ia MPOUCXOANUT Ha
YHCJIe PEBACKYISIPU3AIINU, KOTOPBIC conpoBokaatorcs Bpe-  ¢one KT wu @I, OpaguapuTMuii, aCUCTOIUHU HITH JJICK-
mennoi nucdynknueit JOK [186]. HK]I Takke MOXKHO MC-  TPOMEXaHUYCCKOW TUCCOIMANUU (OTCYTCTBHE MEXaHUYEC-
M0JIb30BaTh AJIsl BPEMEHHOM 3aIlUThI MAllMEHTOB C BBICOKUM KON aKTMBHOCTH Cepjla NMPH HAJUYUHM IIEKTPHUCCKON).
PHCKOM MM paHee nepeHeceHHbIME JKA win y manmenToB,  OTMeYeHO, YTO BbDKMBaeMOCTb TpH JKA Oornee BbICOKas,

OKUJAIOIMX TPAHCILIaHTaLuUIo cepana [187]. [0 CPAaBHEHHUIO CO CIIy4asMH aCHUCTOIMHU, OAHAKO MOCIEN-
4.3.4. le¢puOpnaasiTopsl B MecTax o01iero HHUE CIIelyeT paccMarpuBarh Kak 0Oojiee TepMHUHAIbHBIC,
MOJIb30BAHUS 4YeM cilyda, B KOTOPBIX MPUCYTCTBYET KaKOH-HOO cep-

B OosnpmiMHCTBE cilydaeB OCTaHOBKa cepana npo-  aedHblil putM. B 2010 r. MexayHapoaHbIi coriacuTeb-
HUCXOAMUT BHE CTeH JyieueOHoro yupexaenus [190]. Ilpu  wbeiil komurer mo peanumarmu (ILCOR) yTBepamn peko-
9KCTPEHHOH Ae(UOPHIUIIIMM HAMHOTO BBINIE IIAHCHI HA ~ MEHJAllMM, COCTABJICHHBIE MO WTOTaM MEXIyHapOJHOU
BOCCTAHOBJICHHE HOPMaJBHOTO pHTMa M cTabmibHOro  koHdepenuuu B Jlamiace (mt. Texac, CILA, 2010 r.). bt
Cep/IeuHOro BhIOpOCA, YeM MPU OTCPOUCHHOW neduOpHII-  CO31aH YHUBEPCAJIBHBIH QITOPUTM OKa3aHHs HEOTIOKHOMN
nsiuu. CepleyHo-JIeroyHas peaHuManusl BHE JIeYeOHBIX — ITOMOIIM B CIydae OCTaHOBKHU cepiua (puc. 2).
yupexJaeHuil HamMmHoro Oosiee 3(h(eKTHBHA B COYETAHHU Jlo cux mop HeT eIMHOr0 MHEHHsS O TOM, CIeayeT
C IKCTpEeHHOW nedudOpmwuisanucii, yem 0e3 Hee [188]. B 1M BBINOIHATH CEPACYHO-JICTOYHYIO PCAHMMAIIHIO TEPE
Hacrosiiee BpeMs 1eGpuOpHIUIATOPhl 4acTo ycTaHaBnuBa-  AeduOpuusinueii. Ecim ocraHoBka cepana mpousonuia
IOT B MecTax OOIIEro MoJib30BaHMs, OCOOCHHO B MecTax 3a IpejellaMu JIedeOHOTO YUYPEKACHHs, CTOUT HEMe-
0OJIBILIOrO TOTOKA JIFOJIEH C HaNpsHKEHHOW OOCTaHOBKOW, — JIGHHO NMPHCTYIHTh K CEPICYHO-JIETOYHON peaHuMaiuu

Pexomenoauuu
egpuopunnamoput 6 mecmax oouiezo no1b306aHuA

ABTOMaTHYECKME HapYKHBIC IePUOPHILIATOPH PEKOMEHIYETCS yCTaHABINBATh B OOIIICCTBCHHBIX MECTaX, IIIE CYIIEeC-
TBYET 3HAYHUTEIbHAS KOHIICHTPAIUS JIFONCH, YTO CYIMICCTBEHHO MOBHIMIACT BEPOSITHOCTh BOSHUKHOBCHHS CUTYAIlUH C
BHE3aITHON OCTaHOBKOM cep/a (HampuMep, B IIKOJIAX, B a9pOIOpTaxX W Ha BOK3aliaX, Ha CTAJANOHAX, B KA3MHO), WU B
MeCTaX, IIIe HeT HHOM BO3MOXKHOCTH Je(PUOPHILAIUY (HApUMep, B TI0e3/1aX, Ha KPYHU3HBIX JIaifHepax, B caMojIeTax U
t.0.) (IB [188, 189]).

Crnenyer paccMOTpPeTh HEOOXOAUMOCTh OOyUCHHsI OCHOBHBIM IMPUHIMIIAM PCAHUMAIMH POJCTBEHHHKOB OOJBHBIX C
BbicokuM puckom BCC (I[aC [MD)]).

Pexomenoauuu
Kapouoesepcus, depubpunnayus u ykcmpennas nomousb npu ycmouuugoix /KA

Kapanosepcus pexoMeHjoBana namuenTam ¢ ycroiunsoid JKT u HectabunbHoi remonnnamuxoit (IC [194]).

VY narenToB ¢ ycroitunBoit JXKT 6e3 cepbe3HbIX HapyIIeHH I TeMOJMHAMUKH ITPU OTCYTCTBUU CTPYKTYPHOM MaToJI0run
cepaua (Hanpumep, uauonarudeckas raxukapaus BTITK) moxHo paccMoTpers B/B BBelieHHe OeTa-aapeHodiokaropa,
Bepanamiia Wik aMuoaapoHa. BoaMoxHo Takke BBeacHue Guiekananaa (He 3apeructpupoBan B Poccun) (I1bC).

3neck u nanee, B/B - BHYTPUBECHHO
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HEeNpsMBIM MacCa)XeM CepAlia 10 TOr0 MOMEHTa, [OKa He

MOSIBUTCS.  BO3MOXKHOCTB  BBINOJIHUTH  EPUOPHILISAIHIO.

Ecin ocraHoBKa cepjiia mpou3olnia B JICYCOHOM yUpek-

JICHUH, HEOOXOJMMO Cpa3y BBINOIHUTH Ae(HUOPHILISAIINIO

WM KapJHOBEPCHUI0, TOCKOJIBKY B 3TOM CIIy4ae BBIIIE Be-

POSITHOCTB TOTO, YTO NPUYMHOM OCTAHOBKHM cep/ia Oblia

ycroiumBas KA. [Ipu sTom nepuOpriuIsLMI0 HAYUHAIOT

C MaKCHMaJIbHOIM MOIIHOCTH. J1J1sl Ie4eOHBIX YUPEkICHUI

CaMbIM yIOOHBIM BapUaHTOM SBJISIIOTCSI MTOJyaBTOMATH-

yeckue aedudpuuistopsl. Y nanuentos ¢ MK/ anekrpo-

JIHbIE HAaKJIaJKK Ae(pUOpMIsITOpa pa3MenaloT Ha TPYAHON

KJIETKE He OJIHKe 8§ CM K UMIUTAHTHPOBAHHOMY YCTPOWCTBY.

BHyTpHBeHHOE BBEZEHHE aMHOIapOHa MOBBINIACT d(PeK-

TUBHOCTh AepuOpHUIIMU U(WIK) MPEeAoTBpaliaeT Io-

BropHble anu30ab! KT nnu @XK B ocTpsix cnydasx. bonee

CIIOKHBIE MEpbl PEeaHUMALUU, MOMUMO 3JIEKTPUYECKOrO

BO3/eHCTBYS JUIs Ipekpatienust JKA, moapoOHO ormucaHsl

B pexomenaanusx [ILCOR ot 2010 u 2015 rr. [4, 195].
[Nanmenram ¢ ycroiunBoit

KT Ha3HauaroT JieueHue B 3aBU-

CHMOCTH OT HaOJII01aeMOM CUMIT-

TOMATUKM M  NEPEeHOCUMOCTU

aputMuu. [lanueHTam ¢ MOHO-

MopHoit KT u HecraOuibHOU

reMOJMHAMUKON MOKa3zaHa Kap-

JIMOBEPCHSI MMITYJIbCHBIM  pa3-

psnom. [lpu runorensuu u co-

XpaHEHHOM CO3HaHUU  Mepen

Kap/moBepcuel HeoOX0IMMO BbI-
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BHyTpuBeHHOE BBeJCHUE BeparamMmuia Win Oera-aj-
PEHOOIOKATOPOB MOKA3aHO MalMeHTaM ¢ (hacuuKyIsspHON
JICBOXKEITY/JOYKOBOH TaxuKapauend (Mpu3HaKku OJI0KaJIbl
MIPaBOil HOXKKU MyuKa ['1Mca U OTKIOHEHHE AEKTPUIECKOH
ocu cep/ia Bieso) [196].

4.5. Humepeenyuonnvlie Memoowvl 1e4eHus

4.5.1. Karerepnas abaanus

4.5.1.1. Iayuenmuol ¢ pyoy06bLMU UMEHEHUSMU

Muoxkapoa

Karerepnasi abmanus crajia BaXHBIM METOJIOM Jie-
yenust KT wmun @K Ha (oHe pyOLOBBIX M3MEHEHUH MU-
okapaa. Ilo maHHBIM JIByX MPOCIEKTUBHBIX PaHIOMHU3U-
POBaHHBIX MHOTOIICHTPOBBIX HCCIIEIOBAaHUN MAlUECHTOB
C MIIEMHUYECKON OO0JIe3HBIO cep/a, KareTepHas alnarus
npu JKT ymeHbIIaeT BepOsSTHOCTh MOCIEAYIONHNX cpada-
teiBaHuil MKJ ¥ mpenoTBpamiaeT MOBTOPHBIE STH30/IbI
KT [201, 202]. KaretepHast abnaiusi 9acTo MPUMEHSCTCS
st yerpanenust HenpepbiBHOM KT niay 27eKTpuueckoro

bes CO3HAHHUSH, He AbIINHT HJIH
IMH30AHYCCKHEe BA0OXH

| BbmBaTh peaHHMANHOHHYIO GpHIaay

Hauate CJIP, He aenaTh nepepbIiBoB
BO BpeMsl HEMPSIMOT0 MaccasKa,
obecreYnTh X0polee

!

IIOJIHUTH CCAalUI0 ITallMCHTA. B

*  Onenuts putM  |*
CJIy4dac TaXxukKapauu ¢ HIMPOKUMHU
QRS-komIIeKCaMu €O CTaOMITb-

o o Hogmaeres ] He nognaeres
HOM TIEMOAMHAMUKOM SIICKTPH- AepHOPHINAIHH > | medmbpuaasin
YyeCKasi KapAuOBEPCHUA SBJIACTCA (DAKT de3 myabea) (M ]I/acucToaus)
METOAOM IIEPBOI0 BLI60pa. V na- JlonmoHHTEeIbHBIE peAHIMAIHOHHbIE
OUCHTOB 0e3 IMPpU3HAKOB TSDKEIION MeponpHSTHS (€3 NpepbLIBAHNS
XCH wnmu octporo UM MoxHO HCTIPAMOTO Maceama:

IepBaiii pa3psa HHTYOA1HS TIPH HeOOX0JHMOCTH,

pacCcMOTPETb BHYTPUBCHHOC BBC- NPOI0JEKEHHE HENPAMOTO MaccasKa
JACHUEC NpOKauHaMHuJa Wi (1)ne— nocJjie HHTybaHH,
KauHUIa (He 3aPeruCTPUPOBAH KanHorpaus NpH HeoHXOINMOCTH,

P XCH ofecne4HTh B/B HIH B/K JOCTYI, ¥
B OCCHH)~ Y nanuenros ¢ XC Hemenaenno BBECTH Bazonpeccopbl wan AAIL Hemenaenno
WK MOAO3PCHHUEM Ha HIIEMHIO L— B0300HOBHTH PPE— 1pu HEOOX0ANMOCTH Al BO300HOBHTL
MOXHO PAacCMOTpEeTh BHYTpH- CJIP YCTPAHHTEL 00PATHMBIE IIPHYHHDI CJIP

BCHHOC BBCJCHUEC aMuoAapoHa.

I

BuyTpuBeHHOE BBeJEHUE JIUMO-
KauHa JaeT JIMIIb YMEpPEHHBIH

MOoHHTOPHHT H NOICP/KHBAIOLIASI TEPAIHS MOCJIE MPEOTBPAIICHHOIT 0CTAHOBKH Cep/ia.
pu neo6xoaumoctn: IKI B 12 orBegenusix, nepdysns / perepdy3us, OKCHIeHAIHS H BEHTHISIIIHSL,
KOHTPO.JIb TEMIEPATYPhI TeJIa, yeTpaHeHHe 06paTHMbIX IPHYHH 31H30/1a

a¢dexr npu MmoHomopdHO# XKT.
Bceem nanmenram ¢ ycroiunBoit
KT u cTabuiibHOI reMOTUHAMIE-
xoit cnenyer BbmonHATE OKI' B
12-Tu oTBEICHUSIX.

Puc. 2. Yuueepcanvnutii anzopumm oeiicmeuil npu ocmaroexe cepoya, 2oe CJIP -
cepoeuno-nezounan peanumauus; IKI - anekmpokapouozpammas 6/6 - 6Hym-
pusenno; 6/x - guympurxocmmno; IMJ] - snekmpomexanuueckas OUCcouuauus;
DIK - puopunnayus ncenyoouxos; KT - sxncenyooukosas maxuxapous [195].

Pexomenoauuu

Kamemepunas aonayusa npu ycmoiiuueoit monomopgnoit KT

¢done pyO1oBEIX M3MeHeHN Muokapa (IB [197]).

DKCTpeHHasl KaTeTepHast abnarys peKOMEHI0BaHa MaeHTaM ¢ HenpepblBHON JKT MiIH 3MIEKTPHYECKUM IITOPMOM Ha

UK/ npu ycroitunsoit KT (IB [198-200]).

KaTeTepHaﬂ a6nau1/m PCKOMCHOBAaHA MalUEHTaM C HIIEMHYECKON OO0JIE3HBIO cepala U 4aCcTbIMHU Cpa6aTBIBaHI/I$IMI/I

Crnenmyer pacCMOTPETh BBIIOJHEHUE KaTETEPHOM aOianuu mocie mnepBoro smu3ona ycrouynBoi JKT y manueHToB ¢
unreMuieckoit 6onesusto cepaia u MKJI (IlaB [198-200]).
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mropMa (moropusie amu3oap! JKT/DXK ¢ wacteiMu 060-
cHOBaHHBIMH cpabatbiBanusiMu MKJI) n ainst ymenbienus
YacTOThl WIN NMPEJOTBPALICHUS TTOBTOPHBIX MHU30/0B YC-
torumBoit KT [197, 198, 201, 202].

UK >¢pdextuBrHo npepsiBaet KT y manueHToB €
HIIEMUYECKOM U HEUIIEMHUYECKON KapJUOMHONaTHeH, HO
HE MOXET MpPeJOTBPATUTh MOBTOPHBIX AMM30/10B apuUT-
Muu. CoracHO pe3ynbTaTaM HUCCII€0BaHUM, YacThle cpa-
6arpiBanust K] conpsbKeHbl ¢ BBICOKOH CMEPTHOCTBIO U
yXyaueHueM kadectsa sxu3nu [203, 204]. Jleuenne Gera-
a/IpeHO0JI0KaTOpaMH B COUETAHNH C aMHOJIAPOHOM YMEHb-
maet yucio mokoB UK/, Ho moOouHbIe A3PEKTHI TAaKOTO
JIeUeHHsI MOTYT MOTpeboBaTh OTMEHBI mpemnaparos [171].
OObIyHO, cyOcTparom Juist pasBuTus u noanepxanust KT
siBJIsieTcst pyoroBast Tkanb [205].

Ienpro kaTeTepHO abmanuy B JAHHOM CIIy4ae sBIIs-
FOTCSI 30HBI MEAJICHHOTO NPOBEJCHNUS], COCTABIISAIOIINE LIETb
nposeaenus st KT ¢ mexanuzmom re-entry. Llens re-entry
MOXET 3aHUMAaTh HECKOJIbKO CAHTHMETPOB C BOBJICUCHUEM
SHJIOKap/a, MUOKap/a U SMHUKapa U UMETh CIOKHYIO TpexX-
MepHyto cTpyktypy 206, 207]. KT nHa done pyOroBBIX
M3MEHEHHMI MHOKapjia Yalle BCEro MMEeT MOHOMOP(HBIN
XapakTep, HO y OJTHOTO MaleHTa MOKHO HaOJFoAaTh MHO-
xecTBO Mopdorornueckux BapuantoB JKT. Mopdomnorus
QRS 3aBUCHUT OT 30HBI BBIXO/1A, [JI€ BOJHBI re-entry yXousT OT
pyOlia U ACNONAPU3YIOT KENYA0UKOBBIN Muokap. [Ipu ox-
HOH 00J1acTH MEJICHHOTO MPOBEACHMS - HaINYUE HECKOIIb-
KHX 30H BbIX0O/1a, popmupyet pasubie Mopdosorun KT, kak
MIPaBWJIO, C OJMHAKOBOM JUIMTEIBHOCTBIO IMKIa. [ToaTomy
OKT B 12-1tu otBenenusx npu ximHudeckoit JXKT nmomoraer
TIPY KapTUPOBAHUH U BO BPEMsI CAMOM ITPOLIeTypbl a0Jalnm.
B cirydae HenieMu4ecKkoi KapiMOMUONIaTHH, MOP(HOIOTHS
QRS 1103B0JI5IET BBIIBUTH MAIMCHTOB, KOTOPBHIM C OOJIBIICH
JIOJICH BEPOSITHOCTH TTOTPEOyeTCs AMUKapAUaIbHAast a0Tarfust
[208-211]. B nenom, crangaptaas DKI' momoraer o1eHUTh
noxanu3aruio JKT, omHako BO3MOXHOCTHU €€ IPUMEHEHUS Y
OOJIBHBIX CO CTPYKTYPHOM MaToiorueii MHOKap/a - OrpaHu-
yeHbl. Bermonmaenne MPT ceppria nepen mporeypoit adna-
LMK 00ECIIeUNBaCT HEMHTEPBEHIIMOHHYIO OLIEHKY apHTMO-
TeHHOTro cyOcTpara y MamieHTOB ¢ MH(ApKTOM MHOKapa
B aHamHese [212] u y manuenToB ¢ snukapauaibHoil KT
[213]. HUcnonb3oBanue MPT 3arpyaHeHO Yy MAIMEHTOB C
HMMIUTAaHTUPOBAHHBIMU YCTPOHCTBAMH.

O nosmmmopdHuoii JKT roBopsIT npu MOCTOSIHHO MEHS-
romneiics mopdornorun QRS, yacto B coueTaHuM ¢ OCTPOi
HIIeMHuel MHOKap/ia, MPHOOPETECHHBIMH MITH HACJIE/ICTBEH-
HBIMH KaHAJIOTIATUSIMU WJTH JKEITyI0YKOBOM runepTpoduei.
B ciyuasx nomumopdnoit XKT, cBS3aHHBIX ¢ TPUTTEPHON
AKTHBHOCTBIO U3 BOJIOKOH ITypKHHBE, MOKET OBITH BBITION-
HEeHa KaTeTepHas abnanusi 00JIacTH TPUTTEPHONW aKTHBHO-
ctu. [214, 215]. [lnanupoBaHKE W BBIMOJHCHUE a0IaIluu
OCYILECTBIIAETCS MO pe3yIbTaTaM HEMHBa3UBHOM BU3yasIH-
3allUU CEPJCUHBIX CTPYKTYp, MPEANOUYTUTEIIEHEE BCETO C
nomortpio MPT [212].

KaptupoBanue u aOnmaiyiss MOTYT BBINOJHSTBCS MPU
nponoinkaromeiics JXT (akTUBaMOHHOE KapTHPOBAHUC).
KaprupoBanve n abmanust MOTYT BBIIOJHATBCS Ha (hOHE
KT (axTHBaMOHHOE KapTHPOBAaHUE NPH CTAOMIBHOM reMo-
quHamuke). B cioyuasx JKT co 3HauMMBIMM HapyIIEHUSAMU
TeMOJJMHAMHKN MOKET OBITh BBINONHEHA a0usus cyocTpa-
Ta apuTMHUM 0e3 MHAYKIMU Taxukapauu. IpemioxeHo He-
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CKOJIBKO KaTeTepHbIX MeTonuk npu JKT, KoTopble yCIOBHO
MO)KHO Pa3eNIUTh Ha 2 THUMA: MEPBbIA - BepuHUKALUS U
abnsumy obnacTy re-entry W BTOPOIl - BO3ACHCTBHUS BO BCe
MOTEHIMAIBHBIE 30HbI «MEIJIEHHOT0» MPOBEACHHS («TOMO-
reHn3anust pyoua») [216-219]. B HekoTOpbIX citydasix Ipu
karerepHoi abnanun XKT y OONBHBIX C MIIIEMUYECKON Kap-
Juomuoniatied u B Oonbiied cremenn npu JIKMIT [220]
(206) mim AJI/KIDK TpeOyercst snMKapIuanbHbId JOCTYIL
[220, 221]. DnukapauanbHas MyHKIUS U aONalys YpeBaThl
TaKUMU OCJTIOKHEHUSIMH, KaK IOBPEXKJICHUE KOPOHAPHBIX
apTepuil WM Cily4yaiiHas MyHKIMS PACTOJIOKEHHBIX PAIOM
OpraHoB, Iapajnd JIEBOTo AuadparMaibHOTO HEpBa U Cepb-
€3HOe KPOBOTEUEHHE C MOCIEeIYIOIIEei TaMIIOHa 10l cepaLa.

D¢ dexruBHocTh KarerepHoit abmammu npu XT y
6onpHbIX ¢ UBC Ha oHe pyOLIOBBIX M3MEHEHUU MHOKap/ia
OOBIYHO BBIIIE, YeM Y OOJIBHBIX C HEUIIEMHYECKOW KapaAHo-
muomnarueit [222]. Ponb kareTepHOi a0ialuu B JICUCHUH
ycroituuBoii XKT oneHMBanu B paMKax MATH MPOCIEKTUB-
HBIX MHOTOLIEHTPOBBIX HccienoBanuii [ 198-202]. [Toutu y
MOJIOBUHBI MAIUEHTOB B ATUX HCCIIEIOBAHUSX OTMEUEHBI
OnaronpusTHbIE UCXOAbI (T.e. OTCYTCTBHE KIMHHUYECKUX
peunanBoB JXXT B nepuos HaOmIOnEHMS), IIPU ITOM Kare-
TepHas abnanus Obuta Oosee 3(hpeKTUBHA, YeM aHTHAPUT-
MUYECKHE Ipenaparsl.

DddexruBHOCTS KaTeTepHOit admaruu JXKT B kaka0M
KOHKPETHOM CIIy4ae 3aBHCHT OT Pa3MepOB MOCTHH(APKT-
HOTO pyOlia, KOTOPBIH MOKET OBITH OLIEHEH MO 00JaCTIM
HU3KOTO BOJIbTaXKa MPU IEKTPOAHATOMHUECKOM KapTUPO-
BaHuu [223]. Yenex mpolenypbl Takxke 3aBUCUT OT TOTO,
BBIMOJIHACTCSI JIM POLIEAYPa B CHELUATU3UPOBAHHOM LIEH-
Tpe [224], oT onbITa KOMaHAbl U KITUHUKU. Clenyer oTMme-
THUTb, YTO BCE MyOIMKAIMH TI0 ’TOMY METO/Y IPUHA IeKaT
CHelMaIU3UPOBAHHBIM IIEHTPAM.

OCNOXXHEHUSIMH KaT€TepHOM abialuu y MarreHToB
¢ XXT u 3aboneBaHHSIMHU CepAlla MOTYT OBITH WHCYIIBT,
MOBPEX/JICHUE KJIAllaHOB cep/ila, TaMIIOHAAa Cep/la UiIH
AB-0nokana. CMEpTHOCTh NPU KaTeTEpHOW aOJISALUK KO-
ne6nercs ot 0 1o 3%, HanboIee YacToi MPUYMHON CMEpPTH
spisiercst He koHTponupyemast KT mpu orcyTcTBum -
¢exra Bo Bpems abmauuu [197-199, 201, 225]. Karerep-
Hast abianyst CUUTAeTCs OOILETPHHATHIM METOJIOM IS yC-
TpaHeHus1 pa3nuuHbIX cyocrparoB XKT, onHako cHMkKeHHE
CMEpPTHOCTH B 3TOM MOMYJALUY, B OTAAJICHHOM MEpUOJE,
HE MOJIYy4MJIO MOATBEPXKJACHUS B MPOCIEKTUBHBIX PaH/IO-
MU3UPOBaHHBIX HCCIEJOBAHUSIX.

4.5.1.2. Ilayuenmol 6€3 516H020 OP2AHUYECKO20

3aboneanus cepoya

KT y naumentoB 0e3 SIBHOrO OpraHHYecKoro 3a0o-
JIEBaHUS CepAlla Yallle BCEro MPOMCXOTUT U3 BBIXOIHBIX
tpaktoB (BT) DK wmu JDK. Ecim KT npoucxomur u3
BTIIK, na nosepxnoctroit OKI' B 12-Tu oTBeACHUAX OT-
MeyaeTcst OJIOKaJ/ia JIEBOM HOXKH ITy4yka ['Mca ¢ OTKIIoHe-
HueMm ocu cepana Buu3; ecnu KT npoucxoaut uz BTJIK,
orMmevaeTcs OloKaja MpaBoil HOXKKM mydka ['mca c oT-
KJIOHEHHEM OCH Cepjilla BHU3 WU BIeBO. B ocHoBe uare
BCEro JIC)KUT TPUTTEpHAsi aKTUBHOCTb, U BO3/]CHCTBUE Ha
caMylo paHHIOIO TOYKY aKTHBAlMU ITIPH KaTeTepHOH aod-
Januu gaet xopoiuue pesynsrarsl. Yactora BCC B aToid
Ipymmne MalueHToB HeBelMka. JlocTaTouHO pefko BCTpe-
4aeTcss UIUOoNaTHYecKasl JIEBOXKEIYI0UKOBas TaXUKapAus
C BOBJICYEHHEM JUCTAJIBHON 4YacTu cucteMsl Ilypkunbe.
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Karerepnast abnauusi B OOJBIIMHCTBE CIy4aeB MO3BOJSIET ~ BTOPUYHOM MPOGMIAKTUKH OBLIO JIydllle B CPaBHEHUHU
MOJTHOCTBIO U3JICYUTH 3a00JICBAHUE U PEIKO COMPOBOXKIA- ¢ rpymmoi koHTpous [237, 238]. Tem He MeHee, Takue
€TCsI OCJIOKHEHUSIMHU. MAalMEHThl HEPEaAKO cTpaaaroT oT Tpesoru (8-63%) u
4.5.2. Xupyprudeckoe jJe4eHrHe apUTMUI nenpeccun (5-41%) [242], xoTopeie Hanbosiee BbIpa-
B omnoxy nesennss KA mocpencTBoM upeccocy-  JKEHBI IPH HEOOOCHOBAHHBIX M (MJIM) YacThIX cpadaThi-
JMCTON KaTeTepHOM abmanmu xupyprudeckas abmanmss — BaHusx MKJI (To ecTh cBbIme 5 mokoB B rox) [237-239,
BBIMONIHACTCS Bee peke. [lepBoe omucanue omepanuu ¢ 243].
ynanenueM aneBpusmbl JOK nosiBunocs 6onee 50 ser Ha- B peanbHOl KIMHUYECKOH NMpaKTHKE 3TH MpooIe-
3an. bonbime aHeBpu3MbI yacTo compoBoxaaroTcs KA,  Mbl 4acTo HEe PacHoO3HAIOTCS, U MAI[UEHTHI HE MOJIy4aroT
U pe3eKIUs aHEeBPU3MBI C YUETOM JAHHBIX KapTUPOBaHUS  AOJDKHOW momouu [244, 245]. BaxHO He TOJIBKO Ompe-
HE TOJIBKO CIIOCOOCTBYeT yiyumieHnto Gyskunu JOK, Hou  J1enuTh W yCTpaHUTh NMPUYMHY aKTHBAIMM yCTPOMCTBA,
no3BosisieT n3baButThes or JKA. CyOsHIoKapanaibHas pe- HO M MOMOYb HAlMEHTY CHPaBUTHCS C IMCUXOJIOTHYEC-
3€KIHS C 1ebI0 yeTpaneHust JKA Obuta BriepBbIe onucaHa  KuM HanpspkeHueM [243]. CTemneHp Takoro HarpsiKCHUS
M.JIxo3edconom (Josephson M.) ¢ coaBr. [232]. OqHako  MOXET OBITH Pa3HOM, BIUIOTH JO TSDKEIBIX (GOpPM B BHIE
9Ta MpOINEAypa CONPOBOXKAANACH OOJBIIMM YHCIOM OC-  MOCTTPaBMAaTHYECKOTO CTPECCOBOTrO paccTpoicTBa [246,
JIOXKHEHUH 1 BBICOKMMHU NoKa3arensiMu cMepTtHocTd (10%)  247], cBA3aHHOrO C NpeALIecTBYIONEH OKOBOM Tepanu-
U TOTOMY BBIMOJHSIACH TOJNBKO B CHENMAIM3UPOBAHHBIX € M cTpeccoM mepes MMIUIaHTaluuel ycrpoiicTa [248].
neHTpax [226-228, 230-233]. Ecnu nauuentsl BebkuBanu  [lanumentsl ¢ UK/, HegaBHO nepeHecIre TaXuapuTMHUIo,
1ocjie TakoW OIepalyH, OTJaJCHHbIC PE3YJbTaThl Y HUX  MOTYT TPEBOKHUTHCS B OKUJIAHUHM OYEPEAHOTO cpadarhl-
ObuTH BemMKoJeHbl. COMIacHO MOCICIHUM HCCICIOBaHU-  BaHUs yCTpoicTBa [249].
siM, DDU nocie cyOoTOTaNTBHOM SHAOKAPAIKTOMUH U KPHO- VYV nanueHToB C BBICOKUM YPOBHEM TPEBOTH 10
abmanuu nokaseiBaeT Bo3Bpar JKT y 10-20% marmuentoB,  ycrtanoBku WKJ[ Bbilie BepOSITHOCTH MOSIBICHHS TCH-
1aBHBIM 00pa3oM B niepBbie 90 nueit [227]. [ToaTomy ma-  XoJIOTHYECKHX MpoOJIeM TOcie MMIUIAaHTAllMH yCTPOM-
nueHtaMm ¢ uaaynupyemoit XKT nocine onepaunu nokasaHa  CTBa, B TOM 4YHCJIe 3J0KauecTBEeHHOU aempeccuu [250,
ycranoBka K/] B pannem nepuoge [227, 229, 234, 235].  251]. TloaToMy JedyeHHE TaKuX MalUEHTOB JOJKHO
OCHOBHBIE TEXHMKH XHPYprHYeCKOW alOialuu JierTh B 00s3aTelIbHO BKIIIOYATh OLEHKY M TEpanuio IMCHX0JI0-
OCHOBY METO/IMK KaTeTepHOH alianuu, BKIOYas OTHOCH-  T'MYecKHMX HapymieHunid. Bee manuentst ¢ MK/], ocoben-
TEJILHO HOBYIO TEXHUKY OTpaHUYCHUs cyocTpata [236]. HO HaxOJAsLIMECS B COCTOSHUHU CTpecca, HYXKJArTCs B
B nenom, xupypruueckasi abnanus JOJDKHA BBINON-  HTPO(GECCUOHATIBHON MOJACPIKKE M aJanTalud K KU3HU
HSITBCSl TOJIBKO B CHEMAIM3UPOBAHHBIX IIEHTpaxX ¢ 00s3a- ¢ MMIUIAHTHPOBAHHBIM YCTPOHCTBOM, YTO B KOHEYHOM
TEJIBHBIM JIEKTPO(PHU3NOIOTHIECKUM KapTUPOBAHUEM IO U cYeTe OyJeT crocoOCTBOBATH YIYUIICHUIO PE3YJIbTAaTOB
MOCIIC ONepanuy. BrINonHEeHUe XUpyprudeckoil adnamuu  jedeHus [252].
B YCJIOBHSIX CIICILMAJIM3UPOBAHHOIO IIEHTPA MOXET OBITh VYeranoska MKJ[ MoxeT oTpunaTelbHO MOBIUITH
Lesiecoo0pasHo JIst manueHToB ¢ pedpakreproit KT, He  Ha MHOTHE acHeKThl XM3HU MalHMeHTa, B TOM 4YUCIe Ha
OTBEYAIOUIMX Ha TEPalMI0 aHTHAPUTMHYECKMMH Mperna-  CIHOCOOHOCTh K BOXKJICHHUIO aBToMoOmis [253, 254], or-
paramu, H(MIHM) TIPH HEYCHENIHOW KaTreTepHOW alialuu,  HOIIEHUs ¢ mapTHepoM [255, 256], kauecTBo cHa [240],
ocobenHo npu Hannuuu aneBpusmbl JOK nocne nHpapk-  Bocmpusitue coOCTBEHHOTO Tena (0COOSHHO Y MOJIOJBIX
Ta MUOKapJa W NpH HEOOXOMMMOCTH pEeBACKYISpU3alMy  OKCHIIWH) [241] u y4yacTue B CIIOPTUBHBIX UTpax (0co-

[230-233]. OeHHO y nerel u noxpoctkoB) [257]. [ToMob MeqUITHH-
4.6. Ilcuxocoyuanvhvie acnekmul npUMeHeHUA CKHX paOOTHHMKOB MO3BOJISIET CMATYUTH ATH TPYJHOCTH,
UMNIAHMUPYEMO20 Kapouoeepmepa- OJTHAKO HEOOXOAMMBI JIOMOJHUTENIBHBIE MCCIEOBAHNUS,
Odepuopunnamopa pe3yabTaThl KOTOPBIX MO3BOJISIT YAYUIIUTh KAY€CTBO Me-

Koutponupyembie ucciegoBaHusi MOKa3al, YTO  JUIIMHCKOW MOMOUIU U CO3/aTh HOBBIE METOJIbI JIEUEHUS
kaduecTBO >ku3HU mauueHToB ¢ MKJl mo mokazanusiM  Takux mauueHToB [247].

Pexomenoauyuu
Xupypeuueckasn aonayusn KT

Xupypruueckas aOnanus, BEIITOJIHAEMAasl B CHEHUATN3UPOBAHHBIX [IEHTPaX C 00s3aTeIbHBIM 3JIeKTpodu3noIorniec-
KHAM KapTUPOBaHHEM JIO U I10CJIE OlEpaliy, peKOMEHI0BaHa NanueHTaM ¢ pedpaxrepnoii JKT, He oTBevaronuM Ha
TEparuIo aHTHAPUTMUYECKUMH ITpenaparamy, pyu HeyCHENIHOH NonbITKe KarerepHoi abmauuu (IB [226]).

MOKHO PacCMOTPETh BBITIOJHEHUE XUPYPTrUUCCKON a0Ialiuy BO BpeMsi ONICPAIliy Ha cepiie (a0pTO-KOPOHAPHOE Iy H-
THPOBAHKE WM BMEIIATEILCTBO Ha KJIANlAHE Cep/Illa) Y MalUeHTOB ¢ moATBepkacHHOM kiuHndecku KT win OX npu
HEYCIICIITHOM MonbITKe KateTepHoit admamuu (IIbC [230, 231]).

Pexomenoauuu
Ilcuxocoyuanvhvle acneKkmol NPUMEHEHUS UMRIAHMUPYEMO20 Kapouosepmepa-oepuopuniasmopa

O1ieHKa ICUXUYECKOTO COCTOSIHUS U JICUEHHE ICUXHUUYSCKUX PACCTPONCTB PEKOMEHJOBAHO BCEM MAI[EHTAM C YaCThIMU
cpabareBanusmu UK/ (IC [237-239]).

OO6cyxeHne BO3MOXXHOTO M3MEHEHUsI yKJIa/la )KHU3HHU B CBsI3M ¢ uMIntanTanueid MK/, pekomenoBaHo 1t BCex namu-
eHToB, koMy nokazana MK/I-reparms (IC [240, 241]).
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5. MIPO®UJIAKTUKA BHE3AITHOM
CEPIEYHOI CMEPTH U JIEUEHHUE KA
Y BOJIBHBIX UBC

5.1. Ocmpuiii Koponapuwtit cuHOpom

5.1.1. KA Ha ¢oHe 0CTPOro KOPOHAPHOIO

CHHApOMaA

Hecmotpss Ha sBHOe cHIkeHHe dwactoTel BCC
BCJICJCTBHE YIYUIICHHUS PEBACKYISIpPH3ALUU U MPodu-
naktukn MBC gepe3 oTka3 OT KypeHHs U TEPaIruio CTaTh-
HaMH, ocTpsiit KopoHapHbIi cuaapoMm (OKC) u mosgame
aputMuu nocie octporo MM ocrarorcs yacToi npuyu-
Ho#t BCC (cm. pa3gen 3.1). Bo maorux cinyuasx BCC mpu
OKC HacTymaeT Ha JOTOCIHTAIBFHOM JTare, YTO CBUIC-
TEJIBCTBYET O BAKHOCTH CKPUHHUHTOBOTO OOCII€OBaHMS
JUIS BBISIBIICHHSI TIAlMEHTOB TPYMIIBI BBICOKOTO PHCKA.
Yacrora KA mpu OKC Ha rocnutaibHOM 3Tare B TO-
CJIEIHNE AECATHIICTHSI CHU3MIIACh, TIIABHBIM 00pa3oM 3a
CYET paHHEH U aKTHUBHOM PEBACKYJISIpU3ALMU U CBOEBpE-
MEHHOW a/JeKBaTHOH ¢apmakorepamuu. Tem He MeHee,
y 6% manuenToB ¢ OKC B mepBbie 48 qacoB ¢ MOMEHTa
nosiBaeHus: cuMntomoB pazsuBarorcs KT wnu @K, vame
BCETO JI0 WJIH BO BpeMs pernepdysnun. Yerpanenuro JKA B
STOW CHUTYAIlUH CIIOCOOCTBYIOT OBICTpAs M TIOJTHASI peBac-
KyJsIpu3aiisi KOpOHapHBIX apTepHil, Heapmakomorndec-
KHE BMEMIAaTelIhCTBA (KapauoBepcus, aepuOprIIsaIs,
CTUMYIIALNSA U KaTeTepHas abiarus) u GpapMakoTeparus
(aHTHApUTMHUYECKHE W JPYTHE Mperaparsl). AITOPHTM
oOciemoBaHus MAMEHTOB ¢ ycToiuuBbiMu JKA mpu OKC
TIpeCcTaBICH Ha pHC. 3.

-
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Puc. 3. Anzopumm 06cnedosanus nayueHmos ¢ ycmoii-
yuevimu sHeenyoouxkosvimu apummuamu npu OKC.

5.1.2. Ilpopuiaakruxa BC u HeoT/10:KHAS

nomoib npu BOC Ha ¢one ocTporo

KOPOHAPHOI0 CHHAPOMA: J0TOCIUTAIbHBIIN 3TaN

TocruTaneHast CMEPTHOCTH OT HH(apKTa MHOKap/aa ¢
noabeMoM cermMenTa ST cylecTBeHHO YMEHbIHUIach Oa-
rojapsi IOsIBJICHUIO COBPEMEHHBIX METOJIOB penepdy3um,
OTHAKO OOIIass CMEPTHOCTh B pPaHHEM MNEPHOAE BCE EIIe
ocTaeTcs BeICOKOW. Hambonee gacto cMepTh MpH OCTPOM
UM nacTynaeT B mepBbl€ Hachl OT Hayajla CUMIITOMOB U
HocuT xapakrep BC.

5.1.3. Ilpopuaakruxa BC u HeoT/10:KHAS

nomoub npu BOC Ha ¢one ocTporo

KOPOHAPHOI0 CHHAPOMA: FOCIUTAJIbHBIN 3TaN

Tloapo6ueie cBenenust o puarHoctuke OKC, unbap-
KTa MHOKapaa ¢ nombemoMm cermenta ST u 0e3 mombema
cermenTa ST ¥ JedeHUN 3TUX 3a00J€BaHUIN MPUBOAATCS B
pexomenganmsax ESC no neuennto OKC ¢ mogbemom u 6e3
nogbeMa cermenTa ST [15, 264, 285]. B aTtom pasznene mMbl
o0cyxaaeM poib perepdy3uu u(Hin) PeBaCKyISIPU3ALIUH B
npodwmnaktuke u eaeHun KT n @)K y marmmentos ¢ OKC.

Bnaromaps HOBBIIIIEHHIO OCBEJOMICHHOCTH O0IIIECTBa
0 BCC u metonax ee mpoHIaKTHKH, B HACTOSIIIEE BPEMS
B JiedeOHbIE YUPEXKIEHHS MOCTYMAeT Bce OONbIIe MalueH-
TOB, MEPEKMBIINX OCTAHOBKY CEp/Ila BHE CTEH JIeueOHOTO
yupexaerns. Eciim DK no nim cpa3y mociie peaHuMariu
MTOKa3bIBAET NOABEM cermMeHTa ST, HeoOX0auMa IKCTPEHHAS
aHruorpadusi 1 peBacKy/sIpu3alys, Kak 1 BCEM MaldeHTaM
¢ nHpapKTOM MHOKapjaa ¢ moabeMoM cermenta ST [265].
OpHako Jaxe Mpu OTCYTCTBUH MogbeMa cermMeHTa ST Bros-
HE BO3MO)KHO OOCTPYKTHBHOE WJIM JIaXKe€ TPOMOOTHUYECKOE
nopakeHue NH(HAPKT-aCCOITMUPOBAHHON KOPOHAPHOH apTe-
pun, uto oT™MedaeTcs B 25-85% cimydaes [265, 266]. Yautsi-
Basi BRICOKYIO PAaCTIPOCTPAHEHHOCTh OKKITIO3UI KOPOHAPHBIX
apTepuil ¥ BO3MOXHBIE CIOKHOCTH uHTepnpetarmu DK
MIOCTIE OCTAaHOBKHU CEPALIA, CIEAYET PACCMOTPETH BBIMOTHE-
HHE KOPOHAPHOH aHTHOrpadry BCEM MalMEHTaM, TIEPEKUB-
IIIUM OCTAaHOBKY CEpAlla BHE CTEH JICYEOHOTO yUPEIKICHUS,
cpa3zy 1ocJie NOCTYIUIEHUS B IPUEMHBIN TOKOW MU OT/IelIe-
HHUE UHTEHCUBHOHN Teparvy I NCKIFOYCHUS HECePACTHBIX
MIPUYUH OCTaHOBKH cepna [290].

B cnygae OKC u moBTOpHO# ycToiunBON wn(Wiim)
remoauHamMudeckn 3HaunMoi KT wmimum DK ObicTpas u
yCHenIHas PeBacKyIApH3aHsd UMEET KITI0YeBOC 3HAYCHUE
JUIS TIPO(PUIIAKTHKH TIOCTEAYIONINX apUTMUN W JOJDKHA
BBITIONHATHCS 0e3 mpomeyienust [15, 264, 285].

5.1.3.1. JKA npu ocmpom kopoHapuom cunopome

OcTpast uIeMus SBISIETCS MPUIHMHON IIEKTPHUIECKOM
HECTaOMJIBHOCTH U MMPOBOLIMPYET BOZHUKHOBeHHE JKA mpu
OKC [280]. st ymenbienus BepositHocTH JKT/DXK mpu
OKC pexoMeHnayeTcst Ha3HaueHUEe OeTa-aIpeHOOI0KaTOpOB
B panHeM repuoze [271, 283]. B HeKoTOphIX ciaydasx Mo-
MOTaeT KOMITCHCANUsl THIIOMAarHWEMHUH W THIIOKATHEMUH.
CTaTtuHBl YMEHBIIAIOT CMEPTHOCTH cpeau 0ombHBIX MBC,
[JTABHBIM 00pa3oM 3a CYET MPEIOTBPAIICHUS MTOBTOPHBIX
KOPOHAPHBIX COOBITHH, U SIBISIOTCS YacThIO CTAHIAPTHOTO
JICYCeHUs TAKUX TAIMEeHTOB [264, 285].

5.1.3.2. Ilpumenenue anmuapummuyeckux

npenapamos npu 0Cmpom KOpOHAPHOM CUHOpOMe

DJIeKTpUYECKas KapAHOBEPCHS WK A PUOPUILIAIIUS
SIBIISTIOTCSI METOJJAMH BBIOOpPA LTS OBICTPOTO yCTPaHEHUS
KA mpu OKC [1, 285]. Panee u 1o BO3MOXHOCTH BHYT-
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PUBCHHOC BBEJICHUE OeTa-aJpeHOOIOKaTOPOB CIOCO0C-
TBYET NPEJOTBPALCHUIO TTOBTOPHBIX 3MH30/I0B apUTMHHU
[271, 282, 285]. Ha3HaueHHe aHTHAPUTMHUUECKON Tepanuu
C aMHOJIapOHOM CJIelyeT paccMaTpUBaTh TOJNBKO B CITy-
yae yacTbIx 311307108 KT unu @XK, xotopslie He ynaercs
KOHTPOJIUPOBATh € MOMOIIBIO JEKBATHON ANIEKTPUYECKOM
KapauoBepcuu win aedudpuusiiuu [ 1, 285]. Ipu mosrop-
HBIX 2nu3o4ax ycroinunBoi KT nnu @XK y nanuenTos, He
OTBEYAIOUIMX Ha Tepanuio OeTa-aJpeHo0IoKaTopaMy Wl
aMHOZIapOHOM, a TaKkKe MPU HaJHMYUK NPOTUBONOKa3aHUN

28

K aMHOIapOHY MOXKHO PacCMOTPETh BHYTPUBEHHOE BBE/IE-
HUe JnjioKanHa. B cirydae nmoBropubix smm3on0B KT nmm
O, 3amyckaeMbIX IKEITYyJOUYKOBBIMH 3KCTPACHCTOJIAMHU
(OKD) n3 wactuuHO MOBpEXAEHHOH cucteMbl IlypkuHbe,
CIIE/IyeT pacCMOTPETh KaTeTepHyIo allalnio, KoTopas Jaet
OUYCHB XOpomuit 3G ekt (cm. paznen 6.3.2) [275-279].

5.1.3.3. Ilayuenmol ¢ ocmpuim KOPOHAPHLIM

cunopomom ez JKA

C uenbto npoduiaktuky KA peKoMeH/1yeTcsl Ha3Ha4aTh
Gera-angpenoonokaropsl [271, 285]. Onnako monb3a npodu-

Pexomenoauuu

Ilpopunakmuxa ene3annoil cmepmu U HEOMIONHCHAS NOMOULL NPU 6HE3ANHOIL OCIMAHOGKE CEPOUA HA oHe 0CMmPOO

KOpOHapHo20 cundpoma (0020cnumanvHulii sman)

Jlnst Bcex ManueHToB ¢ OONSIMM 3a TPYAMHON PEKOMEH/YeTCsl COKpalllaTh BPeMsi MEXIy IOSBICHUEM CHMIITOMOB H
MIepBBIM KOHTAKTOM C BPauoM, U OT IIEPBOTr0 KOHTAKTa ¢ BpauoM J10 periepdysun (1A [238]).

Pexomenayercst oOyueHHe U HaJIexkalee ocHamleHre opuraj ckopo momoru it auarsoctuka OKC (mpu HeoO-
XOJIMMOCTH C HCIIONIb30BaHHEM obopynoBanus st 3anucu DKI' w/unm TeneMerpun), a Takke ISl MPeA0TBPAICHUS
OCTAHOBKH CEp/Ilia C MOMOIILI0 OCHOBHBIX PEaHUMAIMOHHBIX Meporpusituil u aedudpumsiiuu (IB [193]).

PexoMeH tyeTcst BBITIONHSITE OCHOBHBIC M JIOTIOJHUTEIbHBIC PEAHUMAI[HOHHBIE MEPOIIPUSATHS B COOTBETCTBHHU C aJIro-
putMamu, paszpaboranubiMu EBporneiickum (ERC) n Harmonansubeiv coBeTom 1o peanmmanuu (HCP) (IC [4]).

Benenne nanuenTa rnocie peaHIManuy PeKOMEH/IyeTCs B CHENNAN3MPOBAHHBIX [IEHTPAX ¢ MYIBTHANCIUIIHHAPHBIM
MIOAXOJIOM K MHTEHCUBHON TEPAIMU U BO3MOXKHOCTBIO BBITIOJTHEHUSI IEPBHYHBIX KOPOHAPHBIX BMEIIATEIIBCTB, HIIEKTPO-
(DU3HOIOTMYECKOTO NCCIIEJOBaHNS, UMITIAHTAINH YCTPOMCTB MEXaHUIECKOH MOAJEPIKKH KPOBOOOPAIEHUSI, XUPYPTH-
YEeCKUX BMEIIATEIBCTB Ha CEPAIIe U cocynax u TepareBTrdeckoit runotepmud (1B [259, 260]).

CrnenyeT paccMOTPETh BO3MOKHOCTb CO3/1aHUSI PETHOHATIBHBIX CETEH 110 SKCTPEHHOH MOMOILU NIPH OCTAHOBKE CEPALIA,
YTOOBI YIYYIIUTh ITOKAa3aTeIN BBDKMBAEMOCTH M PE3yNbTaThl JiedeHus cpeau crnaceHHsix jun (11aB [259])..

3necs u nanee, OKC - ocTphIif KOPOHAPHBIN CHHIPOM

Pexomenoauuu
IIpopunaxmuxa BC u neomnoscnas nomowp npu BOC na gpone ocmpozo koponapnozo cunopoma (20CRumaibHulil
Iman); NOKA3AHUA K PEGACKYIAPUZAUUL

[Tpu nadapkTe Muokapaa ¢ mogbeMoM cermerTa ST pexkomeHyercs skcTpenHas penepdysus (1A [261-263]).

PeBackymsiprzanys KOpOHAPHBIX apTepHil PEKOMEHAYETCS MAMeHTaM ¢ HH(pApPKTOM MHoKapaa 6e3 mombema cermeHta ST
WM ¢ HecTaOMITbHON CTEHOKapIieH, B COOTBETCTBHIHY C COBPEMEHHBIMU KiiHIYecKnMu pexomeraarmsmu (IC [15, 264)).

[ManenTam ¢ HPapKTOM MHOKapaa 0e3 mogbema cermeHTa ST U3 TPyIIbl BEICOKOTO PHUCKA, B TOM YHCJIE C YIpoXkKa-
rorMu Ku3HE JKA, pekoMeH1yeTcs KopoHapHasi aHTHOTpadus U IIPU HEOOXOAUMOCTH KOPOHAPHAs aHTHOIIACTHKA B
tedenue 2 4 mocie nocryrmienus (IC [15, 264]).

Jlist ycTpaHeHUsI HIIEMHUH MHOKap/ia, KOTopasi MOXKET IMPUCYTCTBOBATh Y MAIMECHTOB ¢ MOBTOPHBIME dmu3onamu KT
i OXK, pekomenryercst ObICTpast U MOJIHAS peBacKy sipu3alius kopoHapubeix aprepuii (IC [265, 266]).

Jlng nedenus BIEpBBIC BOHUKIINX MIIEMHYECKUX HapylIeHHH AB-mpoBeneHuUs peKOMEHAyeTCs He3aMeIUTEIbHOE
ycTpaHeHue 010Ka bl HHPAPKT-3aBUCUMOIT apTepru, 0Co0eHHO B cityyae AB-0noka npu HHKHEM HH(papKTe MUOKap/a,
Jaxe Mpu mozaHeM odpamenun (>12 1) (IC [267]).

[MocTymieHne cpasy B KaTeTepH3aHOHHYIO J1a00paTOpHIO PEKOMEHIYeTCs TallieHTaM, BEDKHBIINUM II0CIIE OCTAHOBKU
ceplilia BHE CTEH JICYEOHOTO YUPESIKICHUS M HAXOASAIIMMCS B KOMAaTO3HOM COCTOSIHHH, C DIIEKTPOKapIHOrpadHIeCKUMHI
npu3HakaMu nH(papkTa Muokapa ¢ mogbeMoM cermenta ST Ha DKI mocie peannmanuu (IB [265, 266]).

[MocryruieHne B OT/IC/ICHUE HHTEHCUBHOM TEPAITUU CJIEAYET PACCMOTPETH IS MAIIMEHTOB, BBDKUBIIUX MTOCIIE OCTAHOB-
KU Cep/Ilia BHE CTEH JICYEOHOTO YUPEKICHUS U HAXOASAIINXCS B KOMATO3HOM COCTOSTHUH, 0€3 3IeKTpoKapauorpaduyec-
KHX MIPU3HAKOB HH(apKTa Muokapa ¢ mombemoM cermerta ST ra DK ocie peaHumManuu, A1l HCKITFOUCHHUS HEKOPO-
HApHbIX PUYKH, & IPU KX OTCYTCTBHHU CIIEAYET PACCMOTPETh CPOUHOE BhIMONHEHHE (<2 U) KOPOHAPHOU aHrHorpaduu,
0COOCHHO y MAIMEHTOB ¢ HecTaOmIbHOM remoanHamukoii (I1aB [265, 266]).

Crnenyer paccMOTPETh MMIUIAHTAIIMIO YCTPOMCTBA MexaHHYeCKol moanmepxku JIK wiy nmpuMeHEHHE IKCTPaKOpIIo-
PAJILHOTO TOJICPKUBAOIICTO YCTPONUCTBA Y MAIUCHTOB ¢ HECTAOMIBHONW TeMOMHAMUKON M IIOBTOPHBIMH 3THU30[aMH
KT v @K, HeCMOTpsl Ha ONTUMANIEHYIO MeIMKaMeHTO3HY 0 Tepanuto. (I[aB [268])

[TpumeHeHre ycTpOWCTBa MEXaHMYECKOM TIO/IEP>)KKM KPOBOOOPAIIEHHS M BHITIOTHEHHE PEBACKYIISIPU3ALIUH B CIICIHAIIN-
3UPOBAHHOM IICHTPE MOXKHO PaCCMOTPETh y MAMEHTOB ¢ pedpakTepHoil hopmoit octanoBku cepamna (1IbC [269, 270]).

3necs u ganee, XKT - xemynoukoBas TaxUKapaAus
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JIAKTUYECKOTO IIPUMEHEHNSI aHTHAPUTMHUYECKHX TIPENIapaToB y
JIAHHOW KaTeropyy MallMeHTOB HE J0Ka3aHa, M TaKas Tepartvist
MOKET OBITh CONPSDKEHA C JIOTIOTHUTELHBIM PUCKOM IS T1a-
LIMEHTAa U IOTOMY He pexomenayetcs [271, 269].

5.1.3.4. JKenyooukoswie axcmpacucmorol

K3 u neycroituusas KT (HYXKT) uacto ormeuaror-
cs y nmareHToB ¢ OKC, 0coOeHHO BO BpeMsl IIEPBUYHOTO
KOPOHAPHOTO BMEIIATENLCTBA NMpH MH(MApKTE MHOKapja
¢ nogbemoM cermenTa ST (Tak Ha3biBaeMble perepdysu-
oHHble apuTMuM). OHM PEAKO NMPHUBOAAT K HAPYIICHUIO
TeMOJIMHAMUKU ¥ HE TPeOyIoT Crenu(pHuIeckol Teparum.

29

JUTUTENBHO COXPaHSIOMAsACs M 4acTash )KEeIyJT04KOBas K-
TOIIHUSI MOJKET CBH/ICTEIILCTBOBATh O HEOOXOMMOCTH Jajlb-
HeWel peBacKyJsipu3anuy (HampuMep, MOBTOPHOW aH-
ruorpau/94pecKoKHOT0 KOPOHAPHOTO BMELIATEIIHCTBA)
[264, 285]. Eciu HYXXT compoBoxiaeTcs HapylleHUEM
reMOJINHAMUKH, CIIEIyeT PacCCMOTPETh Ha3HAYCHUE aMHO-
napoHa (300 Mr BHYTpUBEHHO cTpyiiHo) [1, 285].

5.1.3.5. Vemouuusasn KT u @)K

[Tosropnast ycroiunsas XKT, ocobenno noaumopd-
HOTO Xapakrepa, uin nosropaas ®XK moryt ObITh MpH3Ha-
KOM HEIOJHOM penepdys3nn MM BO3Bpara OCTPOH HIle-

Pexomenoauuu

Ilpogpunaxmuxa BC u neomnoscnas nomowp npu BOC na gpone ocmpozo koponapnozo cuHopoma - 20CRUmManbHulil

aman (Oepudpunnayusn / Kapouosepcus / MeOUKAMEHMO3HAA mepanus / KamemepHasn aoaayus)

Jleuenue Oera-anpeHOOI0KAaTOPaMHU PEKOMEH/IOBAHO IIPU IIOBTOPHBIX nu3o1ax nonuMopduoit XKT (IB [271]).

BHyTpuBeHHOE BBEICHHE aMHOIapOHa PEKOMEHIOBaHO Jyis jiedeHus nonumopdHoi KT (IC [272]).

DKCTpEeHHasl ANIEKTPHYECKasi KapAnOBepCHst Wi 1eUOpIUISIIKSL peKOMEH/I0BaHa TaienTam ¢ ycroiunsoid KT nin
DK (IC [194]).

DKCTpeHHast KopoHaporpadusi, Ipu HEOOXOAMMOCTH € PEBACKYISIPH3aLIUel peKOMEH/I0BaHA MAIIMEHTaM C TOBTOPHBIMH
snm3oxamu KT mmn @K, korma He ymaetcs uckimounTs umemuro Muokapaa (IC [265, 266]).

KOppGKHI/Iﬂ HapyH.ICHI/Iﬁ QJICKTPOJIUTHOTO 6aﬂcha PEKOMCHAOBAaHA MalueHTaM € IMOBTOPHBIMU 31U30AaMH KT wm
@K (IC [4]).

Hasnauenue Gera-aapeHo0I0KaTOpOB BHYTPh CIIEyeT paccMOTpeTh il Beex nannentos ¢ OKC Bo Bpemst rocniuranu-
3aI[MK ¥ 110CJIe BBIMCKH, ITPU OTCYyTCTBUHM npoTuBonokazanuii (I1aB [145, 271, 273, 274]).

PaarouacToTHYIO KaTeTepHYIO abJalnio B CIICIHATU3UPOBAHHOM IIEHTPE C mocieayoiiel yeranoskoit MK/ ciemyer
paccMOTpeTh [T BceX MaIueHToB ¢ moBTopHbIMU snu3ofgaMu JKT, @K win sekTpudeckuM MToOpMOM, KOTOpPBIE BO3-
HUKAIOT HECMOTPS Ha TIOJHYIO PEBACKYISIPU3AIINIO U ONITUMAaNbHYI0 MenkaMeHTo3Hyto Tepanuto (ITaC [275-281]).

TpaHCBEHO3HYIO KATETEPHYIO CTUMYJISILIMIO [0 THUITY OBEPAPANB, CIEAyeT PACCMOTPETh B TOM Clly4ae, €CJIM BO3HUKAIOT
4acThle MOBTOPHbBIE A1H30/1b1 JKT, HECMOTps Ha JieueHNEe aHTHAPUTMUYECKUMHU TIpernapaTaMu, a KaTeTepHas abnamus y
nanHoro nanueHTa HeposMoxkHa (I1aC).

BHyTpUBEeHHOE BBEJCHHUE JINJ0KANHA MOXKHO PACCMOTPETh VIS JICUCHUsI TIOBTOPHBIX AMH300B ycroiunBoi KT wiu
DK, He oTBevaroIIeH Ha Teparuio 0eTa-aJpeHOOI0KATOPAMH UITH AMHOIAPOHOM, a TAKIKE PH HAJTMIHU [TPOTHBOIOKA-
3aHui# K nedeHnro amuomaponoM (IIbC [282]).

[MpodmunakTuyeckoe NpUMEHEHNE AaHTHAPUTMUYECKUX MIPETIaparoB (3a UCKIIOYeHUEeM OeTa-a[peHo0I0KaTopoB) HE pe-
xomenayercst (I1IB [283, 284]).

Pexomenoauyuu
Ilpoghunakmuka ene3anHnoi cmepmu U HEOMIOHCHAA ROMOULL NPU 6HE3ANHOI OCIMAHOBKe cepoua Ha (hone ocmpozo
KOPOHAPHO20 CUHOPOMA - 20CRUMATIbHBLIL IMAN (KAPOUOCIMUMYNAYUA / UMPIAHMUPYEeMbLIL Kapouogepmep-
dechubpunnamop)

BpemenHnas sHoKkapauagbHas CTUMYILIS PEKOMEHIOBAaHA MMAIMEHTaM ¢ CHMITOMaMH CHHYCOBOW OpauKapIud, He-
CMOTpSI Ha JICYCHHUE IIpenaparaMy C MOJOKHUTEIBHBIM XpOoHOTporHBIM dddexrom (IC [285]).

Bpemennasi sHIOKapAUaibHas CTUMYJISIUS PEKOMEH/I0OBAaHA MAl[HeHTaM C CUMIITOMaMK Tshkenoi AB-Omokajsl Oe3
crabuipHOTO 3amernatoriero purma (IC [285]).

DKCTpeHHas aHrHorpadusi peKOMEH/I0BaHa MalMeHTaM ¢ CUMIITOMaMH Tsbkellod AB-0oka/ibl, y KOTOPBIX HE BBINOJI-
nena penepdysus (IC [285]).

C menpro UCKITIOYEHUST He000CHOBAaHHBIX cpabatsiBanmii MK]], HE0OX0IIMO €ro COOTBETCTBYIOIIEE TIPOTPaMMHUPOBa-
Hue. B ciydasx, gacTbIx Heo00CHOBaHHBIX cpabarsiBanmit K] TpeOyeTcst COOTBETCTBYIOMIEE epEpOrpaMMHUpPOBa-
HHUE YCTPOWCTBA C IEIBI0 TaTbHEHIIIEro HCKITIOUeHISI Heo00CHOBaHHBIX cpabareBanuii (IC [286]).

WmmumaaTanuto K] i Bpemenroe npumenerne HK/I MmoxHO paccMoTtpets B Teuenne 40 mHeH nocie nadapkTa Mu-
OKapa y OTAEIbHBIX MAIMEHTOB (TIPH HEMOJHON PEeBACKYJSIPU3ALNN ™, IPEIIIECTBYOMEH TUCHYHKINNA U CHIDKCHUH
OBJIXK, mosienennn apurmuii mocie 48 1 ot BosHnkHOBeHUsT OKC, momumopdroit KT nmm OXK) (IIbC [185, 287]).

Yeranoska K] nuist mepsrunoii npodunaktukn BCC o0bryHO He pexoMenyercs B Tedenne 40 qHeit nmocne undap-
kra muokapza (I1IA [288, 289]).

rac, * - o1 HEIIOJIHOM pesacxynapmauneﬁ NMOHUMAIOT HCYCHCIIHYI0 PEBACKYJISIpU3AlUIO I/IHq)apKT-aCCOHI/II/IpOBaHHOI\/‘I
apTepuu 1IN HAJIUYUC nopameHI/n‘/i B I/IH(l)apKT-HeaCCOHI/II/IpOBaHHHX apTepuiax, KOTOPbIC HE ObLIN PCBACKYJISIPU30BaHbI.
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Muu. B Takux ciaydasx cienyeTr paccMOTPETh BBITIOTHEHHUE
9KCTpEeHHOH KopoHaporpaduu [264, 285]. [ToropHas mo-
mumopodnas KT ¢ nepexogom B @K Moxer oTBedars Ha
Tepanuio O6eTa-apeHo0I0KaTOpaMy. YMEHBIICHHUIO YHCIIA
smm300B KT mnm XK takke crnocoOCTByeT myOokast
cenauusi. Jlist OBICTPOrO MOJABICHUSI T€MOANHAMUYECKU
3HaYMMBbIX KA MOXHO Hcmonb3oBaTh amuonapoH (150-
300 Mr BHYTpPHBEHHO CTpy#HO). IlpumeHnenue npyrux
anTuapuTMuuecknx npernaparoB npu OKC (mampumep,
MIpOKanHaMu, NponageHoH, aiManuH, (uekauHua) He
pexomenjioBaHo [1, 283, 285].

5.1.3.6. Kamemepuas abnayus npu nogmopHuIxX

anuzodax ycmouuusou KT, ubpunisyuu

ACENYOOUKOB U DNEKMPUUECKOM ULMOPMe

Ecmn KT wmnmu @XK coxpaHsAroTcsi, HECMOTpS Ha
MOJIHYIO0 PEBACKYyIApU3alMI0 U ONTUMAJBHYIO MeEIuKa-
MEHTO3HYIO TEpaIulo, CJIeyeT pacCCMOTPETh BHITIOTHEHHUE
karerepHoil abmanuu. [ToBropusie snmzonsl OXK moryr
WHUIIMUPOBAThCA U3 BONOKOH IlypkuHbBE MM MHOKapaa
JKEJTYJ0UKOB Ha (hoHe nuremun wim pernepdysuu. [Ipakru-
YEeCKH BO BCEX CIIydasiX y/laeTcst MOJAOMTH K cyOcTpary co
CTOPOHBI 3HJO0Kapja. TouHOe KapTUPOBAHUE U yCIIEHIHAs
abmanus tpurrepoB KT u XK, a Takke MHOKapIUATBHOTO
cyoctpara XKT wmu OXK siBisieTcs CIIOKHOM U TPyIO0EMKOH
3amaueil. IToatomy crnemyer paccMOTpeTb BO3MOXKHOCTb
paHHErO HampaBleHMs MAlUEHTOB C PELUAUBUPYIOIIEH
ycroituusoit JKT u peumausupyromeit ®XK B cnenuanuszu-
POBaHHBIE IIEHTPHI JUTS BBIOIHEHUs abnanuu [275-279].

5.1.3.7. Dxemparopnopanvhsie no00epicusaouue

ycmpotiicmea

B otnenpubix ciaydasx nosropHoi KT nmu @K, ko-
TOpBIE HE MOJAIOTCS JEYEHUIO C TIOMOIIbIO MEPEUnCIIeH-
HBIX BBIIIE METO/IOB, MOXKET OTPEOOBATHCSI MMILTAHTALIHS
yCTpoicTB MexaHndeckoil moaaepkku JDK mnm skctpa-
KOpHoOpajibHasl TOAJEPKKA JKU3HEAEATEIbHOCTH ISl CTa-
OMIM3aK TEMOIMHAMUKH. JTO TaKKe IMO3BOJIUT CO3/IaTh
JIOTIOJTHUTEIBHOE OKHO JUIi KOPOHAPHBIX BMEIIATEIbCTB
Ha (OHE KapIUOTEHHOTO IIOKa B CBS3M C MOBTOPHBIMHU
snuzonamu KT unu @XK. YerpoiicTBa MexaHWYeCKON MO/~
nepxkn JIK 1o3BOJSIFOT CTaOMIM3UPOBaTh TeMOIMHAMHU-
KY, OZIHAKO IIPH 3TOM COXPaHseTCs BBICOKUI PUCK BO3BpaTa
KT nnn @K, a MHTEPBEHLIMOHHOE JIEUEHHE COMPSIKEHO C
onpeeNieHHbIMU CIOKHOCTIMU [268].

5.1.3.8. Bpaduxapous u bnoxada cepoya

bpanukapaus u G1okaaa cep/ia MOryT pa3BHBaThCs
npu OKC u sIBISIOTCSI NPUUMHON BBICOKOM TOCIUTANBHOM
cMmeprHocTH. AB-0nokajsa daiie BCEero HacTymaeTr B pe-
3yabTaTe MPOKCUMAJIBHON OKKJIIO3UH MPaBOH KOPOHAPHOM
apTepuu WM JOMUHAHTHOW orubaromieil aprepuu. BuicT-
pasl KOpOHapHasi PEeBacCKyJspU3alusi OOBIYHO IO3BOJISIET
BOCCTaHOBHTH TpoBencHue [267]. Ecnu Opagukapaus co-
MIPOBOXKIACTCS TSKETBIMU HAPYIICHUSIMH T€MOANHAMUKH

30

(0OBIYHO TIPU TSHKEJON WM MOJMHOW OJIoKaje cepina B
OTCYTCTBHE CTaOMIIBHOTO y3JI0BOTO 3aMEIIAIOIIET0 PUTMA)
WM COXPAHSAETCS MOCJIe KOPOHAPHOH peBaCKyIspU3aIiHg,
MOKET OTPeOOBaThCSl BPEMEHHAS! CTUMYIISIIHS JKEITy10d-
KOB C MOJIKOKHON UMIIIAHTAIIUEN CTUMYIUPYIOIIETO dJIEK-
Tpoza B npasblil xkenmynodek [285]. [Tpu nepcuctupyromeit
Opanukapauu win O0Kaje cep/ia MOXeT MoTpedoBaThCs
MOCTOSIHHAST CTUMYJISIINSA, KOTOpasi BBIMOJIHSIETCS B COOT-
BETCTBHUHU C COBPEMEHHBIMU pekoMeHaanusamu [12].

5.1.4. IIpornoctnyeckas poib @K B pannem

nepuoje

BosuuknoBenne OXK B panHem nepuose (T.c. B TeUe-
Hue 48 vacos) npu OKC conpoBoxaaeTcs NATUKPATHBIM
MOBBILLICHUEM PUCKA TOCMUTANBHON cMepTHOCTH [291] u,
BEPOSITHO, CBUJICTEIILCTBYET O PUCKE CMEPTH B OTJaJICH-
HoM nepuoze. He Bce ciydau cMepTu B OTAAJICHHOM Ie-
puone OyayT BHE3AIHBIMH, W PELICHHE 00 MMIUIAHTAIHN
JepUOPUILIATOPA JOIHKHO OBITH IPUHSTO C YYETOM JIOTION-
HUTENBHBIX (pakTopoB pucka y nanuentoB ¢ OKC, nomnmo
OX wnm KT [292, 293].

5.2. Ocmpuiit nepuoo ungpapxma muoxapoa

5.2.1. Crparnpukanus pucka BCC

BCC 3anumaer Ba)kHOE€ MECTO B CTPYKTYpe CMepT-
HOCTH IIOCJIe OCTPOro MH(apKTa MHOKapJa M 3a4acTylo
MOXKET OBITh CBsI3aHa, KaK C apUTMHUEH, TaK U C IOBTOPHBIM
nHdapkrom. M3BectHo, yro npumenenne WKJI[-repanun
B paHHEM MepHoJie rociie HH(papKTa MUOKap/a He ToKa-
3aJI0 CBOET0 MPEUMYIIECTBa M0 pe3yJabTaTaM OTAAJICHHOU
BBDKMBAaEMOCTH JIAaHHBIX MAIlMEHTOB C TIPYINONH KOHTpO-
151, BeaeacTeue ynydmenus ¢pynkiun JXK B cpokn 1o 40
JIHEH rocie nH(papKTa, ¥ BCICACTBHE 3TOI0 CYIIECTBEHHO-
ro cHmwkenus: pucka BCC cpean noctuHpapkTHbIX [288,
289]. OcHoBHbIMH MeTOogaMu npodunaktuku BC B aToi
IpyIIe MalUeHTOB SBISIOTCS ONTUMaIbHAs PEBACKYIISIPH-
3a1ust ¥ MEAMKaMEHTO3Hast Tepanws (B TOM 4Hcie Oera-aj-
PEHOOIIOKATOPBI, ABOMHAS aHTUTPOMOOLUTApHAS TEpaIHs
u craruusl), npoduiaktuka u aedenne XCH. ITouck He-
HMHBa3UBHBIX MapkepoB pucka BC B 3ol rpymnmne nanues-
TOB PE3yJIbTATOB HE JaJl, OTHAKO HEKOTOPbIC aBTOPHI MO/~
TBEPKAAIOT MOJIb3Y OT paHHero DM, ¢ ueiabio HHAYKINU
KT y nmanmenrtos, nepeHecmiux UM n UMerOIMX CHUXKEH-
nyto ®BJDK, nockonbKy Npu OTCYTCTBHM MHIYLUPYEMOH
MoromopdHuoii KT puck nocnenytoieit BC Oyner Hu3kuM
[299]. HeobxoaumMbl paH1OMU3UPOBAHHBIE HCCIIEIOBAHMS,
KOTOPBIE MO3BOJIMIIN OBl OIPEEITUTh POJIb IPOTrPAMMUPY-
eMOI CTHMYIISIIMU cepiua Juisl cTpaTH(UKalUU pHUcKa B
paHHEeM IepHoJIe MOCiIe 0CTPOro HH(papKTa MHOKap/a.

5.2.2. Ouenka ¢pynknun JI’K nocie nndapkra

MHOKAaP/a, 10 1 N0cJIe BBIMUCKH U3 CTAIMOHApPA

JUIs1 penieHust Bonpoca 06 ummiantauuu UKJ]

Ilo pesyabTaram yHmOMSIHYTBIX HCCIeAOBaHMM [288,
289], nmmanraiusa MK/, B cpoku 1o 40 aueit nocne uH-

Pexomenoauuu

Cmpamuguxayusa pucka BCC ¢ ocmputii nepuoo (nepewie 10 oueit) ungpapxkma muoxapoa

Mokno paccmorpets Beinonnenne [1C)K B pannuii neprox nociie nHdGapkTa MHOKap/ia y MaeHTOB CO CHHKEHHOM
DJIK (<40%) st onienkn pricka BHe3anHoi cmeptu (11bB [294-296]).

HeunBasuBHbIe MeTOABI (HarpuMmep, olieHKa anbrepHauuu 3yona T, mucdyHkuun BereratuBHOM cucrembl wian CY-
OKTI') He peKOMEHIYIOTCS ISl CTPaTU(UKALIMK PUCKA B paHHUE mepuon nocie nHdpapkra muokapaa (I1IB [297, 298]).

3necs u nanee, [ICXK - nporpaMMupyemMast CTUMYJISLUS JKEJTyI0UYKOB
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(apkra muokapia y manueHtoB ¢ @BJDK<35% spnsiercs
HenesecooOpasnoil. OHaKo B 0COOBIX CiTydasix, Harpumep
TIPY HETTOJTHOM PEBACKYJISIPU3ALIMH, /WU TIPEILIECTBYIOIICH
cawkenHort ®BJDK, w/nnu mosiBeHny aputMun crycts 48
4acoB ot passutust OKC, MOXXHO paccMOTpeTh paHHIOF0 (<40
nueit) yeranoBky UK/l wim BpemenHoe (<40 nueil) mpume-
nenne HKJI. Tlpu stom cnenyer yuntbiBath THil JKA (Mo-
HoMopGHas1, momumopdHast, wieomophHas KT wm DXK), a
taxoke JuiHy nukia KT (HeycToiunBble KOPOTKUE IIMKITBI U
HEyCTOHuMBBIC AMMHHbIE LUKIBI). Ecin Beimonusercas OOU
U IporpaMMUpyeMasi CTUMYJIALMS, JTOMOJIHUTEIBHO OLIEHHU-
BAOT MHIYKIHIO U THIT MHIYUPYEMOW apUTMHUH (MOHOMOP (-
Hast KT, mommmopdnas XKT, D) [288, 289].

Oynknuto JOK onenuBaror uepes 6-12 Hepenb mo-
ciie uHpapkTa MHOKap/a, /sl ONpeeNICHNUs] BO3MOXKHBIX
MokazaHuii K mnpoduinakTudeckoil nmmiantaunn MK/
[ManmenTt momkeH OBITH CTAOMIIBHBIM M TOJy4YaTh OITH-
MalibHy10 Tepanuio st koppekiun XCH. Takoe obcneno-
BaHHUE JOJKHO NMPOUCXOAUTh B OPraHU30BAHHOM TOPSIIKE
U mpejyiararbest Bcem nanuentam [285, 300-302].

5.3. Cmabunvnasa umemuueckan 601e3ub cepoya

Y nayueHmos, nepeHecuiux UHpapKm muoxkapoa,

¢ coxpannou ynxyuen JIK

CoBpeMeHHbIE METOJbl PEBACKYJISIPU3AIMU U BTO-
pUYHOI TPOGWIAKTHKN WH(APKTa MHOKap/a MO3BOJISIOT
coxpanute QyHkuuto JDK y OoipIIMHCTBA MAaIMEHTOB C
OCTpbIM MH(APKTOM MHOKap/a, €CII OHW CBOCBPEMEHHO
oOparmimch 3a MenunuHcKor nomornsto. Puck BCC y Ta-
KHX MAIllMEeHTOB 3HAYUTEJIEHO MEHBIIIE 10 CPABHEHHUIO C Ma-
LIUEHTaMH, UMEIOLUMHU 3HaunTenpHoe cHikenne @BJDK,
HO Bce ke abcomoTHoe unciio sxepTB BCC npu coxpanHo
®BJIK ocraercs BEICOKUM. B CBsA3U ¢ 9TUM HEOOXOIUMBI
Oosiee coBeplICHHBIE CTpareruu onpezeaeHus pucka BCC
B IPYIIE MalUEHTOB CPEHETO PUCKA.

5.3.1. Crparndukanus pucka y nanueHTOB

¢ HIIeMHYecKoi 60/1e3HbI0 cepla B CTA0MIBHOM

COCTOSTHUH Toc/Ie HHPAPKTa MHOKapAa

BoapMIMHCTBO HCCIEAOBAHUM, B KOTOPBIX OLEHU-
BaJlM 11e1eco00pa3HOCTh HEMHTEPBEHIIMOHHBIX CIIOCO-
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00B cTparn(uKaluu pUCKa, MPOBOAMIUCH HA HAIMCH-
Tax ¢ BeIpaxeHHbIM cHIDkeHHeM DBJDK (<40%) nmn
B CMEIIaHHBIX Ipymnmnax. Pe3ynbrarsl sl MAallUEHTOB C
OBJIXK >40% nubo He coodmaNKCh, TMO0 TOATPYIIIBI
TaKMX TalMeHTOB OBLIM HACTOJIBKO MaJbl, YTO HE MO-
3BOJISITIM BBITIOJIHUTh JOCTOBEPHBIN aHATIN3 U UHTEpIpe-
TUPOBaTh MOJyYEHHbIE JaHHbIe. B HacTosmuii MOMEHT
HET JIOCTaTOYHO CHEHU(UYHBIX U YyBCTBUTEIbHBIX HE-
MHBA3MBHBIX MeTON10B cTparudukannu pucka BCC y na-
LMEHTOB, MepeHeCcINX HH(APKT MUOKApAa U UMEIOLINX
HopManbHyo OBJIK.

CylecTByIOT OrpaHUUYCHHbIE JIaHHBIC, TOJy4YEHHbIE
B MOArpyMIax OOJBIIMX HCCIIENOBAHUH, YTO AIEKTPOpH-
3MOJIOTHYECKOE UCCIIEI0BAHUE C TPOTPaMMUPYEMOil JkeIy-
JIOYKOBOM CTUMYJISIIMEH MOXKET MPUMEHSThCA [l CTpaTh-
¢duKauK pucka rnocie MHpapKTa MHOKap/a y IMalieHToB
¢ ymepenno cHikeHHo OBJDK nnu OBJIXK >40% [294-
296]. OToT MeTox ceifuac OLICHUBAIOT B paMKax MPOJOKa-
romierocs uccnenosanusi PRESERVE-EF [303] no crparu-
¢duKanuy prucka y nanueHtoB ¢ coxpanHoit ®BJIK.

5.3.2. PexomeHaanuu no BbIOOPY ONTHMAJILHOM

cTpaTeruu

B cymectByromux Poccuiickux [306] u EBpomeii-
ckux [15] Knununueckux PexoMmenpanusix mo peBacky-
JSpU3alUi KOPOHApPHBIX apTepuil, NETaJbHO OMUCAHbI
ANTOPUTMBI NPHUHATUS PELICHUS O PEBACKYISIPU3ALUU U
METO/IbI BEICHHS AaHHBIX MarreHToB. st noxyueHus 6o-
Jiee TOAPOOHON HHPOPMAITUK HEOOXOMMO 03HAKOMHUTHCS
C 3TUMH JJOKYMEHTaMHU.

VY mnamumentoB ¢ MUBC u KA Oonbpuioe 3HaueHue
MUMEET OLICHKA O0CTPYKTUBHOIO MOPa)KEHUsI KOPOHAPHBIX
aprepuil M crerneHu umeMuu (puc. 3). Xupyprudeckas
peBacKyaspU3alus MOXKET YIy4dlIUTh BBDKHBAEMOCTH
n npenotBpatuts BCC. Opnaxo, nmmnantamus WK c
SMUKAPAUANBHBIMU JJIEKTPOJaMH BO BPEMs AOPTOKOPO-
HApHOTO LTYHTUPOBAHUS HE CONMPOBOXKIACTCSA CHUKEHUEM
CMEPTHOCTH OT BCEX PUUMUH B OJIMKANIIEM U OT/IAJICHHOM
nepuojax. M3BecTHO, YTO UpPECKOKHOE KOPOHAPHOE BMe-
IIaTEIbCTBO COCOOCTBYET CYIIECTBEHHOMY YMEHBILICHHIO

Pexomenoauuu

Cpoxu umnaanmayuu Kapouosepmepa-oeuopuniamopa nocie UHPapKma muokapoa

(IC [300-302]).

Pannsis (no Beimmcky) ounenka @BJDK pexoMengoBaHa BCceM MallMEHTaM, IEPEHECIIMM OCTPBIH MH(MAPKT MHOKapAa

[TosropHast ouenka ®BJIK wepe3 6—12 Hemenb nocie nHpGapkra MHOKapAa PEKOMEHIYETCS C LIEJIbIO ONPEAEICHHs
nHeooxoxnmoctn UK/I-repanuu i nepsuunoit npodunakruku BCC (IC [297, 298]).

Pexomenoauusn

Cmpamugukayusn pucka y nayuennos ¢ uiemuieckoll 601e3nbi0 cepoya 6 CaduibHOM COCHOANUL NOCTIE

ungapkma muokapoa ¢ coxpannou Qyuxyueii JZK

Crnenyer paccMoTpeTh BeinonHeHue DU, c nenpro naayknuu KT, y manueHTos, nepeHecmnx nHpapKkT MHOKap/a,
nMmeromux coxpanuyio ¢pyskimio JOK 1 o6mopokn aHescroro npoucxoxaeHus (I1aC [294-296])

3nech u nanee, DDU - anexkTpoduznonornueckoe ncciaeoBaHne

Pexomenoauus

Buvinonnenue pesacKyaAapulauuu 'y nayuenmoe ¢ umeMuuecKoll 001e3HbI0 cepdua 6 CIadUIbHOM COCHOAHUU NOCTLE

uHpapkma muoxapoa c coxpannoii pynxyuei JIZK

PeBackynsipu3aniyisi KOpOHAPHbBIX apTepuil pekoMeH yeTcst st camkerns prucka BCC y nmanuentos ¢ @K u npeamiect-
BYIOIIUMH €l mpu3Hakamu umemun Muokapa (IB [304, 305]).
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Cep/IeuHOI CMEPTHOCTH 32 CUET YMEHBIICHHS YUCIIa CMep-
Tei oT MH(apKTa MHOKap/ia M YMciia BHE3AITHBIX CMEPTEi.

[TockonbKy anexBaTHas peBacKyJIsipU3alys MUOKap-
na conpoBoykiaercs: yeennuenneM OBJDK Oonee yem Ha
5-6% y 15-65% mnanueHToB B CTAaOMILHOM COCTOSTHHH, B
TOM YHUCJIE Yy TAlUEHTOB C MIIEMHYECKHM ITOPaKCHUEM
MHOKapJla WIH «CISmuM» Muokapaom, [307, 308]. Ay
OOJIBIIMHCTBA MAlMCHTOB C BBIPAKEHHBIM CHIKEHHEM
®BJIXK nocne uapapkra MHOKapAa ¢ MOIBEMOM CErMeH-
ta ST HaOMIOIAIOT 3HAYMMOE YITy4IIEHHE CHCTOIMYECKON
¢dynkimu yepes 3 mecsna [300], To st onpeeneHus mno-
KazaHui K npodunakrnueckoil ycranoske MK/, nHeooxo-
Jquma nosropHast orienka @BJDK, uepes 6-12 nenens noc-
JIe KOPOHAPHOM PEBACKYJISIPH3ALIUH.

VY manuenTos, nepexusimux BOC, peBackynspuza-
LUsI CHIDKAET YacTOTY ITOBTOPHBIX YIPOMKAIOUIMX >KU3HH
aputMmuii 1 BepossTHOcTh BCC, a Takke ymydIlaeT HCXo-
JIbl JICUEHHsI, 0COOCHHO €CJIM y TaleHTa ObUIM IpU3Ha-
KM HIIEMHUH 10 OCTaHOBKU cepiua. C aApyrod CTOpOHBI,
Hayimuue ycroiunBold MoHomop¢Ho# KT y marmeHToB,
neperecmx MM, cHIKaeT BEpOSTHOCTH TOTO, YTO JIaH-
Hasi apUTMUSI OTpearupyeT Ha peBacKylsipu3anmio. Takxe
MaJIOBEPOSITHO, YTO PEBACKYJISIPH3ALUS MO3BOJIHUT IPE.-
OTBPATUTh MIOBTOPHYIO OCTAHOBKY CEpJilia y MalleHTOB C
OOJIBIIUM ITOCTUH(APKTHBIM PyOIIOM M BHIPRKCHHBIM CHH-
xenunem OBJDK.

5.3.3. IIpuMeHeHHe AHTHAPUTMHYECKHX

Npenaparos

Bo3MOXXHOCTH aHTHApUTMHYECKUX MpErnaparoB B
npodunaktuke BCC mocie nHpapkTa MHOKapaa y ma-
LIUEHTOB ¢ coxpaHHO# (ynkuueir JIK mocrarouno or-
panudenbl. OCHOBHBIE JJAHHBIE TI0 ATOMY BOTIPOCY ObLIH
nonydensl B ucciaegoBanuu CAST [144], cornacHo ko-
TOPOMY NPUMEHEHHE OJOKATOPOB HAaTPHUEBHIX KaHAJIOB
(npenaparsl kinacca IA n IC) moBblaeT cMEpTHOCTH
nocie wuHpapkra muokapaa. [Ipemaparsr Il kiacca
(6eta-anpeHOOIOKATOPBI)  YMCHBINAKOT  CMEPTHOCTH
nocie MH(papKTa MHOKap/a Cpein IalueHTOB CO CHH-
KEHHOH (pakuueil BIOpoca, U STOT IPOTEKTUBHBIN (-
(eKT MOXET TaKKe PacrnpoCTPaHITHCS Ha MAlUEHTOB C
coxpanHoit ®BJIXK, onHako BIusHUE TakoW Tepanuu Ha
BCC eme ne uzyueno. [Ipenapar 111 knacca amuonapon
He yMeHbInaeT yacTtoTy ciaydaeB BCC nociie uadapkra
MHOKapaa y nanueHToB ¢ coxpanHoi ®BJDK. Ognako
€ro IMpUMEHEHHE MOXET OBITh Liesecoo0pa3Ho aist 00-

Hpumeuenue anmuapummuidecKux npenapamaoe
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JIETYEHMsI CUMIITOMOB M CHMKEHHUs 4acCTOTBI SMU30/I0B
ApUTMUU B 3TOM rpynre.

IIpu HanMUYuM apuTMUN C KJIMHHUYECKOW CHUMITOMA-
TUKOM, HO HE yrpoXkaroummx u3Hu nanueHtra (KD mmm
MeieHHast HeycroitunBas JKT), aMuogapoH sSBisieTcst mpe-
rapaTroM BbIOOPA, TIOCKOJIBKY MOXKET ITOJABIISTh apUTMHUIO
0e3 yxyamienus obiero nmporaosa [309, 310].

5.3.4. Karerepnas abaanus

VY 1-2% nauueHToB, nepeHecunx HHapKT MUOKap-
Jla, B oTAajgcHHOM riepuose paspuBaetcs JKT, 00bIYHO 3TO
MIPOUCXOJIUT Yepe3 HeCKOJbKO JieT. PerunuBupyromas XKT,
XOPOIIIO MOJJIAETCS JICYCHUIO C IOMOIIBIO KaTeTepHO a0-
JIAIIUHY, YTO BBIPAXKAETCSI B CYLIECTBEHHOM CHIDKCHMHU Yac-
TOTBI MOBTOPHBIX 31u3010B KT, npu ycnoBuu nedeHus B
CHenuaIu3upOBaHHBIX LeHTpax. JlanbHelmne uccnenona-
HUSI [TO3BOJISIT OTIPE/ISITUTH TOJIb3Y EPBUYHOM abiannu yc-
TOWYMBON TeMOTUHAMUYCCKH CTA0OMILHOW MOHOMOP(HOI
KT, mpu @BJIXK > 40% 6e3 nocnenyronieil MMIUIaHTaN
UK. TToka sxe ummantanuio UKJ crenyer paccmatpu-
BaTh y BCEX MallMEHTOB, nepeHecunx MM u crpanaromux
ycroituusoit KT unu @X npu oTcyTcTBUM NPU3HAKOB OC-
TPOI UIIEMHH, AaXKe MPH YCIOBUU YCIIEHIHON KaTeTepHOi
abmaruu [275-279].

6. JEYEHUE NAIIMEHTOB C
JUCOYHKIMEM JI')K B COUETAHUU
C XPOHUYECKOM CEPJIEYHOMN
HEJJOCTATOYHOCTBIO UJIA BE3 HEE

KA, B TOI mm nHOU cTeneHH, conpoBokaaroT XCH
y OospmHCTBa NanueHToB. [1oaToMy B 3TOH mOIyIsun
BC mpoucxomut nocrarouno gacto [1, 10, 311, 312]. Yac-
TOTa pa3BUTHUS U TSHKECTh JKA BO3pacTaroT 1o Mepe yTsiKe-
nerns XCH, omHako mporHocTHdeckoe 3HaueHune KA st
onenku pucka BC moka mescHo [313-316]. Onpenenenue
pucka BC y manmentroB ¢ XCH mpencraBnser ocoOeHHO
CJIOXKHYIO 33/1auy, 1 €AMHCTBEHHBIM ITOCTOSHHBIM M He3a-
BHUCHMBIM (DaKTOPOM HA CETOAHSIIHMNA MOMEHT SIBIISICTCS
BeIpakeHHOCTh auchynkiun JOK, n Hanbosee wacro mc-
oJib3yeMblil ee nokasarens: BIDK.

6.1. Ilepséuunas npogunakmuxa BCC

6.1.1. MeaukaMeHTO3HAsl Tepanus

Jleuenne marmentoB ¢ XCH u cucronmmueckoi Auc-
¢ynkimeit (PBIDK <35-40%) Brimtoqaet uaruouropst AIID,
Oeta-agpenobmokaTopsl 1 AMP, KOTOpBIe CHIDKAIOT OOIIyIO
cMmepTtHOCTS U nipenoTepariatoT BC [10] (eMm. pa3men 5).

Pexomenoauuu

MOXKHO paccMOTpeTh IMPUMEHEHHE aMUOAapOHa Uil NPOMUIAKTHKY SMHU30/0B CUMNTOMHBIX JKA mocie nHpapkra
MHOKap/ia, OTHAKO TaKas Tepanus He BIHIET Ha BEDKHBAeMOCTh JaHHbBIX manneHToB (IIbB [309, 310).

Jledenune GnokaropamMu HaTpHeBBIX KaHatoB (kinace IC) He peKOMEHI0BaHO Ul IPOGHIAKTHKA BHE3AITHOH CMEPTH Yy
narrienToB ¢ UBC u y manmenToB, neperecnnx nHpapkT Mmuokapna (I11B [146]).

Pexomenoauusn

IIpumenenue nexkapcmeeHHbIX npenapamos y 60abHbIX ¢ Oucynrkyuei JIZK

OnTuManpHas MeOuKaMeHTo3Has Tepamus wHruOuTopamMu AlI® (nmm BPA mpm HemepeHOCHMOCTH HHTHOUTOPOB
AIl®), 6era-agpeHobmokatopamu win AMP pexomenmoBana marmerTaM ¢ XCH # cucTonmdeckoi TucyHKITHEH
(®BJIXK <35- 40%) msa camkenns odmeit cmeptHoctr U prcka BCC (1A [317-320]).

3nech u panee, AII® - anrnoreHsunIpespamatomuii pepment, bPA - Giokarop peuenropoB anruorensuna II, AMP -

AHTAroHUCT MUHCPAJIKOPTUKOUIHBIX PCLCIITOPOB
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WNurunburopsr AIID ymenbiatror o0myro cmepr-
HOCTh Ha 15-25% U pexoMeHJO0BaHbl BCEM MAallMEHTaM
co cHmwkennoit ®BJIK [10, 321]. Bera-anpenobnokaro-
PBl YMEHBIIAIOT CMEPTHOCTH 1OYTH Ha 35% u obnmanaror
MIPOTUBOUIIEMUYECKUMH CBOWCTBAMH, KOTOpPBIE 00YCIIOB-
JIMBAIOT MX CHEU(PHUIECKOE aHTHAPUTMHUYECKOE JICHCTBHE,
u camkarot yactoty BC [10]. Onnako noceanee coodie-
nue Paboueil rpynmsl o npuMeHeHuro Oera-aapeHoono-
KaTOPOB IIPU CEP/ICUHON HE0CTATOUHOCTH MOCTABUIIO MO
COMHEHHE TOT (haKT, 4TO 3TH Mpenaparbl yIydIIaloT Ipo-
rHo3 y nanuentoB ¢ XCH u ®II, u pexomeHnaosana yuu-
TBIBaTh ATO MPH Ha3HAYCHUH Tepanuu nanueHTam ¢ XCH
[322]. lnst mposicHeHUsE ATOTO BOIIpoca, o 3asBieHuto Pa-
Ooueii rpyMIIbl, «B CPOUHOM IOPSIJIKE HEOOXOIMMBI UCCIIe-
noBanus ¢ yuyactueM nanuentoB ¢ XCH u ©II» [323].

AMP cumxator cmeptHocTh U yactoty BCC y na-
uneHToB ¢ XCH, xotopble yxe mojy4yaroT JiedUeHUe HH-
rubutopamu AII® wu OGera-agpenoOmokaropamu [158,
324, 325]. B nocienHeM ucciae10BaHUU C IPUMEHEHUEM
smiepeHoHa 20% ManMeHTOB MMeENH UMIUIaHTHPOBaH-
Hoe ycrpoiictBo (MKl nunu CPT), onHako npemnapar Obut
OJIMHAKOBO Y(QEKTHBEH y BCEX MAIMECHTOB, HE3aBUCHMO
OT HAJIMUUSI UMIUIAHTUPOBAHHOTO ycTpoiicTBa [325]. Ta-
KO€ TOJIOKUTENbHOE Biusinne AMP Ha yacToTy cirydaes
BCC y nanuenTtoB ¢ cucronuyeckoil quchynkuueit JIK
OBLIO MOJATBEPKACHO B METa-aHAJIM3E 110 JaHHBIM Ilec-
TH MCCIIEI0BaHUH, r1e Ha ¢oHne euenuss AMP ormeuann
cumwkenue mancoB BCC Ha 23% mo cpaBHEHUIO ¢ KOH-
Tpoiem [oTHomeHue nrancos (OI) 0,77 (95% AU 0,66,
0,89), p =0,001) [326]. Muorum narnmentom ¢ XCH Bce
elle Ha3HavYarT AUYPETUKU U JUTOKCHH, KOTOpPBIE, OHA-
KO, HE YMEHBIIAIOT O0IYI0 CMEPTHOCTH Miin yacTtoTy BC.
Jleuenne BPA n mBaOpaauHOM PEKOMEHJIOBAHO TOJBKO
s oTAenbHbIX rpynn nanueHtoB ¢ XCH [10]. Amwuo-
JIapOH HE BIMSIET HA UCXOJ JeueHus y naruentoB ¢ XCH
[147], n BBUaY BBICOKOH TokcuuHOocTH [10] ero He pe-
KOMEH/1yeTCsI HCIIOIb30BATh PYTUHHO ISl BCEX OOJIBHBIX
XCH. OnHaxo npu HaJu4YuU KIMHUYECKOM CUMITOMATH-
ku npu KA y nanmentoB ¢ XCH (B ToM yucie naru-
CHTBI, CTPAJAIOIINE OT cpabaThIBaHUN JCPUOPUILIATOPA
UM OT HeycToiunBoi cumnrTomaruueckoit JKA), amuo-
JIapOH SIBJISICTCSI MTperaparoM BbIOOpa JUIsl aHTHAPUTMH-
YECKOM Tepamnuu, Tak Kak He YXyAIIAeT MCXOJ| JICYCHHUs
y Takux nanueHTtoB [147]. [Ipyrue aHTHApUTMUYECKHUE
npernaparbsl He peKOMEH0BaHbl sl nanueHToB ¢ XCH
u3 coobpaxenumii 6ezomacHocTH [10].

3a nocnenuue 10 neT Bce yalle CTaaM MOSBIATHCS
COOOILEHNSI O JOCTaTOYHO OOJBIIOM YHCIIE TAlEHTOB
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¢ XCH, xoTopble UMEIOT HOPMAJIbHYIO MM COXPAaHHYIO
¢dpaknuto Beiopoca (OPB) [10, 327]. MHOrHE METOIBI JIcUe-
HUSI, KOTOPBIE MO3BOJISIOT YIyUIIUTh BEIKUBAEMOCTH MPU
XCH co cumxennoit @B, He Tak 3(QEKTUBHBI Y MalKeH-
TOB ¢ coxpanHoil ®B. Hemano takux manueHTOB UMEIOT
COITYTCTBYIOIIME 3a00JIEBaHUSI C IOPAKEHUEM JIPYTHX
opraHoB u cucteM, u xotss BC B 370l rpymnne BcTpedaet-
cs1 yacto [328], 10 cuX MOp HET UCCIEeOBAHUM 10CTaTOu-
HoW nH(popmMarueHOcTH 10 npumenennto UK/ wmun CPT
y Takux nainueHToB. [TouTn Bce OoibIMe HCCIeIOBAHUS
Ha naruenTtax ¢ XCH npoBonunucey 10 noiyueHus mono-
JKUTETIbHBIX PE3YNIbTATOB BaXXKHEHIIMX HCCIEJOBAaHUM IO
n3ydenuro s¢dexrunocrn UKJ[ [70, 71] u CPT [329,
330] B 2005 1. Pe3ynbraTsl 3TUX UCCIEAOBAaHUN MPUBEIH
K TepecMoTpy pexkomenpamnuii no geuenuto XCH u cno-
cobcTBoBaiu 6onee yacromy npumeneHuo MKJ[ u CPT B
KJIMHUYeCcKor mpaktuke [9, 331].

6.1.2. UmMmnianTHpyeMblii KapIHOBepTep-

aepudpuianaTop

Pannue wucciaepmoBanus mno npumeHeHuro MK]]
npu auchynkuuu JIXK nmpoBoaminck Ha mnanueHTtax,
MEepeHeCIINX OCTAaHOBKY cepAaua (T.e. BTOPUUYHAs IMpo-
¢unakTHKa), WIX Ha MAIMCHTAaX, JJI KOTOPHIX OblLia
HY’KHa JIOTIOJIHUTEIbHAsT WH(POpPMAIUs, OTHOCUTEIHHO
naayuupyemoct XXT [1]. B aByx Gonbinnx umccieso-
BaHHSIX OLCHHBAIM MEepBUYHYIO Tpodrmiaktuky BCC
¢ nomotpbio UKJl y manuentoB ¢ XCH u cHMXeHHOH
®BJIXK: uccnenopanne SCD-HeFT [71] u uccnenopa-
uue MADIT-IT [70, 335]. B uccaenopannu SCD-HeFT
npumenenne MK/l OblI0 CONpsKEHO € yMEHBIICHHEM
pucka cmeptu Ha 23% (otHomenue puckos (OP) 0,77
[95% AU 0,62, 0,96], p=0,007] u ¢ aOCOTOTHBIM CHU-
JKEHHEeM cMepTHOCTH Ha 7% uepe3 5 ner (¢ 29% no
22%). B rpynmne UK]] Takxe oTMe4yanu CHH)KECHHUE Yac-
toTel BC Ha 60% [336]. Bnusaue UK]I-Tepanuu Ha 06-
IIyI0 CMEPTHOCTH He 3aBuceno ot npuuuH XCH (ume-
MHUYECKHE WJIM HEUIIEMHYECKHE), HO OBLIO pa3sHbIM B
3aBUCUMOCTH OT ()yHKIMOHAJIBbHOTO Kjacca mo NYHA:
npumenenne MK/] 6b110 0ueHb 3 PEKTUBHO Yy MalHCH-
toB ¢ @K II, HO mpakTHUYeCKH HE BIUIO HA CMEPTHOCTD
cpenu namuentoB ¢ OK III. B uccnenoanun MADIT-
II mpumenenne MKJI conpoBoxkaanoch yMEHbIIEHUEM
obmeir cmepraoct Ha 31% (OP 0,69 [95% U 0,51,
0,93], p = 0,016]. Tlocnenyromuii ananu3 pe3yabTaToB
3TOTO UCCieIoBaHus nmoka3ai, uto s¢dexr UKJ] B aToi
MOMYJISINUKU 3aBUCENl OT BpeMeHHu [335] u uto camas
OoJbIIas Mojib3a JIEUYEHHUs OTMEYajach y NAlMEeHTOB,
nepeHecmux yuetslit UM panee ocTaiabHBIX.

Pexomenoauuu

Ilpumenenue HK/[-mepanuu y 6onvnoix ¢ ouchynkuyueii JZK

JHel nocne nHdapkra muokapaa) (IA [70, 71]).

WK /I-Tepanus pekomeHoBana st ymeHbienus pucka BCC y manuentos ¢ cumnromHoit XCH (II-11I ®K NYHA) u
OBJIK <35% mocne Tpex u 6oiee MeCsIeB ONTUMAILHOW METUKAMEHTO3HOM TEPAITuy ¢ 0XKHIACMOH IPOIOIIKUTETb-
HOCTBIO JKH3HU C XOpOIIUM (DYHKIIMOHAIBHBIM CTaTycoM He MeHee | roma: - C mmeMudeckoit atnonoruei (uepe3 40

Heumemuueckoit atuonorueit (IlaA [71, 332-334)).

Crnenyer paccMOTpeTh BO3MOXHOCTh puMeHenust UK/I-repanuu 11t ymensienaus pucka BCC y manueHToB ¢ cuM-
nromHoid XCH (II-III ®K NYHA) u ®BJIXK <35% mnocne tpex u Oosee MecsIeB ONTHMAILHONH MeIMKaMEHTO3HOM
TEparuu ¢ OKUAAEMOH MPOJIOIKUTEIILHOCTHIO JKMU3HU € XOPOIIUM (yHKIMOHAIBHBIM cTarycoM He MeHee | roma: - C

3nech u ganee, NYHA - HLm-ﬁochxaﬂ KapJMO0JIOrMY€ECKasl acCOLUalNs
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CyliecTByIOT AaHHBIE MO YMEHBUICHHIO OOIIEH W
apuTMuyeckoil cmeptHocTu y nanueHToB ¢ XCH u cHu-
JKEHHOH (hpakumeild BbIOpoca (C HEMIIEMHUECKOH ITHOIIO-
ruel), XoTs AoKaszarenbHas 0a3a o npumenennto UK/ y
MAIMEHTOB, NMepeHecInX HHPAPKT MUOKap/a (T.e. ¢ ullie-
MHYECKOH 3THONIOTHEN) HaMHOro Oosbiie. B ocHOBY coB-
PEMEHHBIX MoKa3aHuil s ucnons3oBanus MKJI[-repanuu
y nanuenTtoB ¢ Hennemudeckoid KMIT, aucoynkumeit JOK
U CepICYHON HEOCTATOYHOCTHIO, MOJIOKEHBI PE3yIbTaThI
uccnenopanuii: CAT [337], AMIOVIRT [338], DEFINITE
[332], SCD-HeFT [71] u kpynHoro mera-ananuza [333]
PaHIOMU3UPOBAHHBIX KOHTPOJIUPYEMBIX HCCIICOBaHUI.
B uccnenosanuu CAT [337], nmoka3zarenn KyMyasTUBHOM
BbDKMBaeMocTH B rpynme UK/ u rpynmne konTposst Obuin
CXOAHBIMU U HE UMEJIH CTaTUCTHUYECKU JOCTOBEPHBIX Pa3-
JIMYUH Tocie JIBYX M 4eThipex Jer HaOmonenus. [lo pe-
syasraram uccienopanust AMIOVIRT [338], obmas cmept-
HOCTb U KQu€CTBO HU3HH Y MAllUEHTOB C HEUIIEMUYECKOM
KMII u neycroituussivu JKT, B rpynne amMmuogapoHa u B
rpynne UK He uMenu cTaTuCTUYECKH T0CTOBEPHBIX pa3-
mrunii. Hakonen, mo ganueiM uccienoBanus DEFINITE
[332] y TOl e KaTeropuu MalUeHTOB, CHUKEHHE pUCKa
CMepTH OT BCceX NpuuuH BeneactBue npumenenus MKJI-
Tepanuy HE MMEJO0 CTATUCTUYECKH JOCTOBEPHOIO MOJ-
TBepkAeHUs. TONbKO CHMXKEHHE pPHCKAa apUTMUYECKOH
cMmeptH, 1o ¢yt - BCC or UK/I-Tepanuu ObLIO CTaTHC-
thyecku noctoBepHbiM. HccnenoBanue SCD-HeFT [71]
MPOJEMOHCTpHUpOBao, 4ro y namueHtoB ¢ XCH II u III
O®OK no NYHA, ®BJIK<35%, UK]I-Tepanusi craructu-
YECKHU JOCTOBEPHO CHHMKAET CMEPTHOCTH OT BCEX MPUUYUH
Ha 23%. Ho crienyer yuyuThiBaTh, YTO B HCCIIE€JOBAHUU
M3ydanach CMEIIaHHas rpyMa MaueHToB, COCTOSIas Ha
52% wu3 manuenToB ¢ umemuueckoit KMIT u na 48% c ne-
nmemudeckoit KMIT.

OOpaiaeT Ha ceOs BHUMAHHE OJHO U3 MOCICIHUX
3HauuTeNnbHbIX uccienoBanuiit DANISH [334], B koTopom
nzyvanack >pdexkrusHocts MKJI-tepanuu y nanueHToB
¢ Heumemudeckoi kapauomuonarueii (KMII). B pannmo-
MU3HUPOBAaHHOM, KOHTPOJIUPYEMOM UCCIIEOBAHUU, S56-TH
MaIIEeHTaM ¢ CUMIITOMHOM CHCTOJINYECKOH CepeyHOil He-
nocratouHocTeio (OBJDK<35%) Heumemuueckoro rexe-
3a Obutn umIntanTupoBansl MK/, KonTponbHyto rpymimy
cocraBuian 560 ManMeHTOB, IOJyYaBUIME OOBIYHYIO Me-
JMKaMEHTO3HYIO TEpParuio, COOTBETCTBYIONIYIO TAKOBOM B
nepBoit rpynme. B obeux rpymmax, 58% mnomygamu CPT.
[lepBUYHOI KOHEYHOIT TOUKOH SBJISIACH CMEPTH OT JIFO00M
npuunHbl, BTopudHoil - BCC u cMepTh OT cepaeyHo-co-
cynuctbix npuunH. [lepuon HaOmoneHus cocraBui 67,7
MECSIIIEB, IEPBUYHON KOHEUHOH TOukH nocturiu 120 ma-
nuenToB (21,6%) B rpynne UK/ u 131 nanmenr (23.4%)
B KOHTPOJIBHOH rpynme (cooTHomenue puckos 0,87; 95%
noseputenbHbIi uHTEpBai [CI], 0,68 - 1,12; P=0,28). BCC
ormeyainach y 24 nanuenTos (4.3%) B rpyne UK/ u 'y 46
nanreHToB (8.2%) B KOHTPOJILHOI Ipyre (COOTHOIICHHE
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puckos 0,50; 95% 11 0,31 - 0,82; P = 0,005). Takum 00-
paszoMm, B JaHHOM HCCJIEJIOBAHUU, PA3IMUUsl B CMEPTHOCTH
OT BCEX MPUYUH U CEPJCYHO-COCYNUCTHIX IPUYMH HE UME-
JIM CTaTUCTUYECKOU JT0CTOBEPHOCTH, ¥ TOJBKO, TOKA3aTeNb
BCC, B rpynne UK]I umen cTaTUCTHUECKH TOCTOBEPHbBIE
pasznuyuMs ¢ TAKOBBIM B KOHTPOJIBHOMU TpyTIIe.

Kpynubiii Mera-ananus [333], oObeamHWI TATH
ynoMsiHyThix uccnenopanuii (CAT [337], AMIOVIRT
[338], DEFINITE [332], SCD-HeFT [71], COMPANION
[329], ¢ oOmmM KonmuuecTBOM ManueHToB 1854, Anamus
MoKa3aj JIOCTOBEPHOC CHHKCHHE IOKa3aTels oOmIei
cmeptHocTH cpenu nanuentoB ¢ MK u CPT-JI ycTpoii-
CTBaMH I10 CPaBHEHUIO C TPYMIOW JeKapCTBEHHOH Tepa-
nuu (cootHoureHue puckoB 0,69; 95%; nOBepUTEIBHBIIH
untepsan 0,55-0,87; P=.002). [lanHble MeTa-aHain3a
MOKA3bIBAIOT, YTO T'PYyIIa MAI[UCHTOB ObLIA OCTATOYHO
OJIHOPOJIHA, U JlaXKe MpH UCKIoueHHH nanueHToB ¢ CPT,
MoKa3aresib CHU)KEHUsI CMEPTHOCTH COXPAHSUI CTaTUCTHU-
YECKYI0 JOCTOBEPHOCTh. BeposiTHO, B caMuX UCCleI0Ba-
HUSX KOJIMYECTBO BKJIFOUEHHBIX MAIMEHTOB HE TO3BOJISIIIO
MOJIYYUTh CTATUCTUUYECKYIO IOCTOBEPHOCTh B CHUIYKECHUU
MoKasaresisi CMEpTHOCTH OT BCEX MPUYMH, a METa-aHaIu3,
00bEIMHUB 3HAUMUTENILHOE YKCIIO HAOIIOJCHMH, MOABEN
9TOT MOKa3aTeNb K CTaTUCTUYECKON focToBepHOCTH. OJI-
HAKO B IIEJIOM, HEIIb3sl OCTaBIATh Oe3 BHUMaHHUS (DAKT,
yto uyetbipe wuccienoBanus (CAT [337], AMIOVIRT
[338], DEFINITE [332], DANISH [334]), nocBsiliieHHbIE
nsyuenuto ddpdexrusaoctu UKJ/[-Tepanuu y manueHToB
¢ Henmemundeckoir KMIT u nucynkumeit JOK, ne npo-
JIEMOHCTPUPOBAJIU JIOCTOBEPHOTO CHUYKEHUSI CMEPTHOCTH
OT Bcex npuuuH cpenu nanueHtos ¢ UKJl B cpaBHeHuu ¢
KOHTPOJIbHOM I'PyNION Nal[eHTOB.

6.1.3. IlpumeHeHHe HMILIAHTHPYEMOIO

Kap/auoBepTepa-1epuopuIsiTopa y NanueHToB

¢ XCH IV ®K (NYHA), oxxuaarommux

TPAHCILUIAHTALUIO Cepala

B nacrosiee Bpems He CylIeCTBYET PaHJOMU3UPO-
BaHHBIX MCCIICAOBAHUMN, KOTOPBIC TOKA3BIBAIH OBl O3y
UK]] y narmentoB ¢ XCH IV ®K (NYHA). Kax npasuio,
UK He pekoMeH10BaH MaIllUEHTaM C TSKEJIBIMU CUMIITO-
MaMH, He OTBEUYaIOIIUM Ha MEMKaMEHTO3HYIO TEPANuIo U
He noaxonsamuM aist CPT, umruiantanum ycTpoicTs Me-
xaHuueckoit nmoanepxkku JOK unu TpaHcmiantanuu cep-
nua [10, 13]. OgHako cutyanust MOKET ObITh HHOM B CITy-
yae nauueHToB ¢ amOynaropuoit XCH IV ®K (NYHA),
O’KMJIAIOIIKX TPAHCIUIAHTAIIMIO cepa. Takue maliueHTbl
Yalie BCEro OKMJAI0T TPAHCIUIAaHTAIMIO HE MEHee roJia U
HaxoJATCs B Tpynie Beicokoro pucka no BC. Pesynbrars
JIBYX 00CEpBallMOHHBIX HCCIIE0BAHUN ¢ 00IIed BHIOOD-
koil moutu 2000 manueHToB - OAHO JOCTATOYHO HOBOE
[339], Bropoe Oosee crapoe (C peaKUM Ha3HAUCHUEM
Oera-agpenobiokatopoB) [340], CBUIETENBCTBYIOT 00
YIYYIICHHH BBDKMBAEMOCTH B 3TOM TpYyIE MaIlMEHTOB
nociue ummanTanuu UK/,

Pexomenoauusn

Ilpumenenue umnnanmupyemozo kapouosepmepa-oeuopunnamopa y nayuenmos c XCH IV @K (NYHA),

0XCUOAIOWUX MPAHCRIAAHMAYUIO CepPOyd

CrnemyeT paccMOTPeTh BO3MOXKHOCTE TpuMeHennst K /]-Teparnmu i nmepBruuHON 1 BropuaHoi npodunaktuku BCCy
MAIEHTOB, OKUIAIOIINX TPAHCIUIAHTANNIO cepana BHe neuednoro yupexaenus (I1aC [339, 340]).
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6.1.4. TlpuMeHeHHEe UMILIAHTHPYEMOTO

KapauoBepTepa-1eudpuLIsTOpPa y

nauueHToB ¢ XCH B coueTaHuu ¢ cepaequHoii

PEeCMHXPOHU3HNPYIOLLeH Tepanueil

W3BecTHO, YTO CepAedHas PeCHHXPOHU3UPYIOMIAs
tepanust (CPT) cHIDKaeT pucK CMEpTH OT BCEX NMPHYUH y
nanuenToB ¢ XCH (IGIILIV @K mo NYHA) u mupokum
QRS xommexcom (6omee 120-130 mc), omHaKo JaHHBIE O
ee BiusiHK Ha puck BCC mporuBopednBsl. Jl0CTOBEPHO
nokazano, uto CPT B coueranmu ¢ UK]] cHmkaeT puck
CMEPTH OT Bcex NMpuuuH U B ToM umncie, puck BCC. Co-
YeTaHWe MAHHBIX BUIOB TEpalMKd B OJHOM YCTPOWCTBE,
HazpiBaeMoM «CPT-I», mo cyTu, pacmupseT mpuMeHEHHE
MK ]I-Tepanuu, noBsllIas Kjiacc MOKa3aHUM IS MalldeH-
toB ¢ XCH IT ®K no NYHA u oTKpbIBasi BO3MOXHOCTh
ucnonb3oBanust UK/I-tepanuu y manueHToB ¢ aMOynaTop-
ot XCH IV ®K (NYHA).

6.2. JKD y nayuenmos co cmpyKmypHolui

namonozuei cepoya / ouchynxyuen JIZK

KD u smmsoner HYXKT mocrarouno gacto HaOmMro-
JaroTcd y manueHToB ¢ aucoynkuuer JOK m MoryTt kxak
cieacTBrueM, Tak ¥ npuuuHoi muchyukmun JDK. XKD u
HYXT y nauueHToB cO CTPYKTYpHOM MaToJIOTUeN cep/ia
COTIPSDKEHBI C OBBIMIEHHBIM PUCKOM CMEPTH, TPUIEM YHC-
10 JKD 6omnee 10 B gac u snm3onsr HYXKT sBnstrorcst oOrmre-
MPUHATHIMA MapkKepaMu BbICOKOTO pucka [357]. Ecnmmu Ha
¢done XKD i HYXKT y marpienTa BOSHUKAIOT CHMITTOMBI,
6o camwkaercs OBIDK («raxukapaudeckas: KapIuoMHO-
MaTHs»), CIAeIyeT PacCMOTPETh HAa3HAYEHHE aMHOIapoHa
WM BBITIOJTHEHUE KaTeTepHON abiannu.

Bricokas gactota KO (>24%) y manueHToB ¢ amc-
¢yukuueit JOK u koporkuii mHTEepBan cuemicHus JKI
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(<300 MC) CBHICTEIBCTBYIOT O Pa3BUTHH KapIuOMHOIIA-
Tud, BbI3BaHHOM KD [355]. V Takux manueHTOB Karerep-
Hast aOyanmsi momoraeT nojxaBuTh KD M BOCCTAaHOBHUTH
¢byukuio JIK [354].

6.3. Ycmoiutuueas siceqry0ourkoean maxuxkapous

6.3.1. MenqukaMeHTO3Has Tepanus

Jleuenne nanumentoB ¢ auchynkuuei JOK n ycroii-
ynBoil KT B coueranuu ¢ XCH wnnm Oe3 Hee MPOBOTUTCS
B cooTBeTcTBUM ¢ KimHuyeckumu PekoMeHIAIMsIMUA 110
XCH, Ttak e Kak 1 manueHToB ¢ muchynkimein JOK 6e3
KT [10]. Menukamento3Hast Tepanust ycroiuusoi KT
JIOJDKHA OBITh HalpaBjieHa Ha MaKCUMalbHYIO OJOoKany
CHUMITaTUYECKUX BIMSIHUI Ha CEpAEYHOCOCYAMCTYIO CHC-
temy. B uccnegosanun MADIT-11 y manuento ¢ MK/,
MOJTyYaBIIUX MaKCHMaJbHBIE J03bI OeTa-aJpeHo0IoKa-
TOPOB, HAOJIONANM CYIIECTBEHHOE YMEHBIICHHE 4YHCIa
noBTopHBIX 1307108 KT mnu @K, TpedoBaBmIINX BKIIO-
yenust paborsl MK/, mo cpaBHEeHUIO ¢ ManueHTaMu, KOTo-
pbie He monyuanu oera-aapeHoonokatopos (OP 0,48 [95%
U 0,26, 0,89], p = 0,02) [10]. B uccnenosanuu OPTIC
CpaBHHMBAJIN JieueHHe OeTa-aapeHo0I0KaTopaMH, COTallo-
JoM u OeTa-aapeHo0I0KaTopaMH B COYETaHUH C aMHO/a-
poroM st ipodpunaktuku pa3psnos UK mo mosomy KT
u ®XK [171]. Jleuenue aMnoapoHOM B COUYETAaHHUH C OeTa-
a/IpeHOOJIOKATOPaMU  COMPOBOK/IAIOCH ~ CYIIECTBEHHBIM
yMeHbIIeHneM 4acToThl paspsaoB MKJ] no cpaBHenuro ¢
MOHOTepamueil 6era-anpenodnokaropamu (OP 0,27 [95%
JAN 0,14, 0,52], p <0,001) u ¢ MOHOTEpanueit coTanoaoMm
(OP 0,43 [95% AU 0,22, 0,85], p = 0,02). OnHako B rpyn-
e IPUMEHEHNUS COTalloa U B IPyIIe KOMOMHUPOBaHHOU
TEparyuy aMUOAApPOHOM U OeTa-aJpeHOOI0KaTopaMu dac-
TOTa OTMEHBI NPENapaToB, B CBS3M C HEXKeNaTebHBIMU

Pexomenoauuu

Cepoeunas pecunxponusupyrouiaa mepanusa c HK/I* é nepeuunoit npogpunaxmuxe BC y nayuenmoe c cunycoevim
pummom u XCH Il ®K (NYHA)

CPT-/] pexomenj0BaHa /sl yMEHBIICHUS] MOPOUIHOCTH, TIPETYTIPEKICHUS IPOrPECCUPOBAHMS 3a00JIeBaHMsI, CHIKE-
HUSI pHCKa TOCITUTAIM3AIMH, 001el n BHe3armHoi cMepTHOCTH, nanueHTaM ¢ XCH @K II mo NYHA, ®BJIX < 30%,
QRS> 130 mc, no tuny BJIHIII, ¢ cuHyCcOBBIM pUTMOM M ONTHUMANbHOM MEAMKaMEHTO3HOU Tepamnuei, Koraa mporHo-
3UPYEMBIH CPOK MX KHM3HU C XOPOIIUM (DYHKIIMOHAIBHBIM cTarycoM npesbiniaeT 1 rox (1A [163, 341-348]).

CPT-/1 MOXXHO paccMarpuBaTh Uil YMEHBIICHUsT MOPOMHOCTH, MPEAYyPEXICHHUS TPOrpecCUpoBaHms 3a001eBaHus,
CHIDKCHHUS PHCKA TOCIIUTAIM3AIMIA, 001Iel u BHe3anHoU cmepTHOCTH, nanueHTam ¢ XCH @K Il mo NYHA, ®BJDK <
35%, QRS> 150 mc, no Tuny He BJIHIIT, ¢ cuHyCOBBIM PUTMOM M ONTHMAJIBHON METUKAaMEHTO3HOHN Tepanueil, Korna
MIPOTHO3MPYEMBIN CPOK MX JKU3HH C XOPOIIUM (PyHKLIHOHAJIBHBIM cTarycoM npesbimaet 1 rog (IIbA [163, 346 - 349 ).

CPT-]] pexoMeH10BaHa JUIsl CHIDKEHUS pUCKa rocnuTanu3aiuii mo nopoay XCH, cHMKeHMsI prcka BHE3AITHOM U 001Iei
cmeptHocTH y manuenToB ¢ XCH III-1V (amOynaropnsiit) @K mo NYHA , ciHYyCOBBIM PUTMOM, IITUTEIbHOCTHI0 QRS
>130 mc, mpu BJIHIIT, ®B < 35% u onnTUManbHON MEAWKaMEHTO3HON Tepamuei, Korna MPOrHO3UPYEeMbI CPOK HX
JKU3HU C XOpomuM (YHKIIMOHAIBHBIM cTarycoM npeBbinaet 1 roxg (IA [341-345]).

CPT-/I ciemyet paccMaTpuBaTh JUIS CHIDKCHHUS pHCKa TOCIUTaMU3aImid o moBoxy XCH, CHIKeHNs prcka BHE3aITHON
u o6meit cmeprHOcTH y manmeHToB ¢ XCH III-IV(amOynaropusiit) ®K mo NYHA , CHHYCOBBIM PUTMOM, UTATEIEHOC-
1610 QRS >150 Mmc, o Tuny He BJIHIIT, @B < 35% n onntumanbHOM MEIMKAMEHTO3HON Tepariei, Koraa MporHo3u-
PYEMBIii CPOK WX KHU3HH C XOPOIIHM (YHKIIMOHATBHEIM cTarycoM npeBbimaet | rox (I[aA [342-345]).

CPT-/I cnemyer paccMarpuBaTh AJs CHUKEHHs pUCKa rocrmranmsaiuil no nosoxy XCH, cHIDKeHHSI prCKa BHE3alHOH 1
00mIeil CMEpPTHOCTH y MAIMEHTOB, HYXJAIONMXCS B JUIUTEIBHONM ITOCTOSHHOW JKenmynoukoBoi crumysrsiimu, ¢ XCH 1I-
IV(ambymnaropusrit) ©K mo NYHA, mmrensaocThi0 QRS >120 Mc, @B < 35% 1 onmTiMabHON MEIUKAMEHTO3HOH Teparti-
€M, Koryia IPOrHO3UPYEMBIi CPOK MX SKM3HH € XOPOIINM (DYHKIMOHAIBHBIM cTarycoM npesbimaet 1 rox (IlaC [350-353]).

* Hacrosiue pekomenaanuu kacatorcs tonbko CPT-/1, Tak kak mccnenoBanust 5pQeKkToB peCHHXPOHU3HUPYIOIIEi Tepa-
nuy y nauueHToB ¢ [I ®K (NYHA) nposonunucs Tonsko ¢ ucnons3zoBanuem CPT-JI (CPT-]] - cepaeuHast peCUHXPOHHU-
3upyromas Tepanusi-aeGpuopuILIATOp)
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a¢dekramu, ObUIA CYIIECTBEHHO BbIIIE. Tak, yacToTa OT-
MeHBI yepe3 | rog or Hauana jgedeHus coctaBuia 18,2%
JUTsl aMmuoaapoHa, 23,5% juist cotanona u Jumb 5,3% ans
OeTa-aipeHO0I0KaTOPOB.

B nccnenosannu SCD-HeFT manuenTs! ¢ mucdyHk-
muert JOK n XCH OK I wnm [T mo NYHA, B cooTBeTCTBUUT
YCIOBUSMHU PaHIOMHU3AIMM B 3 Ipymmax Tepanuu, Moiy-
yanu: 1) crangaptHyto Tepanuto XCH, 2) cranmapTHyio
tepanuto XCH B coueTaHnu ¢ aMHOapOHOM WM 3) CTaH-
naptayto tepanuio XCH B couetanuu ¢ ogHOKaMepHBIM
UK [71]. Tlo pesyasraTaM HUCCIIEOBaHHUs JIOTIOJIHEHUE
JIEUCHHsI aMHOJAPOHOM HE OKa3ajio BIMSHUS Ha IOoKa3are-
JIY JIETAILHOCTH B TPYIIIEe KOMOMHUPOBAHHOW Teparuy Mo
CPaBHEHMIO C TPYMIOM, I7le MalUeHThl MOTy4aad TOJIBKO
crapaapTHyto Tepanuto XCH.

6.3.2. KarerepHas abianus

VY nmanueHToB co CTPYKTYpHOM natosorueii cepia ka-
TerepHas abnanus ycroiunsoii KT MoxeT npuBecTy K pes-
KOMY TPEKPAIeHUI0 WM YMEHBIICHUIO YacTOThl MOBTOP-
HbIX 311130/10B JKT, B 3aBUCHMOCTH OT cyOcTpara apuTMHH.

6.3.2.1. Ilayuenmoi ¢ ouchynryuei JOK

VY manuentoB ¢ auchynkiuenn JOK u ycroitunBoi
KT naroduznonornyecknii MexaHu3M apUTMHUH 3a4acTyIO
3aKiro4aeTcss B (DOPMUPOBAHUM Kpyra re-entry Ha Qone
PYOLIOBBIX U3MEHEHUH, 1 LIEITbIO a0JIaliy SBISIETCS] KPUTH-
yeckuil nepemeex B 3ToM kpyre re-entry. XXT y Takux ma-
LIMEHTOB Yallle BCEro NMeeT MOHOMOP(HBIH XapakTep. BbI-
siBUTh JKT 1pu 21ekTpodru3nonornueckoM 1ecie10BaHiN

Jeuenue nayuenmos c oucynxyueit J2K u K3
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niomoraroT janubie DKI' B 12-T1 0TBeACHUSX, 3alTUCAHHON
BO Bpemst kinHnveckor KT, a nmpu ee oTcyTcTBUM y Malu-
entoB ¢ K]/ cneayeT onuparscst Ha JUIMHY IIUKJIA BO Bpe-
Ms KT B apXuBUpPOBaHHBIX dEKTporpamMmax. Yaiie Bcero
JUTSE a0JalliU MPUMEHSIOT OPOIIACMbIC KaTeTEPhI, KOTOPHIC
JlaroT 0osee TIyOOKOoe MOBPEX/ICHHE W Ha KOTOPBIX pexe
obOpa3zyeTrcs Harap BO BpeMsi JJOCTaBKU YHEPTUHU.

B HacTositiiee Bpemst HET UealbHOW CTpaTeruu admia-
uuu. He cymiecTByeT paHIOMU3UPOBAHHBIX KIMHUYECKHX
HCCJIC/IOBAHUI, B KOTOPBIX OBl CPABHUBAIN OBl KATCTCPHYIO
abmanuio ¥ BO3JCHCTBHE Ha CyOCTpar apuTMHM y Maiu-
enToB ¢ JXXT. Takke HET eAMHOTO MHEHHS O HaJJexKallen
KOHEYHOM TOUKe ATOM mpoueaypsl. be3 comHenus, cnenyer
CTPEMUThBCS K yeTpaHeHuto Beex kinHndeckux JKT, onHako
Oornee MPEANOYTUTENHEHON KOHEUHOM TOYKOH MpOLETyphl
MOXET OBITh OTCYTCTBHUE JTFOOBIX UHIYIIUPYeMbIX JKT.

B ciydae 3neKTpUYecKoro mropma KarerepHas ad-
Jan|s CroCcoOHa OBICTPO MPEKPATUTh 3TO YIPOXKAFOIIEE
JKU3HU SIBJICHUC, a TaKXKE CHU3UTh YaCTOTY MOBTOPHBIX
SMU30/I0B AIIEKTPUUECKOTO IITOpMA MO CPABHEHUIO C Me-
JIUKAaMCHTO3HOM Tepamueil 6e3 JpyruxX BCIOMOTaTeIbHBIX
cpencts [197]. V nanuenToB ¢ XXT Ha ¢one nocTuHpapKT-
HOTO pyOlla UCXOJl KaTeTCPHOW abianuu OOBIYHO JIyYIIC,
yeM y nanuenToB ¢ KT npu HenmeMuueckoi KapaAnoMuo-
natuu. Ponk kaTeTepHoi abiamuu B JICYCHUU YCTONYNBOM
KT oneHuBanu B paMKax IMATH MPOCICKTUBHBIX HCCIIC-
noBanuit [198-202]. B MHOTrOLEHTPOBOM HCCIIEOBAaHUU
Multicenter Thermocool HermocpenCTBEHHBIN ycriex Mpo-

Pexomenoauuu

YV nmanuenToB ¢ yacteiMu cumntoMHbIME KD mmn HY KT cienyet paccmotpets nedenue amuomnaponom (I1aB [71]).

(IIaB [354-356)).

VY nanmento ¢ yacteiMu cuMiToMHbIME JKO mimm HYXKT ciexyer paccMoTpeTh BBITIOJIHEHHE KaTETEPHOH adiIamuu

Crienryer paccMOTpPETh BBIIIOJIHEHHE KareTepHoid abnarmu y nanrenTos ¢ auchynkuuei JOK na done XK (11aB [354-356]).

3necs u nanee, HYKT - HycToltunBas sxenyq04KkoBast TaXUKapIaust

Pexomenoauuu

Jleuenue nayuenmog ¢ oucynxyueit JIZK u nogmoprvimu Inuzo0amu yCmoudusoil HeenyoouKoeoil maxuxkapouu

Bceem marmmentam ¢ nuchynkueit JOK u yeroitanpoii KT pekoMeHIyeTcs ONTUMH3ANNs MEIUKAMCHTO3HOH Teparuu
XCH B cootBercTBHE ¢ coBpeMeHHbIME pekomeHaatusiMu (IC [10]).

Creayer pacCMOTPETh BOIPOC O Ha3HAYeHUH aMuoaapona Juis npoduiaktuku KT y nanueHToB ¢ UMIUIAHTHPOBAH-
ubiM K] u 6e3 vero (I1aC [71]).

Pexomenoauuu
IIpeoomepawienue noBMOPHBIX INUZ0008 HCETYOOUKOBOU MAXUKAPOUU y nauyuenmos ¢ oucynuxyuei JIZK u
YCHOUUUBOU JHCELYOOUKOB0U maxuxKapouei

DKCTpeHHasl KaTeTepHasi abianus B CIEHaTIN3UPOBAHHOM U UMEIOIIEeM JIOCTATOYHBIN OIBIT IIEHTPE PEKOMEHIOBaHA
MaryeHTaM ¢ HerpepbiBHO penuanBupyomiei XKT win aneKkTprudeckuM HITOPMOM, IIPUBO/SIIHM K 4ACTHIM TOBTOPHBIM
paspstmam UK/ (IB [177]).

Hasnauenne amuonapoHa Wik KareTepHast abanysi Moka3zaHa MaueHTaM ¢ 4acThIMU MTOBTOPHBIME paspsnamMu UK/,
oOycnoienubiMu ycroiansoii XKT (IB [71, 171, 198-200]).

[Tpu orcyrcTBum 3ddekra OT amHogapoHa BO3MOXKHO Ha3HaueHue npenapartoB [-B kmacca [hennronn, MekcuiaeTHH |
(IC[71, 171, 198-200]).

[MTanmenram, HarpaBIeHHBIM Ha KaTeTepHYIo abnanuio, pekomenayercst umiuianrarms UKJ], BHe 3aBucuMoCTH OT pe-
3yabTaroB KarerepHoi abnamuu (IC [MD]).

VY nanuenToB ¢ UK/ Bonpoc 0 Ha3HAYCHNH aMHOIApOHa WM O IPOBEICHUN KaTETEPHOH a0Nmaliy JOKeH OBITh pac-
CMOTpEH TocJe mocie nepsoro paspsaa MK/ mo moBoxy ycroitumoit XKT (IIaB [71, 198-200]).
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Leyphl, O]l KOTOPHIM MMOHUMAaJIH HCYE3HOBEHHE IIF000M
ungynupyemoit KT, cocraBun 49%, a cpeaHecpouHas
cBoOoma ot KT uepe3 6 MecsIeB HAOMIONCHHS COCTaBH-
na 53% [199]. B muoronentpoBom uccienosanuu Cooled
RF HemnocpencTBeHHBIN ycrex MpoLeaypbl, 0] KOTOPbIM
MMOHUMAJIA UCYC3HOBCHME r000i nHynupyemoit XKT, co-
craBmi 41% [198]. CBoOona OT MOBTOPHBIX AMH3010B KA
ObuTa 3aduKcupoBaHa y 46% MAIMEHTOB TPU MPOIOJIKH-
TENBHOCTH HaOmoneHus § + 5 mecsieB. B npocrnekTus-
HOM uccienoBanun Euro-VT HemocpencTBeHHBINH ycmex
abianuu Obul HOCTHTHYT y 81% manueHToB, a cBOOOAA
ot nosropHOi KT -y 51% mnanuentoB [200]. B uccrue-
noBanun SMASH-VT oreHuBanu poyib KaTeTEepHOU aod-
JIAIMH Y TIAIMEHTOB, paHee nepeHecmmx M u uMeBImx
cumkennyto @BJIK [201]. Beem nanuentam ¢ @XK, KT
C HApYIICHUSMH TeMOJMHAMMKH, a TAKKC MAIlMCHTaM C
obomopokamu 1 uHayupyemoit JKT ycranasmusamun UK/
BO BpeMs IHJOKapAHAIBHOTO JIEKTPO(U3NOIOTHYECKOTO
uccienoBaHusl. B KOHTPOJIBHOW rpymie HaueHTaM TOJb-
ko ycranasnuBanu MK/, B aTom uccnenoBaHuu nanueHThl
HE IMOoJydYald aHTHapUTMHYECKHX mnpernaparoB. Karerep-
HYIO a0Jalnio BBIMOJHSIN B COOTBETCTBHE C XapaKTEpOM
cyOcTpara c 11e1eBbIM BO3/ICHCTBHEM Ha ITaTOJIOTMYECKHE
JKEJTYJ0UKOBBIC TIOTEHIMAIbI P CHHYCOBOM pUTME, 0e3
HeoOxoxaumoctr nHaykuuu JKT. B mepuon HabmoneHus
(cpenmHsist MPOMOKUTENBLHOCTh 23 + 6 MecsIeB) oTMeYa-
JIY CYIIECTBEHHOE yMEHbIIEHUE 4acToThl 31307108 KT ot
33% B KOHTPOJIBHOI rpymme a0 12% B rpyme adnarum.
Yacrora obocHOBaHHBIX cpabareiBanuii K] Takxke cHu-
3WJIaCh Mociie KareTepHoit abnarwu ¢ 31% 10 9%.

B mpocnekTHBHOM paHJIOMH3UPOBAHHOM HCCIIE-
noanun VTACH cpaBHUMBaiu KaTeTEpHYHO a0Jaluio |
OTCYTCTBHE JIOMOJHUTEIBHON TEpaIHH, 3a HUCKIIOYCHHEM
UK, y mauuenToB ¢ nepeHeceHHbIM MM, cHukeHHOU
OB (<50%) u XT co crabmibHOlI reMoauHaMuKoi [202].
[TepBUYHOI KOHEYHOI TOYKOH OBLIO BpeMsl JI0 TIEPBOTO pe-
munuBa KT mm OXK. BeokuBaemocts 6e3 nosropHoit KT
B TeueHne 24 mecsieB Obula BBIIIE B Ipyme adiauu mno
CPaBHEHMIO C KOHTPOJIbHOW rpymnmnoit (47% npotus 29%,
OP 0,61 [95% U 0,37, 0,99], p = 0,045). Cpennee uucio
obocHOoBaHHBIX cpabarsiBannii MK/] B mepecuere Ha oiHO-
TO MalKeHTa B roJi CHU3WIOCH 10CIIe KaTeTepHOoi adnanun
c3,4+£92 o 0,6 +2,1 (p=0,018). Karerepnas abnarnus
HE BJIMsUIa HA CMEPTHOCTD B 3TOM HCCJICJIOBAHUH.

B nenom, ycnex karerepnoit admarun JXXT B Kax-
JIOM KOHKPETHOM CJIy4ae 3aBUCHT OT Pa3MepOB IOCTHH-
(apkTHOTO pyO1Ia, KOTOPBI MOYKHO OIIEHUTH 110 00IacTsIM
HU3KOTO BOJIBTAXKa MPU AJIEKTPOAHATOMUYECKOM KapTHpPO-
Banuu [223]. DhPeKTUBHOCTh a0Naluii 3HAYUMO IOBBI-
LIaeTCs, €CIIM OHU BBIIOJIHSIOTCS B CIICIIMAIN3UPOBAHHBIX
nenTpax [224].

6.3.2.2. Taxuxapous ¢ yupxynsyuei 6030yxicoeHus

no noxcxkam nyuxa Iuca

Taxukapaus ¢ MUPKYJISIHEH BO3OYKICHHUS IO HOX-
KaM myuka ['uca - penkuii BapuaHT TaxXUKapJWd C MeXa-
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HU3MOM MakKpo-re-entry, Iie aHTerpaaHbIM IyTeM 00bIYHO
CIy)KHT IpaBasi HOKKa, a PETPOrPaJHbIM ITyTEM CIYKHUT
neBast Hoxxka. Ha moepxnocTtHo#t OKI' B 12-TH oTBene-
HUSIX Y TaKWX MMalMeHTOB MMEIOTCSl TPU3HAKU OJIO0Ka bl
neBoit HOXKKHU. Taxukapaust ¢ IUPKYJSIIUECH BO30YKICHHS
10 HOXKKaM ITy4Ka [ mca yacto conpsikeHa ¢ KapauoMHomna-
tueit [360]. KaterepHas abnarusi OJHON M3 HOXKEK MydKa
I'mca 0OBIYHO TIO3BOJIAET TOJNHOCTBIO HM3JIEYHTH 3a00Je-
BaHME, TIPH 3TOM TpaBasi HOXKa sIBJsIeTCsl Ooiiee yoO0HOM
MUIIEHBIO Oyaroziapsi MpOCTOMY JOCTYIy TpH abnanun
[360]. Tak kak 3Ta npoueaypa HE BIUSAET HA OPIraHUYECKOE
3a0oJieBaHUE PEKOMEHIYETCSl OTHOBPEMEHHAsI MMITJIaHTa-
nust UK/ [360].

6.3.3. UmMnianTupyeMblii KapIuOBepTep-

aepudpuinarop

Mmvnnanranus UK/ nanuentam ¢ ycroiuusoit KT
COIIPOBOJKIACTCSl YBEIMYEHHEM BBIKMBAEMOCTH TI0 CPaB-
HEHMIO ¢ aHTHapUTMU4eckoi Tepanueil. Ha ceroqusurauii
JICHb HET MCCJICIOBAaHUH, B KOTOPBIX ObI CPAaBHUBAJIN MMII-
nanranuio UKJ[ u karerepryro adnanuto 6e3 UKJ y ma-
uueHToB ¢ ycrouuBoit XKT. YunTeiBast He60b1110H 00beM
JIAHHBIX U BBICOKYIO YacTOTy PeLUANBOB ycToHunBoM KT
nocie kKaretepHoil abmanunu, ycraHoska MKJ] nenecoo6-
pa3Ha BceM mnarnmeHTam c auchynkuuer JDK (ppaxums
BeIOpoca <45%) u ycroitunBoii XKT.

7. KAPAIUOMHUOIIATUHN

Kapnunomuonaruu - rpymma 3a001eBaHUi MHOKapAa,
0o0IMM JJISi KOTOPBIX SBISIETCSI HAapyIICHHE CTPYKTYpBI
1 (QyHKIMM MHOKap/a >KETy[JOYKOB, HE MMEIOIIECE CBSA3N
C TEeMOIMHAMHYECKH 3HAYMMBIM CTEHO30M KOPOHApHOH
apTepuu WK Ype3MepHON Teperpyskoir Muokapnaa [361].
Kapanomuonarun KiacCH(pUIUPYIOT B COOTBETCTBHH C
MoOp]oIOruIecKuMI ¥ (YHKIMOHAIBHBIMH TIPH3HAKAMU
U Jlajiee pacrlpesieNsiioT Ha HACIEACTBEHHbIC U HEHACIE-
CTBEHHbIE BAPHAHTHI. B O0sIbIIMHCTBE CiTyyaeB KapIHOMHO-
MIaTHH COMPSDKEHBI € XKeTyAoukoBbIME apuTMusivu (OKA) n
noBbIieHHBIM puckoM BCC, npudem puck BCC 3aBucur
OT HO30JIOTHYECKOH (hOPMBI KapAMOMHONATHH U TSHKECTH
3a00NIeBaHUs.

7.1. Jqunamayuonnas kapouomuonamus

7.1.1. OnpeneJienue, 3NMUAEMHOJIOTUS U

BBIKHBAEMOCTh

Hunaranmonnas kapauomuonarus (JIKMII) xapak-
TEpU3yeTCsl PACIINPEHUEM U CHCTOIMYECKON TUC(YHKIH-
et JOK npu oTcyTcTBUM Upe3MepHON EPErpy3KH MUOKap-
Jla WIN WIIeMUYecKkoi 00JIe3HN cep/la, 1o CBOEH CTeneHn
JIOCTaTOYHON ISl TIIOOATLHOTO HApYIIEHHUsI CHCTOIHYEC-
kot pynkwm [361]. HekoTopele reHeTHYeCKHE Oe(EKTEHI,
KoTopsle Jiexkar B ocHoBe JJKMII, Takke MOryT npoBOLIH-
pOBaTh pa3BUTHE CHCTOJINYECKOH AUCOYHKIMU Oe3 mua-
tarmu JDK wm gopmupoBanne pyOrioB Muokapaa, KOTo-
pble MOKHO BBIIBUTH ToJIbKO ITp MPT cepnua.

JKMII pa3BuBaeTcsi BHE 3aBUCHMOCTH OT BO3pacTa
1 HauumoHasibHOCTH. Bo B3pocinom Bozpacte AKMII vame

Pexomenoauusn

IIpeoomepawienue noGmMOPHBIX INUZ0008 IHCETYOOUKOBOU MAXUKAPOUU Y RAUUEHMO8 C YUPKYAYUell 6030Y)cOeHUs

nO HOJICKAM nydKa Tuca

Katerepnas aOnaiust peKOMEH/yCTCsl B Ka4€CTBE METO/[a IIEPBOTO BBHIOOpA MPH JKEITYTOUYKOBOH TaXUKAPIUH Y TMAIIUCH-
TOB ¢ IUPKYJISIKCH BO30yxaeHUs 110 HokaM mydka ['uca (IC [358]).
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BCTpEUaeTcsl y My)K4MH, 4eM y >keHuuH. OO1iast pacrpo-
ctpaneHHocth JJKMII cocraBnsier 1 ciyuait Ha 2500 ue-
JIOBEK, a MpuOIM3nTeNbHas 3a00J1eBaeMOCTb - 7 cllydaeB
Ha 100 000 yenoBexk B rox [362]. B nerckoM Bo3pacte 3a-
ooneBaecmocth JIKMII cocrapnsiet 0,57 Ha 100 000 yerno-
BeK B roj [363].

[To menbeit Mmepe y 20% B3pocasix ¢ JIKMII 06-
Hapy>XeHbl MOTCHIIMAJIBHO MATOTCHHBbIE I'eHETHYECKHE
myTanuu, n'y 10-20% poacrBeHHuKoB 60abHBIX JJKMIT
MPU CKPUHUHTOBOM OOCIICIOBAHUH TaK)XKe BBISBISETCS
naHHoe 3aboneBanue [364]. Yame Bcero HaXomsT My-
TallUM T'eHa capKoMepa M TeHa Oeyika JIeCMOCOM, a y
MalMeHTOB C HapyIIEHUEM MIPOBEICHHsS 4acTo 0OHapy-
*uBaroT mytanuu rera gamuaa A/C (LMNA) u rena
necmuHa [365, 366]. Y HeOONbIIOW MOAM MAlHEHTOB
BBISIBIISIIOT X-CBsI3aHHOE 3a00J€BaHUE, KOTOPOE BBI3bI-
BaeTcst Myrauusmu reHa aucrpodpuna. JJKMII taxxke
MOTYT BBI3BaTh MHOTHE NPHOOPETCHHBIC 3a00IEBaHNS,
B TOM YHCJIE BOCMAJIUTEIbHbIC, MHPEKIIMOHHbBIE U CHC-
TEMHBIE 0OJIE3HH, a TAaK)KE HEKOTOPBIC JICKapCTBEHHBIE
npenaparbl ¥ TOKCHHBI. HekoTopble manueHTs UMEIoT
TFeHeTUUYECKYIo ImpeapacnonoxkeHHocTs k JIKMII, xoro-
pas B TaKUX CIydasX pa3BUBAcTCs IMOJ BO3JCHCTBHEM
BHEIIHUX NMPUYHH, BKIIOYast HHQEKMOHHbIE 3a00IeBa-
HUS, IUTOTOKCHYECKHUE MperapaTsl, ajlkoroJib Uiu Oe-
PEMEHHOCTb.
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7.1.2. TlpyHOMOBI CTPATH(UKAIUA PUCKA U

JieyeHue

ITokazarenp oO0IIel CMEPTHOCTH B OOIIEH BHIOOpKE
B3pocibix nanueHToB ¢ JIKMII 3naunTenbHO CHU3MIICH,
Omaromapsi IPUMEHEHUIO HEHPOTOPMOHAIBHBIX MOMYJIS-
TOpOB (QHTArOHUCTOB) M AHTHAPUTMUYECKUX YCTPOHCTB
[370]. ¥V nereit ¢ JIKMII B TeueHue mepBOro rofa >KU3HHA
CMEpPTHOCTh JOCTaTOYHO BBICOKA, OTHAKO B JAbHEHIIIEM y
MHOTHUX JieTed (PYHKIHsI cep/ia BOCCTaHABIMBACTCS, JTHO0
OHHM OCTAIOTCSl B KIMHUYECKH CTAOMIBHOM COCTOSHHH
[371]. OcHOBHBIMH TPUYUHAMH CEPJEUYHO-COCYAUCTON
cmeptHocty npu JKMII sBnsitoTcst nmporpeccupyroas
XCH u BCC nHa done KA wiu, pexe, OpagunapuTMuu.
MHOXeCTBO HEMHTEPBEHLIMOHHBIX MOKa3aTesel paccMar-
puBaTUCh B KadecTBe mpenukropoB BC, omHako mocmen-
HUW MeTa-aHanu3 45 UCCIeOBaHUN ¢ 0OOIIeH BBIOOPKOH
6088 marmeHToB MoKasaj, 9To ()YHKIHMOHAIBHBIC U JJIEK-
TpoKapanorpaduyeckre Mmokazareiu JHib YMEPEHHO OT-
JIUYAIOTCS JUTSI TPYTIIT BEICOKOTO M cpeaHero pucka. Camoe
BbicOKOe oTHomieHue mancoB (OIIl) ObIIO0 yCTaHOBIEHO
quist pparmenTupoBanHoro QRS u anerepnanuu 3youa T,
OJHAKO HU OJMH U3 JaHHBIX TECTOB HE MMEJ CyIIEeCTBEH-
HOM nporHoctuyeckoii 3HaanMoctH [131]. Poas MPT cep-
JIIIa OLIEHUBAIIM B paMKaxX MeTa-aHaJIN3a JEBSITH HCCIIEN0-
BaHMI Ha MallMEHTaX C HEUIIEMUYECKOW KapAuMuonaTuei
[372], cormacHO KOTOPOMY ITO3/IHEE TaTOMHIEBOE YCHIIe-

Pexomenoauuu

Cmpamugukayun pucka u gedenue nayueHmos ¢ OunamayuoHHoN Kapouomuonamue

[Mammentam ¢ JIKMII pekomeHtoBaHa OITUMAaTbHASI MEHMKaMEHTO3Has Tepanus (MHruonTops! AIID, 6era-aapeHodmo-
katopsl 1 AMP) mns ymensmienns pucka BCC u mporpeccupyromeit XCH (IA [10]).

ammentam ¢ JIKMII n XXA pexomMeHIOBaHO OBICTpOE BEISABICHHE W YCTPaHEHHE apUTMOTCHHBIX (paKTOpPOB (HArp.,
IIpUEeM apUTMOTCHHBIX IIPENaparoB, TUIIOKAIMEMHs) U COITyTCTBYIONIMX 3a001eBaHNi (Harp., 3a001eBaHNs INTOBH/I-
Hoii xene3sl) (IC [10]).

[Manmenram ¢ IKMII B ctabminbHOM cocTosiHMM co cpeauM prckom MBC u BnepBbie Bo3HuKIIEH XKA pexoMeH10BaHa
koponapHaas anruorpadus (IB [10]).

[Manumenram ¢ JIKMIT u xenynoukoBsivMu aput™usivu (OKT/DXK) ¢ oxxumaemMoit mpoaoKUTeIbHOCTBIO )KU3HH >1 Toj1a
1 XOpoIKM (yHKIIMOHAIBHBIM cTatycoM pekomenaoBana MK/I-repamus (IA [166-169]).

[MammenTtam ¢ JIKMII, XCH (II-1II ®K NYHA) u dpakuueii Beiopoca <35%, HecMOTpPs Ha ONTHUMAIBHYIO MEIUKAMEH-
TO3HYIO TEPAIHIO >3 MECSIIEB, C OKUIAEMOI TPOIODKUTEIBHOCTBIO KHU3HU >1 T0fa ¥ XOPOIINM (yHKIIHOHAIBHBIM
crarycoMm cienyeT paccmorpers npumenenue MK/[-repamuu (ITaA [71, 332, 333, 334]).

Mammentam ¢ JIKMIT u XXT, cBsA3aHHO# ¢ TUPKYISAIIEH BO3OYKICHHS IT0 HOXKKaM ITy4Ka [ Fica, Ipu OTCYTCTBHH OTBETA
Ha MEIMKaMEHTO3HYIO TEpaliio peKoMeHJ0BaHa KaretepHas admanus (IB [10, 222, 358, 359])*.

VY nmanuentoB ¢ JIKMII u moarsepxeHHol maroreHHoi mytamueid LMNA npu Hamumuuy KIMHHYECKHX (hakTopoB
PHCKa CIIeIyeT pacCMOTPETh BO3MOKHOCTh puMenenust MK /[-repamuu (11aB [79]).

VY ManueHTOB ¢ MOBTOPSIIOIIUMUCS 000CHOBaHHBIMHE cpabarbiBanusiMu K/], HecMOTpst Ha ONTHMAIbHOE MPOrPAMMEU-
POBaHUE YCTPOWCTRA, CIIEAYET pacCMOTPETh HazHaueHue amuozapona (I1laC [243]).

VY naruenToB ¢ JIKMIT u KA, He cBsi3aHHOM ¢ IMPKYJIsILKel BO30YKICHU 110 HOXKKaM ITydka ['uca, mpu OTCYyTCTBUH
OTBETa Ha MEIMKAMEHTO3HYIO TePaIuio0 MOYXKHO paccMOTpeTh kateTepHyto abmamuro (IIbC [367]).

Huns crparndukammu o pucky BCC moxsO pacemorpets BeimonHerne DD ¢ [ICXK ¢ menbio HHIYKIMA apuTMHA
(IIbB [131]).

He pexomenmyercst HazHauaTh amuonapoH Just siedennst 6eccumnromuoi HY KT y manmentos ¢ JIKMIT (IITA [329, 338).

He pexomenryercst Ha3HauaTh OJOKaTOPHI HATPUEBBIX KAHAJIOB M IpoHeAapoH juts iedeHus KA y manuenros ¢ JJKMIIT
(IITA [144, 368, 369).

3neck u nanee, JJIKMII - nunaranuonnas kapauomuonarus, LMNA - namun A/C; * - ¢axTopsl pucKa y IanieHToB ¢
noarepxkaeHHoN MyTanueit LMNA: HYXT no mannbsiM xonrepoBckoro monuropuposanus DKI, ®BJDK <45% npu
TIepBOM 00CIIEIOBAHNH, MY>KCKOMH 1101 1 HE MUCCEHC-MYTalUH (BCTaBKa, JIeJICIHsl, yKOPOUSHHE WIIN MYTalllH, BIUSIIOLIHE

Ha MCXaHU3M crmaﬁcnﬂra).
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HUE CBSI3aHO C MOBBIIICHHBIM PHCKOM CMEPTH OT JIFOOBIX
npuunH, rocnuranuzanuu no nosoxy XCH n BCC. Onna-
KO JOMNOJHUTENBHYIO [IEeHHOCTh MO3/HETO a0 IMHIEBOTO
YCUJICHUS B CPaBHEHHM C JAPYTMMHU IMPOrHOCTHYECKUMHU
MapKepaMu elle MPeICTOUT ONPEICINTh.

DupokapauansHoe OPU ¢ mporpaMMupyeMoin xe-
JIYIOYKOBOW CTHMYIISIIMEH C LIENbI0 MHAYKIMHA apUTMUI,
TaKXKe MOXKET UIPaTh OMPEACICHHYIO POJIb y MAlUEHTOB C
JKMIT [131].

7.1.2.1. Hccnedosanus npumenerus

UMRIAHMUPYEMO20 Kapouogepmepa-

dehubpunismopa npu OUNAMayuoHHOU

Kapouomuonamuu

B psine uccienosanuii cpaBHuBanyu npumenenne MKJ{
B COUETaHMU CEPJICUHON PECUHXPOHU3UPYIOLIEH Tepanueit
(CPT) nin 6e3 TakoBO#, ¢ MPUEMOM IIJIa1ed0 WM aMHOoJa-
pona y nanuentoB ¢ JKMII [71, 166-169, 329, 332-334,
338]. bonbIMIMHCTBO U3 ITUX UCCIETOBAHUI MPOBOAUINCH
y’Ke€ B TO BpeMsl, KOIJja ONTUMalbHasi MEIUKaMEHTO3Has
Teparnusi BKitoyana nHruouropst AII®, 6era-6mokaropsl 1
AMP [370]. IlepBble paHAOMU3UPOBAHHBIE KOHTPOJIUPYE-
Mele uccnenosanus (PKW) no npumenenuto UK/ He nme-
JIU TOCTATOUHON MOIIHOCTH JAJIS BBISBICHUS KIIMHUYECKU
3HAQUMMBIX Pa3IMYUil 110 BBDKMBAEMOCTH, @ B HEKOTOPBIX
nccnenoBanusix (Hamp., uccnenosanne DEFINITE) obmias
CMEpTHOCTH OblJIa HUKE, YeM IPEIOoIarajoch J0 Hadopa
MAIIEHTOB B HccieaoBanue. [IpogomkutensHOCTs HabmHo-
JICHUSI B HEKOTOPBIX MCCIIEJOBAHUSAX OblIa OTHOCUTEIBHO
HeOOJIBIIOI; KPOME TOTO, /IO CHX MOp HE YCTAaHOBIICHO, Ka-
KO€ 3Ha4YeHHe UMeIoT 00ocHOBaHHbIe cpabarsiBanus MK/
Juid IporHo3a. Hu B oHOM uccieoBaHUU HE BBIONHAIH
MIPOCHEKTUBHYIO OIIEHKY 10Jb3bI K] B OT/IEIBHBIX 3THO-
noruueckux noarpynmnax JJKMII.

7.1.2.2. [lepsuunas npogurakmuxa

B derthlpex paHIOMHU3UPOBAHHBIX HCCIIEIOBAHU-
sx (CAT [337], AMIOVIRT [338], DEFINITE [332] u
SCD-HeFT [71]) oueHuBamu pe3ynbTaThl HMPUMEHEHUS
UK nnst nepsuuHoit nmpoduiaktukn BCC B oTcyTcTBHE
Kakoi-1100 mHOi Tepanuu. Eme B o7HOM HcciIea0BaHUM,
COMPANION [329], cpaBuuBamun WKJI, OuBeHTpUKY-
JIIPHBINA 2MEKTPOKAPIUOCTUMYIIATOP U TEPANUI0 aMUOAA-
poHoM y manuentoB ¢ nociuenaneit cragueit XCH (111 nnu
IV ®K NYHA) n gnutensHocthio QRS >120 mMc. Ot
HCCIIEIOBaHNS OTIIMYAIIUCH 10 JU3aifHy: B MCCIEIOBaHUS
CAT, AMIOVIRT u DEFINITE BkJtouanu TOJBKO TaId-
eHToB ¢ Heumemuueckoir JIKMII, Torma kak B uccieno-
Banusa SCD-HeFT u COMPANION Bkiitoyasiv naiieHToB
C UIIEMHYCCKON W HeumeMudeckoi muchynkuenn JIK.
Tonbko B mccnenoBannu COMPANION 0Obiio mokaszaHo
CTaTUCTUYECKH JOCTOBEPHOE CHIKeHHe mokazarens BC
npu ucnonb3zoBanun NMKJ[ mo cpaBHeHHIO C ONTUMAaJIb-
HOW MeIMKaMEHTO3HOW Tepamueil. [lokaszarens oOmIeH
cMmeptHocTH ObUT HIbke B rpynne MK/l mo cpaBHeHuio c
TPYNIoNd ONTHUMAaIbHOM MEIMKAaMEHTO3HOH Tepanuu (OT-
Homenue puckoB 0,50 [95% U 0,29, 0,88], p = 0,015),
onnako B rpymnmne UK/ ormeuanu noctoBepHo Oojice BbI-
COKMH PHCK HEXKEJATeNbHBIX SIBICHUN CpeaHed win Ts-
JKEJIOW cTereHu Mo Jroboi npuunne (69% mnporus 61%
B IpyMNIe ONTUMAJIbHON MEIUKaMEHTO3HOW Tepanuu, P =
0,03). AHanu3 oObEAMHCHHBIX JAHHBIX ISATH UCCIICI0BA-
HUM TepBUYHON mpodunakTuku (oOmias BbiOOpka 1854

39

nanueHToB ¢ Heumemuueckod JIKMII) nokazan craruc-
THUYECKH JIOCTOBEPHOE CHIKEHHE OOIIEH CMEpTHOCTH Ha
31% npu ucnons3zoBannu UKJ[ mo cpaBHeHuio ¢ ontu-
MalbHOM METUKaMEHTO3HOH Tepamnuei (OTHOCHUTEIbHBIN
puck 0,69 [95% AU 0,55, 0,87], p = 0,002) [333]. Dtor
3P PEKT COXpaHsICS U MPU UCKITIOYCHUU U3 aHAJIN3a pe-
3ynsraroB uccnenoBanuss COMPANION (oTHOCUTENbHBIH
puck 0,74 [95% 111 0,58, 0,96], P = 0,02] [333]. [Tocnen-
HuM uccnenoBanueM sisisiercss DANISH [334]. B pango-
MU3UPOBAHHOM, KOHTPOJIUPYEMOM HCCIEI0BaHUH, S56-TH
MaIUeHTaM ¢ CUMITOMHON CHCTOIMYECKON CepAeUHO He-
nocrarouHocthio (PBJIK<35%) Heuiemuueckoro rexe-
3a Obutn umrutantuposansl UK/, KonTponshyto rpymimy
cocraBwian 560 ManueHToB, TOJy4YaBIIME OOBIYHYIO Me-
JIUKaMEHTO3HYIO TEPaIHio, COOTBETCTBYIOIYIO TAKOBOW B
nepBoii rpymre. B o6enx rpynmax, 58% monyyanu CPT. B
JTAHHOM HCCJIEIOBaHMHU, PA3IH4YUsl B CMEPTHOCTH OT BCEX
npuanH (cootHomeHne puckoB 0,87; 95% noBepuTenbHbIN
unteprai [CI], 0,68 - 1,12; P=0,28) u cepaeuno-cocymuc-
THIX IPUYUH HE UMEII CTAaTUCTUUECKON TOCTOBEPHOCTH, U
ToJbKO, nokazarens BCC, B rpynne UK/ umen crartucru-
YEeCKH JIOCTOBEPHBIE PA3IUYUS C TAKOBBIM B KOHTPOJIBHOM
rpymre (cootHorenue puckos 0,50; 95% 1AM 0,31 - 0,82;
P =0,005). Pe3ynbrarsl JaHHOTO UCCIIEAOBAHUS, KaK U He-
KOTOPBIX MPEIBITYIINX UCCIEAOBAaHUNA HE MOIJIM HE CKa-
3aThCsl HA YPOBHE INOKA3aHUI M CTENEHU JOKa3aHHOCTH.
Komuter DKcrepToB MOCYUTA HECOOXOIUMBIM CHH3UTH
kiacc nokasanuit 1o Ila qna UK/I-tepanun, kak cpencTsa
nepuyHoil npodunakruku BCC y nanuentor ¢ JJKMII,
XCH (II-1IT ®K NYHA) u ¢pakiueii Boiopoca <35%, o1-
HOCHUTEIBHO cymiecTByromux Epponerickux Knunnueckux
Pexomenparnutii [2].

7.1.2.3. Bmopuunas npoghuraxmuxa

B tpex uccaenoanusix (AVID [168], CASH [167] u
CIDS [166] ouenuBanu npumenenue MKJI nns Bropudnoit
NpoQHIaKTHKK y TAalMeHTOB C OCTAHOBKOHM cepala Win
cumntoMubiMu JKA B anamuese. B uccnenoBanuu CASH
MAIMeHThl M0 pe3yabTaTaM paHJOMHU3ALUKN MONydaiu
UKJ] unu onuH M3 Tpex IpenaparoB: aMUOJApPOH, METO-
MIPOJIONT WK nponad)eHOH, OJHAKO TpyIa npornadeHoHa
ObLIa IOCPOYHO OCTAHOBIICHA B CBSI3H C ITOBBIIICHUEM I10-
KasaTellsi CMCPTHOCTH. B OKOHUYATEIbHBIN aHAIU3 ObLIH
BKJIIOUEHBI JIaHHBIC [0 TPYIIaM aMHOJapoOHa U METOIpo-
J071a. B 1e710M B 9TUX TpeX HUCCIEOBAHUIX MPUHSAIM ydac-
te 1963 manumeHTta, U3 KOTOPBIX TONbKO y 292 (14,8%)
Obula HeWIleMHuYeckas Kapauomuonarusi. VccnenoBaHus
AVID u CIDS He noka3ajid 3HaYMMOTO CHIKCHHSI 00IIei
CMepTHOCTH NpH ucnonb3oBanuu UKJl y manueHTos ¢ He-
UIIEMUYECKOW KapJUOMHONATUEH; pe3ynbTaThl i 3TOH
noarpynmsl B uccnenoannn CASH He coobmanucs. Hc-
cnenoBanne CASH ornnuanocs ot uccnenoBanuit AVID u
CIDS eriie 1 TeM, 4TO B 3TOM HCCJIEIOBAHMM ObUIa BBIIIEC
cpennsist ©@BJIK u Gosiee nMoJ0BUHBI HAMEHTOB MOJTY YN
snukapauanbusie UK. Tocneayromuii MeTa-aHanu3 mo
0o0benuHeHHbIM JaHHbIM uccnenoBanuii AVID u CIDS no-
Ka3aJl CTaTHCTHYECKH HEJOCTOBEPHOE CHW)KEHME 00mIeh
cMepTHOCTH Ha 31% Mo cpaBHEHUIO C METUKAMEHTO3HON
Tepanueii [ 169].

7.1.2.4. Cmepmnocms om KOHKPEMHbIX NPUHUUH

B HeckonbKMX HCCIIEOBAHUSAX OIICHUBAIU MPOTHO3
u jedeHue oTaenabHbIX moatunoB JKMII. Jlygmie Bcero

BECTHUK APUTMOIJIOI'NH, Ne 89, 2017



uzydenbl namueHTsl ¢ JIKMII, BbI3BaHHOW MyTalusMu
rera LMNA, Ha nom0 KoTopbix npuxonutcs 5-10% [79,
365]. Jna 3aboneBanuil cepana, CBA3aHHBIX C MyTallUsIMU
reHa LMNA, xapakTepHa N€HETPAHTHOCTb B 3aBUCMOCTH
OT BO3pacTa ¢ paHHUM Pa3BUTUEM IMPEJCEPAHBIX apUTMUN
U TIOCTIEAYIOUIMMHY HapyIICHUSIMU ITPOBEICHUS C BBICOKHM
puckom BC, npu stom gunaranus JDK u cucromnueckas
JUChYHKIMS BBIpaXKEHBI HE3HAYUTENIbHO. MHOronapamer-
pUYecKUi aHaJIU3 MO JaHHBIM MHOTOIIEHTPOBOIO pPEruc-
Tpa, BKIrouMBIIero 269 Hocureneit myranuu rena LMNA,
nokaszai, yto HYKT no naHHBIM CyTOYHOTO MOHHTOPH-
posanust KT, ®BJIXK <45% npu nepBom o0ciaen0BaHuH,
MY’KCKOM TOJT M HE MMCCEHC-MyTaluu (BCTaBKa, Jele-
1Usl, YKOPOUECHUE WK MYyTallMH, BIUSIONINE HA MEXaHU3M
CIUIAliCUHTa) SIBJISIFOTCS] HE3aBUCUMBIMH (haKTOpaMH pHCKa
3nokauectBeHHOM JKA [79]. 3nokauectBennas KA pa3Bu-
Bajach TOJBKO Y MAllUEHTOB, UIMEBIINX IO MEHbIICH Mepe
JIBa U3 MEPEYUCICHHBIX (PAaKTOPOB PUCKA, U TpH j00aBe-
HUH Ka)KI0TO TOCIIeYIOEero (hakTopa 0TMEYaaoch MOBbI-
LIEHHEe KYMYJISATUBHOTO pUCKa.

7.1.2.5 Jleuenue diceny0ourkosulx apummuii npu

OUIAMAYUOHHOU KAPOUOMUONAMUL

IManuentam ¢ JKMII u peunausupyromeit KA
MOKa3aHa ONTHUMAajbHAs MEAMKAaMEHTO3Has Tepamnus,
KoTopasi BKiroyaer uHruouropsl AIl®D, Gera-OGimoxaro-
pel u AMP, B coorBercTBuM ¢ KnnHnueckumu Pexo-
menaanuamu no nedyenutro XCH [10]. I[To Bo3aMoxxHOCTH
PEKOMEHAYETCS BBISIBUTH M YCTPAHHUTD SIBHBIE (DAaKTOPBI,
nposonupytomue KA (Hanp., apuTMOreHHbIE TIpernapa-
ThI, TUTIOKAJIMEMHSI ), WJIH COITYTCTBYIOIIME 3a00IeBaHNUs
(Hamp., 3a00JeBaHUs IMUTOBUIHON Kele3bl). Y Malu-
enToB ¢ JIKMII B cTaOuiIbHOM COCTOSIHUM CO CPEIHUM
u BbicokuM puckoM MBC u Bnepsele Bo3HuKel JKA
ClelyeT PacCCMOTPETh BBIITOJIHEHUE KOPOHAPHOM aHTHO-
rpaduu. Y NanueHToB C MOBTOPSIOMIMMHUCSI 000CHOBAH-
HeiMu cpabarbiBanusimu K]l Ha ¢one onTmmanbHOTO
MIpOrpaMMUpPOBAaHUS YCTPOMCTBaA, CIEAYET PaCCMOTPETh
Ha3HaueHue amuoaapoHa [243]. OnHako HEe PEKOMEHTy-
eTCsl Ha3HayaTh aMUOJApOH IS JIeYeHHUs] OECCHMIITOM-
veix snu3onoB HYXKT. He pexomenayercss HazHauyaTh
0JI0KaTOpBI HATPHUEBBIX KAHAJOB U APOHEIAPOH TalHeH-
taMm ¢ auchynknueit JOK, yunteiBas ux apuTMoreHHoe
neiicreue [144, 167, 369, 373, 374].

7.1.2.6 Abrayus npu dceny0ouKosol maxukapouu

Cyoctpar KT npu JIKMII omiuyaercst OONBIIONH
CJIO)KHOCTBIO, YTO OTPa)kaeT MOJMUITHOIOTUYHBIA Xapak-
Tep 3aboneBanust. MiccnenoBanus o MpUMEHEHHIO pa3HbIX
crpareruit adbmanuu npu JIKMII nokaseiBatot, B JTydiieMm
cllydae, yMEpPEeHHY0 3(QQEKTUBHOCTh METO/Ia, KOTOpasi HEe
yAydIaeTcs Mpyu UCHOIb30BaHUH SMUKAPAUAIBHOTO U dH-
JIOKap/IUaJIbHOTO KapTUPOBaHUSA. B 0JHOM M3 MOCIEAHUX
HCCIeIOBaHUM CpaBHUBANIM 63 MallMEHTOB C HEUIIIEMHUYEC-
KoM kapauomuonarved u 164 maueHToB ¢ UIIEMUYECKON
muchynkipen JK [222], mpu aToM abnarus KIMHAYESCKOH
T 6pbuta ycnenrna Tonbko y 18,3% manueHToB ¢ Heule-
MU4ecKoi kapauomuonarueil. B ¢Ba3u ¢ 3TuM kareTepHast
abmanus KT y maruentos ¢ JIKMIT momkHa BBIMOTHATH-
Csl TOJIBKO IIPU HAJIMYMM ompeneneHHoro mexanusma KT
(Hamp., UUPKYISANUS BO30YXKJICHUS MO HOXKaM ITydkKa
I'nca) u TONBKO B JIeueOHBIX YUPEKICHUSAX C T0OCTATOYHBIM
OITBITOM TMOJOOHBIX TPOLIEITY.
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7.2. T'unepmpoghuueckan xapouomuonamus

7.2.1. Onpenesienue, 3MUAEMHOJIOTHSI U

BbIKMBA€MOCTh

Tuneprpoduueckas kapauommonarus (I'KMII) xa-
pakrepusyercs yronuenuem crenku JOK, kotopoe HEBO3-
MOXHO OOBACHHUTH TONbko meperpyskoit JOK [132]. Dro
OTIpeNieNieHHe B PaBHON CTENEHH NMPHUMEHUMO K JETAM H
B3POCIIBIM U HE COACP)KUT HUKAKUX OTCBUIOK K ATHOJIOTHH
3a0oneBannsa. OHAKO B paMKax 3TOTO JOKYMEHTa BCE pe-
xomenparuu 1o npodmitakruke BCC npu 'KMII, kacaror-
csl ManueHToB 0e3 MeTaboIn4ecKnuX, WHPUIBTPATUBHBIX
WIH IPyTUX 3a00JeBaHMMA, KOTOPBIE NMEIOT OYCHb CIICIH-
¢ugeckoe TeueHne 1 TpeOyIoT 0co00TO JIeUeHUS.

Ilo pesynbratam uccieqOBaHUM, NPOBOAUBILUXCS B
Cesepnoii Amepuke, EBpone, A3un u Adpuke, pacmpo-
CTPaHEHHOCTh HeoOBsicHuMoM Tuneprpoduu JDK cpenn
B3pocioro Hacenenus cocrapisieT ot 0,02% a0 0,23% u
BCTPEYACTCS OYCHb PEOKo y JMI miamme 25 jer [132].
I'KMII B OCHOBHOM Hacieayercsl 10 ayTOCOMHO-IOMH-
HAaHTHOMY THITy, XOTS B OOJBIIMHCTBE MCCICIOBAHUIN OT-
MeJalii HeOOIBIION TiepeBec Mo 3a00JIeBa€MOCTH B CTOPO-
Hy My>kckoro nosna; yactora ' KMII B pa3HbIX STHUUECKHUX
rpynmnax obuta cxomHow [132].

ApuTMHYecKas CMEPTHOCTh M 4acTOTa 00OCHOBAH-
Hb1x cpabareiBanniit UK/ B cBs3u ¢ JKT/DXK B 06mieit mo-
nyssiiuy nanuerToB ¢ ['KMIT cocrasnser 1-2% u 0,81%,
cooTBeTcTBeHHO [375, 376]. ApyruMu 4acThIMH PUIHHA-
MH B CTPYKTYpE CepIAeIHO-COCYINUCTOI CMEPTHOCTH SBIIS-
torcs XCH, Tpom6oambonuu u AB-6110kana.

7.2.2. TlpyHIMOBI CTPATH(UKAIUN PUCKA U

JieyeHue

7.2.3. KeaynoukoBbie apuTMHH Ha (poHe

runeprpoguyeckoil KapIMOMHONATHH

Bo Bpems cyrounoro MonutopupoBanus OKI
HYXT ormeuarorcst moutn y 25% manuenton [384, 385].
WX pacnpoCTpaHEeHHOCTh YBEIMYHBAETCS C BO3PACTOM H
Koppenupyet ¢ tonmuHoi creHku JUOK u Hanmuuem mos-
nHero ragonuHueBoro ycwienus Ha MPT [386]. HYXKT
pu cyTouHOM MOHHMTOpHpoBaHuu DKI' compsikeHa ¢ 1mo-
BeitieHHBIM puckom BCC [384]. Tlosnenne HYXKXT Bo
BpeMsi HJIH cpa3y rociie pu3nvecKux Harpy30K OTMedaeT-
Csl OYCHB PE/IKO, HO TaK KE MOKET OBITh CBS3aHO C MOBHI-
meHHbM puckom BCC [387].

[lonTBepkaenHass yctoitunBas MoHomopduas KT
(=30 ¢) He xapakTepHa IS 3TOW TPYIIIH HAIIUEHTOB, XOTA
MOKET BCTpEUaThCs Cpeu MaiueHToB ¢ aneBpuzMamu JIK
ANUKAJIBFHON JOKAIH3alnHU. Y TMalUeHTOB C JIUTEIHHBIMH
SMHU30aMH WM C TOSBICHHEM CHMITOMATHKH CIEIyeT
uckimounts MBC, ecnu nmpucyTcTBYIOT (hakTopbl pHCKa
aTepocKiepo3a KopoHapHsIx aprepuit [388]. Ecnu ycroii-
yuBas KT nepeHocuTcs mioxo, ClieyeT pacCMOTPETh yC-
tanoBky UK/l u tepamuio 6eTa-aapeHOOIOKaTOpaMH U
aMHUOAPOHOM ISl MPOMUITAKTUKN TOCIETYIONINX IH30-
noB. Ilpn HanMYUHM MPU3HAKOB 0YarOBOTO TPOUCXOKICHUS
KT moxHO paccMotpeTh poBeneane DDU u abnanum.

7.2.4. TlpuHuMNbI cTpaTUPUKANMU PUCKA U

JieyeHHe B3POCJIbIX

W3navansao puck BCC y mammentoB ¢ I'KMII
OIIEHUBAJIM C TIOMOINBIO MPOCTON INKAJIbl C HEOONBITNM
YUCIIOM KIMHUYeCKuX napamerpos [378, 389, 390]. Bro-
CIIEACTBUN OBLTO IMPEUIOKEHO HECKOJIBKO JTOTIOIHUTEIh-
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HBIX KJIMHWYECKHUX IapaMeTpoB, B TOM uyucie (Gudpos
Muokapza (1o gaHHeIM MPT ¢ KOHTpAacTHBIM yCUIICHHEM),
aneBpu3Mbl JK anukanbHOM JIOKaTHU3aI[ii 1 MHOXKECTBEH-
HBIC MyTallu B reHe Oeiika capkomepa, KOTOpbIe MOKHO
HCIIONIB30BaTh JUIsl MPUHSTHUS petieHus 00 ycranoBke MK/
y HalMeHTOB B TPYIIIE CPEJHEr0 pHCKa, IPU 3TOM Oasa J10-
Ka3aTeNbHBIX JaHHBIX 110 ’TUM ITapaMeTpaM OTHOCUTENIBHO
HeBenuka. Epponeiickue Knunnueckue Pekomennanuu mno
I'KMII pexoMeHAyIOT UCHOIb30BaTh CHEIHUAIbHbIN Kallb-
kyistop (HCM Risk-SCD), koTopslii 1103BOJISIET OLICHUTH
5-netuwmii puck BCC [132].

Bce nmpornoctuueckne nepeMeHHbIe, HCTOIb30BAH-
Hbl€ B ATOM MOJENH, CBA3aHBI C IOBBIIIEHHBIM PUCKOM
BCC, urto nmoarBepikaeTcst XOTst ObI OHUM OITyOJIMKOBaH-
HBIM MHOTONapaMeTpudeckuM ananuizoM http://doc2do.
com/hcm/webHCM.html. Dtor kanbkynsTop pazpadoraH
CHelManbHO I MAleHTOB B BO3pacTe OoT 16 neT u He
NpeiHa3Ha4YeH Ul MPUMEHEHHs y TNpoQecCHOHATBHBIX
CIIOPTCMEHOB WJIM TAaI[MEHTOB C META0OJIMYECKUMU HWIIN
MHQUIBTPATUBHBIMU 3a00JIeBaHUsIMH (Haripumep, 00JIe3Hb
@®abpu) u cunapomMamu (Hanpumep, cunapom Hynan). B
9TON MOAENH He yuuThIBatoTCs rpaguentsl Ha BTJDK npu
¢usnueckux Harpyskax. Kajabkyiastop, Takxke HE MPUTO-
JIeH IS TAlUEHTOB, NEePEHECIINX MUIKTOMUIO UJTH 3TaHO-
JIOBYIO a0JIaliI0 MEXIKETyJ0YKOBOW TIEPETOPOIKH.

NuBazusHoe DD ¢ [ICXK He urpaer 3Ha4MMOM ponu B
crparuduxarmu pucka BCC npu I'KMIT u e pekomenioBa-
HO JUTsl PyTUHHOTO MPUMEHEHHS Y AIMEHTOB C 0OMOPOKaMHU
WM CUMIITOMAMH, YKa3bIBAIOIIMMHU Ha apuTMuIo [ 132].

B ommmume ot Eponeiickux Knnunueckux Pexo-
menaanuii mo I'KMIT [132], Mbl He BKJIIOYHIIM B HACTOSI-
Ui JokyMeHT pekomenaruio 11l kiacca u1st manueHTos
C pacueTHBIM pUCKOM <4% Ha 5 JIeT, y4UThIBas HEKOTOphIE
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JIONTYCKH TI0 pacyueTy PUCKa, B CBSI3U C 4eM HeoOxomuma
0c00ast 0CTOPOXKHOCTH MTPU UCKITIOUEHUN TaKOH KaTeropun
MAIMEeHTOB U3 CNMCKA KaHIUAaToB Ha mpuMeHeHue MKJI.

7.2.5. IIpyHOMNBI CTPATH(UKALMT PUCKA U

JiedyeHHe JieTeit

[Tanmentam mianame 16 jer mocnie smu3ona yrpo-
skarommedt sku3Hu KA pexomenayercst ycranoBka WK/
Ha cerogusirauii 1eHb Majlo TaHHBIX 110 UCIOJIB30BaHUIO
KJIMHUYECKUX MapKepOB PUCKA JUISl MPOBEJCHUS TIEPBHY-
HOH TPO(UIIAKTHKH, 0COOEHHO Y OYeHb MaJCHBKHUX JeTeH
(mmaame 8 set). EBponeiickue Kimanveckue Pexomena-
LM TIpeJUIaraloT yUUThIBaTh TSDKETyIo runeprpoduio JIK
(makcumManbHas Tommuuaa crenku JOK >30 mm win Z-6asmn
>6), HeoObsicuumble ooMopoku, HY KT u cemeiinblit anam-
He3 BC B kauecTBe 0cHOBHBIX (pakTopoB prucka BCC y ne-
telt [132]. Y nereii ¢ AByMs Wik 00JIee U3 MEPEUUCICHHBIX
(haKTOPOB pHCKA CIIETYET PACCMOTPETh BO3MOXXHOCTD ITPH-
meHenus: UK/I-repanuu. [Tpu Hanuynu y pebeHKa OIHOTO
(axTopa pHcKa cieayeT TUIATEIbHO OLIEHHBATh MOJIB3Y U
pucku ot UK]] B KaKI0M KOHKpPETHOM ciy4ae. B 0oiib-
IIMHCTBE CITy4aeB, JOCTATOYHO YCTAaHOBKH OJIHOKAMEPHO-
ro 1e(puOpUIISITOPa, YTO IO3BOJISIET CHU3UTH BEPOSITHOCTh
ocnoxxHenui [132].

7.2.6. IIpopunaxruxa BC

7.2.6.1. Meduxamenmo3snas mepanus u 0opas

JHCU3HU

Bonmeueim I'KMIT pexoMeHytoT BO3aepikarbes OT
yuyacTHsi B COPEBHOBATEIIbLHBIX BUJIAX CIIOpPTa M OT MHTEH-
CHBHBIX (DM3MUYECKUX HArpy30K, 0COOCHHO TPH HAIUYHN
¢axropoB prcka BCC wiy TpasineHTa Ha BBIXOJHOM TPaK-
te JDK. IIpumeHenne aHTHapUTMUYECKUX TPENapaToB A
nedenust ['KMII He wusyuanoch B paHIOMH3HPOBAHHBIX
KOHTPOJIUPYEMBIX UCCIEAOBAHUSIX. AMHOIAPOH, BEPOSATHO,

Pexomenoauuu

Ilpogunaxmuxa BCC y donsnbix cunepmpoghuueckoii kKapouomuonamuei

BonpabiM 'KMIT pekomMeH1yroT BO3€pIKaThCs OT y4acTusi B COpeBHOBaTeNbHBIX Buax criopra (IC [377]).*

WK/I-Tepanus pekoMeH/10BaHa MalMeHTaM, MePEKUBIIUM 0CcTaHOBKY cepaua Ha ¢one XKT nmm OXK, a takxe nam-
eHTaM ¢ 0OMOpOKaMH WJIM HapyHICHHSIMHU TeMOJMHAMHMKK Ha (oHe croHTaHHOH ycroiumBoi KT, npu oxumaemoit
MIPOJOKUTENBHOCTH KHU3HU CBBIIEe oaHoro rofa (IB [132, 378-383 ).

Crparudukanus pucka ¢ nmomomsio kanpkyiasropa HCM Risk-SCD pexomenoBana i OLEHKH S5-JETHETO PHUCKa Y
MIAITIEHTOB B Bo3pacte oT 16 neT 6e3 anamuesa peannmarnuu BeaeacTsue KT wim @XK u 6e3 cnoHTaHHOH yCcTOWYIHBOI
KT, conpoBokmarommeiics 0OMOpokaMu WK HapymeHusmu remoguaaMuku (IB [132, 376]).

[Msarunernuit puck BCC pexoMeH 1yeTcs: OLeHUBATh TP IEPBUYHOM OOCIIECIOBAHUH U 3aTEM PETYISIPHO C MHTEepBaja-
Mu 1-2 roma, mubo mpu W3MEeHeHn! KiInHnYeckoro craryca (IB [132, 376]).

Crnenyet paccmotpets uMmiutantanuio MKJI y naruentos ¢ 5-netaum puckom BCC >6% u oxxunaeMoit poaomKUTEIbHOC-
TBIO KU3HH CBBIIIE OIHOTO IoJia TOCIE THIATEIFHOTO 00CIICIOBAHUS C YIETOM PHCKA OTHAICHHBIX OCIOKHCHUIA, a TAKKe
pimstanst K] Ha 00pa3 KH3HH, COIMATbHO-IKOHOMIYECKUI CTaTyC U NMCUXUIecKoe 3m0poBbe nanuenta ([1aB [132, 379]).

MoxxHo paccMotpers ummiantanuio UK/ y manuenTto ¢ S-netHuM puckom BCC >4% u <6% u oxugaemoil npo-
JIOJDKUTEIIHOCTBIO JKU3HH CBBIIIE OJJHOTO TOJia MOCIe TIIATEIBHOr0 00CIEeJOBAHUS C YYETOM PUCKA OTAAJICHHBIX OC-
noxHeHui, a takxe BausHus MKJl Ha 00pa3 >KU3HU, COIMAIbHO-DKOHOMUYECKHH CTaTyC U MCHUXUYECKOE 3/J0POBbE
narrenta (I1IbB [132, 376, 379]).

MoskHo paccmoTpets nmiutanTarmo MK/ y manuentos ¢ S-netaum puckoM BCC <4%, npu HaIUIMH MPOTHOCTHYECKUX
(haKTOPOB ¥ €CITH OLICHKA PUCKA OTIAJICHHBIX OCIAMKHEeHNUH, BiustHus IK]] Ha 00pa3 ®H3HH, COIHaIbHO-9KOHOMUYUCCKHUI
CTaTyC U IICHXHUYCCKOE 30POBhE MAIIMCHTA MPE/IoaraeT moib3y ot npumenenust UKJI ((ITbB [132, 376, 379]).

WuBasusHoe DDU ¢ IICK He pexomenayercs s ctpatudukarun mo prucky BCC (ITIC [132]).

3nech u nanee, ESC - EBponelickoe 00111ecTBO KapAN0JIoroB; * - cormtacHo onpenenenuto ESC, copeBHOBaTebHbIE BHIbI
criopTa - JI0OUTENbCKas WK NMPOoeCcCHOHalIbHAsI CIIOPTHUBHASL AESTEILHOCTD Ha PEryJISIPHOM OCHOBE C y4acTHEM B opra-
HU30BaHHBIX COPEBHOBaHMSX (T0poOHEE CMOTPH COOTBETCTBYOIHE pekoMeHamn ESC)
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ymenbinaet yacrory BOC/BCC y nanuentos ¢ HYXT, Ho
BO MHOTUX HCCJIETIOBAHUSX, NPOQHIAKTUYECKAsT Teparus
aMHO/IAPOHOM HE IPOJEMOHCTPUPOBAIA CBOIO 3(D(PEKTHB-
Hoctb st npodunakruky BCC y marmentos ¢ 'KMIT [391,
392]. lnzonmpamu 1 Geta-aipeHo0I0KaTOpbl IPUMEHSIOT-
cst Just JledeHust o0CTpyKuuH BeixoaHoro tpakra JOK, Ho Her
JIOKa3aTeNbCTB TOro, YTo OHU cHMXkaroT puck BCC [132].
Esponeiickue Knuanueckue Pekomennanuu no I'KMII e
PEKOMEH/TYIOT BBITIOJIHEHHE MUOIKTOMUU WM TAHOJIOBOM
abmanuy manueHTaMm ¢ OoOCTpYKIHMEH BBIXOIHOTO TpakTa
JDK B nensx ymensienust pucka BCC [132].

7.2.6.2. Hmnranmupyemsiii kapouosepmep-

dehubpunismop

Bropuunas npoduiakTuka

Ha ceropnsamHuii AeHb HET UCCIIEAOBAaHUN MO MpPHU-
Menennto UK]] mpu TKMII, HO MHOTHE 0OCEepBaIIMOHHEIC
KOTOPTHBIE HUCCJIEIOBAHMS U METa-aHaJIu3bl MOKA3bIBAIOT,
yro BOC B anamuese u ycroiuuBas XXT compspkeHs! ¢
BBICOKUM PUCKOM TOCIEAYIOUINX CMEPTEIbHBIX apUTMUI
[379]. ImenHO TOATOMY, JaHHOH HEOOJIBIION TpyIIIe IMa-
LIUEHTOB pexoMeHayeTcst ycranoBka UK/ [132].

IlepBuynas npopuIakTHKa

IManmentam ¢ 'KMII noka3aHo cranzapTHOE KJIMHH-
yeckoe 00cClie/IOBaHNE B COOTBETCTBUM ¢ EBpomneiickumu
Knunnueckumu Pexomennanusivu o I'KMIT [132]. Takoe
o0cIeioBaHne BKIF04aeT cOOp 0OIIEero U CeMeHOTO aHaM-
Hesa, MmonutopupoBanue ODKI' Ha mpoTspkeHun 48 ydacos,
TpaHCcTOpaKaibHyto 3xokapauorpaduto (ma MPT B ciryuae
HEJIOCTaTOYHBIX Pa3MEepOB aKyCTUUECKOTO OKHA) U CTpecc-
TECT C OrpaHMYEHHEM 110 cUMITTOMaTuke. Perrenne 06 ycra-
HoBke VK]l npuHMMAIOT Ha OCHOBAaHUU OLIEHKHU S-JIETHETO
pucka BCC no kanskynsitopy HCM Risk-SCD u ¢ yderom
BO3pacTa M 0OIIET0 COCTOSTHMS 3/J0POBbS MAIUECHTA.

7.3. Apummozennasa kapouomuonamun IK

7.3.1. OnpeneJienue, 3NUAEMHOJIOTHS,

BBIKHBAEMOCTh, MPUHIMIBI cTPaTHGUKAIUK

PHCKA U JIe4eHne

ApurmorenHas kapauomuonarus IDK (AKIDK) -
IIporpeccupyoliee NopakeHue CepAeUHON MBIIIIIBI ¢ Xa-
paxtepubiMu TposiBiieHusiMu B Buzae JKA, XCH n BOC/
BCC [393]. OTnuuurtenbHbIM TUCTOJIOTHUECKUM TpU3HA-
KOM JIaHHOTO 3a00JIeBaHMsl SIBIISICTCSl 3aMEILICHUE Kap/Ho-
MHOIIMUTOB JKUPOBOH ¥ (uOpo3HOil TKaHbio [393, 394].
Knuanueckn, AKIDK nposBisercd CTPyKTYpHBIMH U
¢dynkimonansueiMu M3MeHeHus MK [DK, onnako y Gonee
YeM y TOJIOBUHBI MAI[EHTOB, CTPaJaeT TAKKEe U JIEBBIH
xkenmynodek [395]. C moMoIpio paboyux KPUTEPUCB, KO-
TOpBIE BKJIFOUAIOT TUCTOJIOTMUECKUE, TeHETHYECKHE, dIIeK-
Tpokapauorpaduieckne mapameTpsl U pe3ysbTaTbl BH3Y-
anu3aluy, MAlUeHTOB JENAT Ha TPU JAUArHOCTHYECKUX
KaTeropuH: MOJATBEPIKICHHOE 3a00JIeBaHKe, TOTPAaHUYHOE
COCTOSIHUC W BO3MOXKHOE 3a0oieBanue [393].

B GonpmmuHerBe cimywaes AKIDK nacnemyercs 1o
ayTOCOMHO-IOMUHAHTHOMY THUITy U CBSI3aHA C MyTaLUsIMU
B TIEHax, KOIUPYIOIMX OCNKH JIecMOCOM (ITUIAKOIIOOMH),
JIECMOIIIaKHH, TUIAKO(QWINH-2, TECMOIIIEHH-2 U JIECMOKOJI-
JUH-2. B HeOOBIIIOM YHCIIe CTy4acB, 3a00IeBaHHUE CBI3aHO
C MyTallUsIMH B HEIECCMOCOMHBIX T'€HaX U C PEAKUMU peLec-
CHBHBIMU MyTallMsIMHK (HanpuMep, cuHapoM Kapsasiia u 60-
ne3Hb Hakcoca), U1 KOTOPBIX TakxkKe XapaKTepeH KOXKHBIN
(beHOTHIT B BHJIC TUIIEpKepaTo3a JiajloHel u cron [59].
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Pacnpoctpanennocts  AKIDK B o0medr  momy-
nsmmu - koneonercss or 1 cnmyuas Ha 1000 uenmoBek 0
1 ciydas Ha 5000 yenoBeK M SIBISIETCS] YacTOM MPUUYMHOM
BOC/BCC y crniopTcMeHOB | JItofield MOJIOJIOro BO3pacrta
[396, 397]. Knnanyeckue nposiBICHUS 3a00JICBAHUSI, BKITIO-
yas ydaieHHoe cepaneducaue, ooMopoku, KT u BOC,
0OBIYHO Pa3BUBAIOTCS B MIEPHOJ MEXK/Y BTOPHIM M YETBEP-
TBIM JIeCSITUIICTHEM JKH3HU. [Iporpeccust 3a0oneBanus Mo-
JKeT TIPUBECTH K MpaBoxkerynoukoBoit XCH mnu onHOBpe-
MEHHO K IIPaBOXKETyA0UKOBOM U JeBoxkeTyqoukoBoit XCH.
[Mokazarenmn exeroguoir cmeptHoct ot AKIDK Obum
Pa3HBIMH B Pa3HBIX MCCIICAOBAaHMSIX M 3aBHCEIH OT Xapak-
TEPUCTUK HUccleayeMbIx koropt. Ilo pesymsraram opHOTrO
MeTa-aHaln3a TOJOBBIE IOKAa3aTeNId CEep/IeuHOil cMepTHO-
CTH, HECEP/ICUHON CMEPTHOCTH U TPAHCIUIAHTALUK Cep/iia
cocrasuiu 0,9%, 0,8% u 0,9%, coorBercTBeHHO [398].

7.3.2. KeaynoukoBbie apuTMHH NPH

apuTMoreHHoii kapauomuonaruu IK

IToutn nBe Tpetn manuentoB ¢ AKIDK umeror KA
0 IaHHBIM CyTOo4HOro MoHuTopupoBanus KT nau DKI
B IIOKOE, a TaKXke Mo pe3ynbTaram crpecc-recta [407-410].
Ot KA 00BIYHO UMEIOT MPABOXKETYTOUKOBOE MPOUCXOXK-
neHue (T.e. Mopdosiorusi OJIOKaIbl JICBOW HOXKHU IydKa
I'nca), omnaxo ock QRS Bo Bpemst KT 00bIuHO oTiIMyaeTcst
oT TakoBoi npu Taxukapauu BTIDK [411], u Bo MHOrUX
ClIydasix OTMEYaeTCsl Heckoibko Mopdonoruii QRS. B mo-
cielHeM MPOCMEKTUBHOM peructpe narnueHtoB ¢ AKITK
¢ mpeuMyIiecTBeHHbIM npuMeHeHreM WUKJI, B OombinnH-
cTBe ciy4aeB ormeuanu MoHoMopdubie KT [412].

7.3.2.1. Jleuenue diceny0ouro8uix apummuii

OObeM cucTeMaTHYeCKUX MAaHHBIX 10 3(deKTrB-
HOCTH aHTHapuTMHueckux npenaparos npu AKITDK ouens
HEBEJIMK, U HEW3BECTHO, KAaKUM 00pa3oM MeETMKaMEHTO3-
Hasl Tepanus BIUSIET Ha CMEpTHOCTh. OOBIYHO B KauecTBe
npenapara nepBoi JIMHUY JUIS JICYSHUs! TTal[IEHTOB C Yac-
TeIMHU 3nu301amu KD unu HeycroitunBoil KA npumens-
10T 6eTa-aipeHo0I0KaTop, B YACTHOCTH COTAJION, IIIABHBIM
00pa3oM Ha OCHOBAHUHU HCCIIEOBAHUN CEPUU CIYy4aeB C
ornenkort [TCXK [402]. Oxnako B mocieqHeM 00CepBaIHOH-
HOM perucrtpe He HaOmonanu ymensinenus KA Ha done
neueHus Oera-aapeHoOnokaropamMu U corajonom [401];
y HEOOJIBIIOrO YHCIIa TAUEHTOB Teparsi aMHOIapOHOM
Obu1a Oonee apdexruBHa st npodunaktiky KA [401].

JIyist BBISIBIICHHST YYaCTKOB JKUPOBOH U (hUOPO3HOI
TKaHM U JUTs TUIaHUpoBaHus abnanuu KA nenecoodpaszHo
sH0KapanansHoe DDU ¢ BONBTaXKHBIM KapTHUPOBAaHUEM
[216, 221, 403, 413]. Y manueHToB ¢ OMHON WX HEOOb-
IIMM YUCJIOM JOMHHAHTHBIX Mopdonoruit XKT dare yna-
ercsa noxasuTh JKT, npuuem snukapauaibHas ananus B
JITAaHHOM CJTy4ae MOBBIIIAET BEPOITHOCTH YCIIEIIHOTO UCXO-
na. Tem He MeHee, aHTHAPUTMUUESCKHE NIPENapaThl U Kare-
TepHas abnanusi He 00CCIeUUBACT HAJICKHOM 3alUTHI OT
BCC, u abnanus NpuUMEHSCTCS TOJIBKO JJISI YMCHBIICHHS
YaCTOTHI SMTU30/I0B APUTMHUH, HO HE IO3BOJISICT YIYUIIUTh
001Mit NPOTHO3 y TaKKX MAI[MUEHTOB.

7.3.2.2. Ocpanuuerue Qusuueckol akmusHOCmu

TpeHupoBKH Ha BBIHOCIMBOCTh U Y4acTHE B COPEB-
HOBATEJILHBIX BHJAX CIIOPTa MOTYT YXYIAIHUTh (DEHOTHUITH-
yeckue nposieneHust AKIDK [89, 414]. Ilo sToii npuuune,
U B CBSI3M C OTCYTCTBHEM KOHTPOJHMPYEMBIX HCCIEIO0Ba-
HUMH, JOKa3bIBAIOLINX IMOJIb3Y (U3MYECKUX HArpy30K IMpH
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9TOM 3a00JIeBaHMM, MAlMEHTaM PEKOMEHIYIOT H30erarb
WHTCHCUBHBIX (PH3MUYCCKUX HATPY3OK.

7.3.2.3. HUmnaranmupyemsiii kapouosepmep-

dehubpunismop

BONBIIMHCTBO HCCIECNOBAHUIA TI0 CTPATH(QHUKALUU
pucka u npumeHeHno MKJ[ MMErOT peTpOCIEKTUBHBIN OJT-
HOIICHTPOBBIN TU3aiiH U HEOOJBIIHNE HCCIICyeMbIC MMOMY-
JISIUH U3 TIIATEIBHO OTOOPAHHBIX MAIIMEHTOB C BHICOKUM
puckoM. Bo MHOTHIX HCCIIEIOBAaHHSIX OUYCHB IIOBEPXHOCTHO
onucanbl nokazanus k npuMmenenuto UK/, B nocnenqnem
crCTeMaTn4eckoM o03ope (24 ucciieoBaHus) 1 MeTa-aHa-
nmu3e (18 uccnenoBanuii) ¢ obuieii BeiOOpkor 610 marm-
€HTOB M CPE/IHEH MPOJIOIKUTENLHOCTBIO HaOIroneHus 3,8
net [398] romoBoil mokaszarenab 4acTOTHI 0OOCHOBAHHBIX
cpabareiBannii MK/] cocraBun 9,5%. CioxHocTH C m0O-
craHoBko# anekrponoB UKJ[ ormeuensr B 18,4% ciyua-
€B, OTKa3 EeKTPooB B 9,8% ciyuaes, undekius B 1,4%
CJIy4aeB U JUCIOKALUS AEKTPooB B 3,3% ciydaes. [ono-
BO 1MOKa3aTesb 4aCTOTH HEOOOCHOBAaHHBIX CpabaThIBaHHH
UK coctasun 3,7%.

Jnst manmenToB, nMetoliux B anamueze BOC, mioxo
nepenocuMyo JKT 1 0OMOpOKH, XapaKTepeH CaMblii BHICO-
xuii puck BCC (no 10% B rox), B cBA31 C 4eM UM PEKOMEH-
nosan VK] [398]. dpyrumu ¢akropamu prcka BCC wumu
obocHoBaHHOTO cpabarbiBanusi MK/ siBistrorcst moareep-
s aeHHast ycroiunBas KT, HeoObsCHIMBIC 0OMOPOKH, Yac-
thie nn3016l HY KT, cemeiinblii anamue3 BC B Mosiogom
BO3pacrte, Txkenoe nopaxenue [DK, BeipaxenHoe yinHe-
Hue QRS, Hanuuune no3aHero raJjoIMHUEBOTO YCUIICHUS Ha
MPT (B ToMm uuciie ¢ BoBieuenuem JIXK), nuchynknums JIK
u unaykuus KT Bo Bpemss DDU [129, 130, 398, 400, 406,
415-417]. bonee uem y 10% Hocuteneil MyTanuii reHOB
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JIECMOCOMHBIX OEJIKOB OTMEYAIOT CJOKHYIO WM JIUTCH-
HYIO T€TepO3UTOTHOCTh, KOTOpasi MOXKET OBITH (hakTopoM
pucka OonplmMX apuTMuueckux coobituii 1 BCC [418)].
VYuurteiBasi oueHb pazHopoubie uccineaopanus no AKITK,
CJIOXKHO TOBOPUTH O KaKUX-JTHOO OIPE/IEIEHHBIX PEKOMEH-
nanusix o npumenenuto UK/ st nmepBuanoi npoduiak-
THKH B 9TOH Tpymrie nanneHToB. [To o0mieMy 3aKkitoueHnIo
Ha OCHOBaHUU UMeroluxcs qanubix, MKJl nokazan nanu-
CHTaM C HCOOBSICHUMBIMU 0OMOpokamu. [Ipu oTCyTCTBHH
y manueHTa oOMOpOKOB, perieHue o0 ycranoBke WK/
MPUHUMAIOT HAa OCHOBAaHMUU PE3YJIbTATOB KIMHUYECKOTO
o0cnenoBaHus, ¢ y4eTOM CEMEHHOro aHaMHe3a, CTEHNEeHU
Hapymenus ¢pynkuuu [1DK u JDK, pucka ocnoxHeHHI Ha
npoTshKeHUM ku3HU U BimsiHus MKJ] Ha oOpa3 xu3HM mna-
L[UEHTA, €r0 COLUAIBHO-I)KOHOMHUECKUH CTaTyC U MCHXO-
JIOTHUYECKOE 3/10POBbE.

7.4. Hugunvmpamuenvie kapouomuonamuu

7.4.1. AMuiiouno3 cepana

Brigensor 1Ba OCHOBHBIX THIIa aMHJIOHMJI03a Cep-
JIa: aMUJIOU03 JIETKUX IeTel, BhI3BaHHBIN OTI0KEHU-
€M MOHOKJIOHAJIbHBIX JIETKUX IIeTel, U HAacJIeICTBEeHHbBIN
TPAaHCTUPETUH-ACCOIIMMPOBAHHBIN aMHUIION]I03, NPU KO-
TOPOM HOPMAaJIbHBIM (MKW THIT) WIM MYTHPOBaBLIMN
TPaHCTUPETUH OTKJIaJbIBacTCs B MUOKape [424,425]. do
HEJIaBHETO BPEMEHM aMWJIOMJI03 CepAlla ObLI CONPSIKEH
C O4YEeHb IJIOXUM MPOTHO30M, U MeJIhaHa BEDKHUBAEMOCTH
nocine nosiBneHus cumntoMoB XCH coctasnsna menee |
rojia, OJJHaKO Mporpecc B 00JaCTH JICYCHUST aMUIOU103a
JIETKMX IIerned CrnocoOCTBOBAJ YIy4YNICHUIO BbDKHBAc-
MOCTH TaKUX MaIMEHTOB [426].

[Toutn mnosnoBuHA OOJBHBIX AMHIIOMIO30M CepLa
YMHPAIOT BHe3arHO [424, 427]. [IprunHOi cMepTH 00BIYHO

Pexomenoauuu

Cmpamuguxayus pucka u n1e4eHue 001bHbIX APUMMO2EHHOU Kapouomuonamueil IDK

BonbabiM AKITK pexoMeHIyIoT Bo3/iepKaThesi OT ydacTHs B cOpeBHOBareNbHbIX Buaax cropra (IC [399]).

bera-agpeno610kaTopsl B MAKCUMaIbHOM TIEPEHOCUMOI J103€ PEKOMEHIOBAHbI B KAU€CTBE TePANTUU MEPBOM JIMHUU TSI
YCTpaHEHHUs CUMIITOMOB Y MAIMEHTOB ¢ yacThiMu dnu3onamu JKO u HYXKT (IC [M3)).

UK]I pexomeH10BaH NallMeHTaM ¢ BHE3AIIHON 0CTaHOBKOM cepaua B aHamHese U JKT ¢ HapylmeHussMu reMOAMHAMUKHI
(IC [400]).

Crenyer paccMOTpPEeTh Ha3HAYCHNE aMHOapOHa /ISl yCTPAHEHHsI CHMIITOMOB Y TTAIIHEHTOB ¢ YacThIMHU 31u3oxamu JKO
n HYXXT, xoTopbie He mepeHocsT OeTa-aIpeHOOI0KaTophl WK UMEIOT TTpoTuBornoka3anus kK HuM ([1aC [401, 402]).

Crenyer paccMOTPETh BBINTOJIHEHHUE KaTreTepHOW abialyy B CHEHUATM3UPOBAHHOM LIEHTPE y MAlWEHTOB C YacThIMU
snu3oaaMu cuMnToMHbIX JKO unu XKT, He oTBewaromux Ha MEAUKAMEHTO3HYIO TEPaIuIo, ¢ [EeIbl0 YCTPAHEHHS CUMII-
TOMOB ¥ nipestoTBpatienus cpabdarsiBannii MK/, coorsercrBenno (11aB [197, 216, 221, 403, 404]).

Crnenyet paccmotpeth npumenenne MK/I[-repanuu y nanmentoB ¢ AKIDK, umeromux ycroitunbyto JXKT 6e3 BeipaskeH-
HBIX HapyUIeHHH reMOJMHAMUKH, ¢ ydeToM prckoB MKJI, Bkitouast puck OTIaNEHHBIX OCIOKHEHHM, U MOJIb3bl TAKOH
tepanuu Juist nanuenta (I1laB [398, 405, 406]).

Moo paccmorpers npumenenne MKJ] y B3pocibix maipeHToB ¢ oAHUM ik Oosnee dakropamu pucka KA mpu
OKUTaeMOH POAOIDKUTEIHHOCTH KU3HHU CBBIIIE OTHOTO TOAA, TIOCIIE TIIATEIBHOTO 0OCIEIOBAHUS C yUETOM PHUCKA OT-
JTAJIGHHBIX OCIIOKHEHUH, a Takoke BiusHus K] Ha 00pas Ku3HHU, CONANbHO-IYKOHOMHUYECKHN CTAaTyC M MICUXUIECKOE
3nopoBke naruenta ([IbC [M3]).

Ja crparadukamim o pucky BCC MoyxHO paccMOTpeTs BemonHeHune SHnokapaunatsHoro ODU ¢ TICXK (IIbC [129, 130]).

Pexomenoauusn
Amunouoos cepoya

[Mpumenenne UK]I crnemyeTr paccMOTpeTh IS MAIIMEHTOB C AMHMIIONI030M JISTKUX IIETIeH M HACIEACTBEHHBIM TPAHCTHU-
PETHH-aCCONMUPOBAHHBIM aMHUJIONI030M NIPH HAJIMYNH yCTOWINBOH JKA ¢ HapyIeHreM reMOTMHAMHUKH 1 OKHIaeMOH
TIPOIOIDKATEIIEHOCTH JKU3HNU Ooree 1 roma ¢ xopommuM GyHKIHoHAEHEIM cTaTycoM (1[aC [419-423])

BECTHUK APUTMOIJIOI'NH, Ne 89, 2017



SIBIISIETCS ANIEKTPOMEXaHHUEeCKasl IUCCOLUALINS, OJJTHAKO OIH-
CaHbl ClTyyau ycToiunBoii KA, 0CTaHOBIEHHOM C TOMOIIBIO
UK/ [419]. ITo naHHBIM CyTOUHOrO MOHUTOpHUpOBaHuUs KA
MPUCYTCTBYET Ooiiee 4eM y 25% OONBHBIX aMHJIOUI030M
cepaua [420-422], ogHaKo 3TO, MOXOXKE, HE SIBJISETCS MPO-
rHoctuyeckuM (akropom BCC. TloBbllieHre YpoBHS cep-
JICYHBIX TPOIIOHUHOB M N-KOHIIEBOTO HATPHIypEeTHYECKOIO
nporienTraa B THIIa, SIBIAIOTCS YyBCTBUTEIBHBIMH MapKe-
paMu MOpa)XeHHUsI MUOKap/a U MO3BOJISAIOT POrHO3UPOBATh
HEXKEJIaTeJIbHbIE UCXO/Ibl Y MAllUEeHTOB C AaMUJIONU030M JIeT-
KHX IIeNel, OJHAKO He JI0Ka3aHO, YTO 3TU MapKepbl MOXKHO
HCIIONB30BaTh JUIS BBISBICHUS KaHWJATOB HAa YCTAHOBKY
UK. YuuteiBas orpaHuyeHHbIC JaHHbIC, MPUMEHEHUE
UK]I cnexyet paccMaTpuBaTth BO BCEX CIIydasiX aMIJION103a
JIETKUX IIeTeH ¥ HaCIeICTBEHHOTO TPAHCTUPETHH-ACCOLIH-
POBAaHHOIO AMUJION03a, IPH HaIUUUK ycToitunBoil XKA u
0XKN/IAEMOH NIPOJIOIDKUTEIBHOCTH XKK3HU Oosee 1 rona. Jlst
pEKOMEHIalUi 10 MePBUYHON MPO(UIAKTHKE HA TaHHbINA
MOMEHT HEJOCTATOYHO JaHHBIX.

7.5. Pecmpukmuenasn Kapouomuonamus

Ilon TepMHHOM pECTPUKTUBHAs KapIHOMHONATUS
MTOHUMAIOT COCTOSIHHE Cep/lia ¢ TIpeodIagaHieM peCTPHK-
TUBHOM (DU3HOJIOTHH, C HOPMAaJbHBIM MJIM CHH)KEHHBIM
JIMACTOIIMUECKMM 00BEMOM OJTHOTO MJIM 000X HKEJTyI04-
KOB, HOPMaJIbHBIM HMJIM CHM>KEHHBIM CHCTOJIMYECKUM 00b-
€MOM U HOPMaJIbHO! TOJIIIMHON CTEHKH XKelynouka. Pec-
TPUKTHBHAS KapAMOMHOINATHS - camasi peakas (opma u3
BCEX KapJHOMHONATHUil; OHa CBsi3aHa C PSAAOM I'eHeTHdecC-
KHX U MPHOOPETEHHBIX paccTpoiicTB [423]. B 3amamubix
CTpaHax, CaMOl 4acTOH NMPUUNHON PECTPUKTUBHON Kap/u-
OMUOTIATUHU SIBJISIETCS aMUJIOU/103, HA BTOPOM MECTE - My-
TallMU B T€HAaX CapKOMEPHBIX OEIKOB W METabOIMYECKHe
pacctpoiicTsa [432].

KnuHuueckuM NposiBIEHUEM PECTPUKTUBHON Kap-
JUOMHONATUN 3a4acTyl0 SIBJISIOTCS CHMIOTOMBI IIPaBO-
JKEeNMyI0uKoBOil u neBoxenyngoukoBoit XCH, u auarnos
YCTAHABIMBAIOT Ha OCHOBAHUU XapaKTEPHBIX MPHU3HAKOB
MIpY HEMHBA3UBHON BU3yalM3allUU U 30HIUPOBAHUU Cep-
ana. s pecTpUKTUBHOM KapAMOMHUONATHH XapaKTepeH
MJIOXOM OTJANIeHHBIM MPOrHo3. Y JeTedl BBDKUBAEMOCTh
3a 1 rox, 2 roga u 5 ner cocrasiser 82%, 80% u 68%,
COOTBETCTBEHHO [428-431]; cooTBETCTBYIOIIAs BHIKMBA-
eMOCTh 0e3 TpaHCIUIaHTalUM cepiua cocrasuser 48%,
34% u 22%, coorBercTBeHHO. 1o B3pocCibIM OOIBHBIM
PECTPUKTUBHON KapAMOMMONATHEH TAHHBIX MEHBINE, HO
MOKa3aTeNId BEKUBAEMOCTH Ha 5 JIET CXOJHBI C TAKOBBIMU
B JIETCKOM Bo3pacte. PakTopaMu pucka CMEPTH OT JIFOOBIX
MIPUYMH SBISIOTCS (DYHKIMOHANBHBIA Kiacc mo NYHA,
pasMep JeBOro mpencepaus u myxckod mon [428-431].
Puck BC y gereit BbIlie, 0COOCHHO NPU HAJIMYUU TPU3HA-
KOB HIIeMuu Muokapaa Ha DKI.

Jleuenne pecTpUKTUBHOMN KapJHOMHOIIATUH B OCHOB-
HOM nannuatuBHoe. [ ycrpanenus cumnromoB XCH Ha-
3HAYAIOT AUYPETUKH U Mpenaparsl Ui KOHTPOIS YacTOTHI
Cep/IeUHBIX COKPAIICHHH, YTOObI YJIydIINTh 3alOJHEHHE
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JIK. Becem nanuentam ¢ @II Ha3HA4alOT aHTHKOATYJISH-
ThI. HeT MpOCIEeKTHBHBIX TAaHHBIX 110 TPO(UIAKTHIECKOMY
npumenennto MKy 605bHBIX peCTPUKTHBHON KapIMOMHO-
natueii, mosToMy mnoka3aHus k npumeHenuto MKJ[ nna
9TUX MAIMEHTOB C CHUMITOMAaTHUYeCKoM ycToitumBoi JKA
JIOJDKHBI OBITH TaKUMH K€, KaK M JJIsl IPYTHX NallueHTOB
¢ 3a00J1eBaHMSMH MHOKap/a, ¢ Y4eTOM KpaTKOCPOYHOTO
nporno3a no XCH. HeobxoaumocTh niepBUYHOM Tpodu-
JIAKTUKY OMPE/ENISIOT Ha OCHOBAaHMM STHOJIOTHHU 3a0oJe-
BaHUs 1 Hanmuuus GakTopos pucka BCC.

7.6. /Ipyzue xapouomuonamuu

7.6.1. HexomnaxkTHsblii Mmuokapaa JIXK

[Tox HEKOMIIAKTHOCTHIO MMOHUMAIOT HAJMYHE BbIpa-
JKEHHON Tpa0eKyIsSIPHOCTH M TIYOOKHX MEXTpadeKyIsip-
HBIX TOJIOCTEH B Tojmie Muokapaa sesoro u(wim) ITK,
4acTO B COYETAHUH CO BTOPBHIM TOHKHM KOMITAKTHBIM
CJI0E€M MHOKapja, COCEACTBYIOIIUM ¢ snukapaom [433].
Bo HekoTOphIX ciydasX HEKOMIIAKTHOCTh MHOKapja co-
IOpsbKeHa ¢ JAujaTanued Kelylodka M CHCTOJIMYECKOH
muchynkipeid. Hekomnakrueiii Mmuokapn JOK moxer npu-
CYTCTBOBAaTh KaK B COUYETaHHH C BPOXKJICHHBIMH [TOPOKaMHU
cepala, Tak ¥ B n3oiaupoBanHoi popme. HacnencrBeHHbIi
xapaktep 3abosneBaHus orMedaetcst y 18-50% B3pocibix
C M30JMpPOBaHHON HekommakTHOCThIO JDK, uame Bcero ¢
ayTOCOMHO-JIOMMHAHTHBIM THUIIOM HAaclelOoBaHMA. Y Ta-
KUX OOJIBHBIX OITMCAaHbl MHOYKECTBEHHBIE MyTallUH B TEHAX
CapKOMEPHBIX OEJIKOB, OEJIKOB-TIEPEHOCUNKOB KaJIbLUS U
JIPYTHX TeHaX, CBSI3aHHBIX C MAaTOT€HE30M KapIHOMHOMa-
Tuy, BKitodas reisl LMNA, LDB3 u tadasuna [434].

Bo mHorux ciyuasix HekommnaktHocTs JOK He compo-
BOXK/IAETCsl KAKOH-TNO0 CUMITTOMATHKOM, HO Y HEKOTOPBIX
OonbHBIX BO3MOXKHBI XCH, TpoMO0aMO0IIMY, apUTMHN HITH
BCC. ®akropamu pucka CMEpPTEIbHOIO MCXO/a SIBIISIOTCS
MOYKUJIOM BO3PAcT, KOHEUHBIN Tuactonuueckuit pazmep JIK,
Hanmyre cumntomoB XCH, OCTOsSHHAS MITH IEPCUCTHPYIO-
mast DI, 6iokana mydka ['mca u comyTcTBYIOIINE HEPBHO-
MBIIIEYHbIC 3a00JICBAaHMUS, OJHAKO OYEHb MaJlO JIAHHBIX
YKa3bIBaIOT Ha TO, 4TO HekommnakTHOCTh JIXK cama 1o cebe
sIBJIsIeTCsI MoKa3anueM K ycraHoBke MK/ [433-436]. HeoO-
xomuMocTs B VK] onpenenstor ¢ y4eToM TSkKeCTH CUCTO-
mmueckort auchyukipn JOK u Hanmaus ycroitunBoit JKA,
IO TEM K€ KPUTEPHUSIM, uTO U Jiist 6oibHbIX JJKMIT.

7.6.2. Boue3ns Yaraca

Bonesnp Yaraca - unHpekumoHHOE 3aboieBaHue,
BBI3BaHHOE NpocTedmM Trypanosoma cruzi U TpoTeKa-
Ioliee ¢ MopakeHHEM MHOKapja. B HacTosiee Bpems B
MHUpE HacUMThIBaeTCs mopsiaka 8-10 MUIUIMOHOB IIOZEH,
CTpajarmmux 3TUM 3aboneBanuii, U3 HUX y 20-40% pas-
BHBACTCSI XPOHUYECKOE NOpakeHNEe MUOKAp/ia, UHOT/IA Ye-
pe3 JecATKH JeT mnociie nepBuyHoi nHdekuun. CaMpiMu
PaHHUMH TPOSIBIICHUSMH OOJIE3HU SIBIISIOTCS HApYIICHMS
B ITPOBOJISIIIICH CHCTEME Cep/ilia, BKJIIOUast OJI0Ka Iy paBoi
HOXKH ITy4ka ['mca u nepeaHe-BepxHUi 1oiy0JIoK, oce
YEero MOSIBIISIIOTCSI CErMEHTapHbIE U3MEHEHNUS B JIBUKEHUN
crenku JIK, coxnbie XKA, muchyHKIUS CHHYCOBOTO y371a

Pexomenoauusn

camkenns pucka BCC (IC [423, 428-431]).

UK]I pekoMeH10BaH MalMEHTaM C PECTPUKTUBHON KapAHOMHOIaTHel 1 ycToitunBoil KA ¢ HapylIeHUsIMU TeMOINHA-
MUKH, IPU 0KUIAEMOH MTPOIOIDKUTEIILHOCTH XKHU3HU Oojee | roja ¢ XopommnM (GpyHKIMOHAIBHBIM CTaTyCcoM, C IIEIbI0
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u OoJiee TshKEJbIe HApYIICHUs MpoBeaeHus. Ha mo3mHux
CTausIX OOJIE3HU OTMEYACTCS IPOTPECCUPYFOIIAs TUIaTa-
uust JOK u cucronmmueckas nuchynknus [437-441].

TonoBoii mokasarenb cMEpTHOCTH mpu Oosne3nu Ya-
raca koneonercs or 0,2% 10 19,2%, B 3aBHCUMOCTH OT
xapakTepa uccieayemoil momyisiiuu. Haubonee mocto-
BEPHBIC HE3aBHCHUMBIC MPOTHOCTHYCCKHE (DAKTOPBI CMEp-
tenpHOro ncxoma - aucoynknus JODK, @K (NYHA) u
HYXT. Ilpu couerannn HYXT u mucdynkuun JIK puck
MOXET BO3pacTarh B 15 pas.

OCHOBHBIM HcCCIIeZIOBaHHEM M0 Tpumenenuto NKJ]
nipu Gose3nn Yaraca 6buto uccienoBanue Gali WL ¢ co-
aBT. [441]. B atom uccnenosannu K] 601 Hanbosee -
¢bexrusen npu GBJIK <40%, XOTs OOJBIIMHCTBO MAUCH-
toB ¢ K]]I monmy4anu HeoOX0AUMOE JICUCHUE, HE3aBHCUMO
ot cucroimueckoit gpynkrmu JIK.

8. HACJIEACTBEHHBIE NEPBUYHBIE
APUTMUU

8.1. Cunopom yonunennozo unmepeana QT

8.1.1. OnpenesieHue U 3NUIEMHUOTOTHS

Bo Bpemst paboThI Ha/l HACTOSIIUMY PEKOMEH/IAIIHSA-
MU OBUTH HCIIOIBb30BaHbI MOAU(DUIIMPOBAHHBIE JUATHOCTH-
YecKHe KPUTEPUU CHHIpOMA yaIMHEeHHOTOo nHTepBana QT,
B oTIM4Yne OoT muarHoctmieckux kpurepueB EHRA/HRS
[17]. OmHol U3 mpu9wH OBLT TOT (QAKT, YTO KOPPUTHPOBAH-
we1ii uaTepBal QT (QTc) >500 Mc, nmpemrarapuIniics B Ka-
YeCTBE OPOTOBOTO 3HAYECHUSI JAJIsl ANATHOCTHKH CHHIPOMA
yanuHeHHoro uHTepBana QT y manueHToB 0e3 cummnToMa-
THUKH ¥ CEMEHHOrO aHaMHe3a JaHHOTO 3a00JIeBaHUS, SIB-
JSIeTCsl O4EHb KOHCEPBATHUBHBIM KPUTEPHEM U MICHTHYCH
3HaueHnto QT, KOTOpoe COMPSKEHO C BBICOKMM PHCKOM
aputmuii 1 BCC [1, 67]. B cBsI3H ¢ 3TUM B HACTOSINX pe-
KOMEHIALMSX ISl KITMHUYECKOTO MArH03a HCIONb3yeTCs
nokazaresb QTc >480 mc wim oneHka Oosee 3 OANIOB TIO
mkane [lIBapma [442] wnu ee momomHeHHOM Bepenu 2011
rona [443] c BkiIrOueHHEM Tyna yanmHeHus uaTepsana QTc
>480 Mc Ha 4-i1 MUHYTE BOCCTaHOBJIEHUSI IOCIIE BEJIOIP-
romeTpud. [Ipn Ham4nM HEOOBICHUMBIX OOMOPOKOB LISt
MMOCTAaHOBKM JAMarHo3a 0buto jpocraroano QTc >460 mc.

Cunnpom yanuHeHHOro nHTepBana QT xapakrepusy-
ercst ynmmaeHHeM uHTepBana QT u nmossiennem KA, ko-
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TOpBIE 3aITyCKAIOTCs, IIIaBHBIM 00pa3oM, 3a CUET aJpeHep-
rMYecKol akTHBalMu. 3a00JeBaHie OOBIYHO TPOSIBIISIETCS
B MOJIOZIOM Bo3pacte (cpenuuii Bozpact 14 net). T'onoBoit
nokazatesib BCC npu oTCYyTCTBUHU JICUEHUS] COCTABIISIET OT
0,33% [74] no 0,9% [444], a npu HATUYUU OOMOPOKOB -
nopsika 5% [444].

OnucaHa cB3b CHUHAPOMA YAJMHEHHOTO HMHTEpPBa-
na QT ¢ myramusamu B 15 renax, OOJBIIMHCTBO U3 KOTO-
PBIX KOAMPYIOT CyOBEIMHUIIBI KAINEBBIX, HATPUEBBIX WIIN
KaJIbIMEBbIX MOTCHIMAI3aBUCUMbIX HOHHBIX KaHAaJIOB.
[TocpencTBOM TEHETHYECKOTO CKpUHHMHTA Yy 75% O00ib-
HBIX BBISBIISIIOT ATOT€HHYIO MyTallHIO, U B TOJIaBIISIOLIEM
oonpmmHCTBe citydaeB (90%) 3To MyTamuu TPEX OCHOB-
HbIX reHoB: KCNQ1, KCNH2 u SCN5A [59].

Cy1ecTByeT Tpu TUNA CUHJPOMA YIIMHEHHOTO MH-
tepBana QT:

* AyTOCOMHO-ZIOMHHaHTHbIII Tun (cuHzapom Pomano-
Yopna, pacnpoctpaneHHOCTb | citydait Ha 2500 yenoBek),
koTOpbIi BiitoyaeT noATunsl LQT1-6 u moarunsr LQTI-
15 u xapaxkTepu3yeTcs N30JUPOBAHHBIM YIIMHEHHUEM UH-
tepBana QT.

* AyTOCOMHO-JIOMHHaHTHBIH THII C 9KCTpaKapHaIbHbI-
MU MIPOSIBIICHUSIMU, KOTOPBIH ajiee MOoApa3IeNsoT Ha clie-
JIYIOIIUE MOJTUIIBL:

- LQT7 (cunapom Anpaepcena-TaBui), mpyu KOTOPOM Y-
nuuenune QT coueraercs ¢ BoipaxkeHHON U-BOJTHOM, TOJH-
MopdHOW uiu AByHanpasiaeHHOH KT, nuueBsIM qucMop-
(GU3MOM ¥ THIEP/THINOKAINEMUYECKUM TEePUOANIECKUM
napanuyom [445];

- LQT8 (cunnmpom TumoTH), 1T KOTOPOTO XapaKTepHBI
ymmHenne QT, CHHIAKTHIMS, Madb(OpMaIUK Cepjla,
paccTporCTBa ayTHCTHYECKOTO CIIEKTPa U TUCMOP(H3M.

e AyTOoCOMHO-perieccuBHbIM Tun (cuHapom [[xepseria-
Jlanre-Hunbcena), 1ist KOTOPOro XapakTepHO OYEHb BbIpa-
JKeHHoe y/uinHeHue uureppana QT u BpoxkaeHHas NTyXoTa.

8.1.2. IlpuHUOMNBI cTPATH(UKALMT PUCKA U

JiedeHHe

Crparnukanus WHAMBHIYaJbHOTO pHCKA OCY-
HIECTBISAETCA C YUETOM KIMHUYECKHUX, IEKTPOKapauO-
rpaduyeckux M TeHeTHYecKuX mnapamerpos [74]. Hdus
MAalMEeHTOB, NEPEKUBIIUX OCTAHOBKY CEpJlla, XapakTe-
PEH BBICOKHI pUCK TOBTOPHOM OCTaHOBKU cep/la, 1axe

Pexomenoauus

Crnenyer pacemorpets npumenenue UK/ y naruenTos ¢ 6onesnpto Yaraca u ®BJDK <40%, npu oxugaeMoii mpooi-
KUTEIBHOCTH ku3HH Oosiee 1 roja ¢ xopormM GyHKImoHanbHbIM cTatycoM (I1aC [437-441]).

Pexomenoauuu

Juaznocmuxa cunopoma yonunennozo unmepsana QT (npu omcymcmeuu 6moputHblX RPUYUH YOJIUHEHUSA

unmepeana QT)

Junarno3 cunapoma ynnuaeHHoro uHTepBana QT ycranaBmuBaioT Ha ocHoBaHUH QTc >480 mc Ha moeropHBIX DKI' B
12-Tr OTBeIEHUSX WM OLIEHKH PUCKa CHHApOMa yamuHeHHoro nHTepBaia QT mo kputepusam 1lIBapma [442,443] cBBI-
re 3 6asos (IC [MD]).

Jlunaruo3 cuaapoma yuinHeHHoro nHTepBaia QT ycTaHABIMBAIOT MPU BBISIBICHUH MATOJIOTHYECKON MyTalluH, HE3aBH-
cumo ot purenbHOoCcTH nHTEepBana QT (IC [MD)).

OKT'-nuarno3 cunjapoma yuimHeHHoro uarepsana QT cnenyer paccmorpers npu Hanuuuu QTc >460 mc Ha mOBTOP-
HbeIX OKI' B 12-TH OTBENIEHMSX Yy MALEHTOB C HEOOBSICHUMBIMA OOMOPOKaMH, IIPU OTCYTCTBHU BTOPUYHBIX NPUYUH
yumHenus uarepsana QT (I[aC [MD]).

3neco u ganee, QTc - koppurupoBanHoe 3HaYeHue uuTepsana QT
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Ha (oHe Tepanuu Oera-aapeHodmokaropamu (14% B Te-  y MAIMEHTOB C TEHETHYCCKUM MPO(UIEM BBICOKOTO PHC-
yeHue 5 neT Ha (OHE Tepanuu), B CBSI3M C YeM, TAKMM  Ka (HOCHTEIBCTBO JIBYX MYyTalldi, B TOM YHCJIC CHUHIPOM
nanuentam nokasan UK/ [448]. [Tossnenue oomopokoB  Jlxepsesuia-Jlanre-Hunbcena u cunapom Tumorn).
COMNPSI’KEHO C BBICOKUM PUCKOM OCTAaHOBKH cepaua [451, Bonbabie ¢ CYUQT u uMIUIaHTUPOBAHHBIM KapIuo-
458]. JKeHIIMHBI C CHHAPOMOM YJIMHCHHOTO UHTEPBaia  BEPTCPOM-Ae(QUOPHILIATOPOM HYKAAIOTCS B JIUHAMH-
QT uMerOT BBICOKHIT pUCK OCTAHOBKHU CEpAIla B TCUCHUE  YCCKOM HaOmoneHuH. BbICOKY0 3((GEKTHBHOCTh B
9 MecsneB nocyie ponoB (0COOCHHO KCHIIMHBI C TCHO-  OICHKE pPHUCKAa MOTHUBHpPOBaHHOTO cpabarbiBanus WK/
turiom LQT2) [459]. Bo3moxuo, npu rernotune LQT1  geMoHCTpHpyeT LiKalia pucka, mpeaioxenHas [450].

u LQT2, puck cepacyHbIX COOBITHI 3aBUCUT OT JIOKa- Ha ceromusimiauii eHb HET J@HHBIX, CBUJETEIb-
JU3alMU MyTaluu U ee Tuna. OJHAKO ITU 3aKIIOYEHUS  CTBYIOIIUX O MPOTHOCTUYECKON 3HAYMMOCTH HHBA3UBHOTO
HEOOXOAMMO IPOBEPUTH B TOTIOJHUTEIBHBIX HcciienoBa- JOU ¢ TICXK y nanueHToB ¢ CHHIPOMOM YIJTUHEHHOTO
HUSIX, IPEXKIEC YEM HCTIOJb30BaTh B KIMHUYECKOW mpak-  uHTepBana QT [133].

tuke [17]. beccuMnTOMHOE HOCHUTENILCTBO MAaTOTEHHBIX 8.2. Cunopom kopomkozo unmepesana QT
MyTalUi COMPSkKEHO C YMEPEHHBIM PUCKOM CEPACUHBIX 8.2.1. Ompenenenne u 3MUIEMHOJIOTHSA

coObITuH, mopsnka 10% ot poxnaenus u no 40 ner; B Cunzapom kopotkoro unrepsaia QT xapakrepusyer-
TaKMX CIIydasx CIeIyeT paCCMOTPETh TEpamnuio 0eTa-aa- € YMEHBIICHHEM IPOJOIDKUTEIBHOCTH PENOIsIprU3aliin
peHnobmokaTopamu [460]. MHOKapJIa, YTO CO3MaET CYOCTpaT Ui Pa3BUTHUS YIPOXKAO-

[Mpodpwmnaktuueckoe mnpumenenne MKJ[ craemyer — mmx Ku3HH apUTMHNA. BBISBICHO MATh TCHOB, CBS3aHHBIX
paccMmarpuBaTh UHIUBUAYAJIbHO y BCEX MAllMEHTOB IPyM- € BO3HUKHOBEHHEM CHHApPOMa KopoTkoro mHTepsana QT
bl BBICOKOTO pPHUCKa, B yacTHOCTH y keHmuH ¢ reHotu- (KCNH2, KCNQI1, KCNJ2, CACNAIC u CACNB2b),
nom LQT2 u QTc >500 mc, y manuentoB ¢ QTc >500 Mc  ofgHaKo JuarHOCTHYEcKasl MOJb3a T'€HETUYECKOrO CKpH-
U TIPU3HAKAMH JICKTPUYCCKON HECTAOMIBHOCTH, a TAKXKE  HHUHTa Bee ele Heeuka (okoio 20%) [135].

Pexomenoauuu
Cmpamugukayus pucka u nevyenue cunopoma yonunennoz2o unmepeana QT

BceM marpeHTaM ¢ CHHAPOMOM yIMHEHHOro uHTepBana QT pekoMeHI0BaHbI CIESAYIONINE H3MEHEHHS B 00pase xKH3-
HU: OTKAa3 OT IpenaparoB, criocoOHbIX yumuaaTh nHTepBan QT (http://www.crediblemeds.org), KoppeKiwst HapyIIeHHN
SNIEKTPOJIUTHOTO 0OMEHa (TUIIOKAJIMEMUsl, THIIOMAarHUEMHS, THITOKAIBIIMEMHs]), KOTOPbIE MOTYT BO3HHKHYTh Ha (oHE
JMaper, pBOTHI WK 3a00IeBaHUi 0OMEHa BELIeCTB, M30eraTh KOHTAKTa CO CEHU(PUICCKUMH TPUTTEpaMU apUTMHUH
B 3aBHCHUMOCTH OT T'€HOTHIIA (aKTUBHOE IUIaBaHNE, MOBBIIICHHAs! (PU3NUecKasi akTHBHOCTh ocodeHHo rpu LQTSI, u
peskue rpomkue 3Byku npu LQTS2) (IB [446]).

Jleuenne Oera-aapeHOOIOKATOPAMU PEKOMEH/I0BAHO MAIMEHTaM C KIMHUYECKUM JIMarHO30M CHHJIPOMA YJUIMHEHHOT'O
nnrepsana QT (IB [447,448)).

UK/ u neuenue Oera-aapeHOOIOKATOpAMK PECKOMEHIOBAHO MAlMECHTaM C CHHAPOMOM YIIMHEHHOTrOo nHTepBana QT,
nepeHecuM ocTaHoBky cepana (IB [449,450]).

Crenyer paccMOTpeTh JieueHHe Oera-aapeHo0IoKaTopaMyu y HOCHUTENEH MaToNIOrHYecko MyTallud U HOPMallbHbIM
nntepasiom QT (IIaB [74]).

Crenyer paccmotpets npumenenue MK/ B coderanun ¢ 6eTa-aJpeHo0I0KaTOpaMyl y MAUEHTOB ¢ CHHIPOMOM YIUTH-
Henroro uHTepBana QT, oomopokamu u(umm) KT Ha doHe nedeHus Oera-aapeHOONIOKAaTOpaAMH B TOCTaTOYHOM J03€
(IlaB [451, 452)).

Crenyer paccMOTpETh CHMIIATHYECKYIO JICHEPBAIMIO JIEBBIX OT/EJIOB Cep/la y MalHEeHTOB C CHHIPOMOM Y/UIMHEH-
Horo nHTepBaia QT M KIMHUYECKOW CHUMIITOMATHKOM, ecliu: JiedeHue Oera-aapeHoOnokaropaMu HeIPEKTHBHO, HE
MIEPEHOCHUTCS Wi NpoTuBorokazano, MK/l nporuBonokasan, nwin nanueHt orkasbiBaercst or UK/, Ha done Tepanuu
Oera-anpenobnokaropamu y nanueHTos ¢ MK/] Bozuukatot yacteie cpadarsiBanus (11aC [453]).

MOKHO pacCMOTPETh Ha3HAUCHHE OJIOKATOPOB HATPHEBBIX KaHAJIOB (MEKCHIICTHH, (ICKAaUHU, aJUTATHUH WIA PAHO-
JIa3MH) B KaueCcTBE JOMOJHUTENBHON Tepanuu aisi ykopoueHus untepana QT mammentam ¢ LQTS3 u QTe >500 mc
(IIbC [454-457]).

Moxxno paccmotpets npuMenenne MKJ[ B momonHeHne K Tepanuu 6eTa-agpeHo0I0KaTOpaMu Ipu 6€CCUMIITOMHOM
HocurenbeTe natonorndeckor myraruu KCNH2 nnmn SCNSA u QTe >500 mc (IIbC [74]).

WuBasusHoe DDU ¢ TICK He pexomenayercs s ctpatudukarun mo prucky BCC (ITIC [133]).

Pexomenoauuu
Juaznocmuxa cunopoma kopomrozo unmepeana QT

Jwnarnos cunapoma kopotkoro unrepBana QT ycranaBnuparot Ha ocHoBaHuu QTc <340 mc (IC [MD)).

Jlunarno3 cunnpoma xkoporkoro unrepsana QT cienyer paccmorpers npu Hanmuuun QTc <360 mMc u opHOrO MM Oolee
13 NEPECYUCICHHBIX (baKTOpOBI TMOATBEPKACHHAA MMATOJIOTUYCCKad MyTalus, CCMCHHBIN aHAMHE3 CHHApOMa KOPOTKOT'O
unrepBana QT, cemeliHblii aHaMHe3 BHE3alHOM cMepTH B Bo3pacte 10 40 net, - nepenecennsiid anu3o XKT/DXK npu
orcyTcTBUH 3a0oneBanunii cepana (IlaC [M3]).
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3abosieBaHNe OTIMYAETCS BHICOKOH JIETAIbHOCTBIO B
JIF00OM BO3pAcTe, B TOM YHCIIC Y ICTCH B MEPBBIC MECSIIBI
JKU3HH, U BEPOSITHOCTh MEPBOI OCTAHOBKHU Cepllia B BO3-
pacte 40 ner cocrasiser 6onee 40% [135, 461]. Onnako
C y4eToM HeOOJIBIIOro pa3Mepa HCCIIeTyEeMbIX MTOITYIISIIH,
BBICOKHC MOKA3aTe]Id CMEPTHOCTH OTYACTH MOTYT OBITh
CBSI3aHBI C CUCTEMATHYECKOW OINUOKOM M3-32 HEIOCTATOY-
HOW JMarHOCTHKHU CHHApPOMa KopoTkoro wHTepBaia QT y
MAIMCHTOB 0€3 KIIMHUYECKONH CHMITTOMATHKH.

8.2.2. IIpuHuMnb! crpaTuuKanuu pucka

H JIeYeHue

BceM 0ONBHBIM CHHAPOMOM KOPOTKOTO HHTEpBaja
QT, nmepeHecmiuM OCTaHOBKY cepaua, nokazan MK nis
BTOPUYHON MPOGUIAKTUKH, TaK KAaK 4acTOTa IMOBTOPHBIX
OCTaHOBOK cepua y Hux coctasisier 10% B rog [135].

OnTuManbHOM CTpaTeruyl MpO(UITAKTHKH OCTAaHOBKU
cep/lia Ipu cHApoMe KopoTtkoro uatepsaia QT He cymec-
TBYCT, YYHUTBIBAs] OTCYTCTBHE HE3aBHCUMBIX (DaKTOPOB PHC-
Ka OCTaHOBKH Cepjla - Jaxke 0OMOPOKH B 3TOM Cllydae He
SIBJISIIOTCS] HE3aBUCHMBIM (hakTopoM prcka [135]. Tlpu atom
3200JICBAHUY TAK)KE HET JAHHBIX 110 OI[CHKE PUCKA apUTMUIA
BO BpeMsl 3aHATHU criopToM. [loka3zaHus K MPUMCHCHHIO
UK/ B kaXI0M Cliydae pacCMaTpPUBAIOT WHIUBHIYaAJIBHO,
YUUTBIBas CEMCHHBIM aHAMHE3 M HAJIMYUC YKOPOYCHHOTO
QTc, omHako 1t 00IIMX PSKOMCH AN HA JAHHBII MOMCHT
HemoCcTaroyHo AaHHbIX [17]. MccnenoBanus Ha HEOOMBITUX
KOTOpTax MAIMCHTOB MOKA3aJIM, YTO JICUCHUE XHHUIUHOM
IMOMOTAaeT YBEIUYUTh JuTenbHOCTE QTC U, BeposTHO,
YMEHBIIUTh YACTOTY APUTMHUYCCKIX COOBITH.

VY NalMeHTOB, MONYYAONIMX XHHUIMH, HEOOXOIUMO
crnemuTh 3a ymimHeHneM uHTepBana QT u mpoaputmuyec-
kumu coObrTusiMu [134, 462]. JleueHne XUHUANHOM TaKoKe
MO)KHO PaccMOTPETh B Cllydae MaleHTOB, MIEPEHECIINX 0C-
TAHOBKY cep/ua u Hyxnaroruxcs B MK, oqHako mMErommx
MIPOTHBOIOKA3aHUSI K HEMY HJIA OTKA3bIBAOIIUXCS OT TAKOTO
sedenus [134, 462]. Ha ceropHsmHuiA J€Hh HET JAaHHBIX O
ToM, uto [1C)K mo3BosiseT MpPOrHO3MPOBATh APUTMHYCCKUC
COOBITHS Y OOJIBHBIX CHHAPOMOM KOpOTKOro nHtepraia QT.

8.3. Cunopom bpyzaoa

8.3.1. Onpenesienue U INUIEMUOTOTHS

PacnipocTpanennocts cunapoma bpyrana xoneoner-
cst oT 1 cimyuast Ha 1000 genosek g0 1 ciydas Ha 10 000
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4eJIoBeK U BhllIe. Yaie BcTpeyaercs B cTpaHax Oro-Boc-
TouHOU A3um [463].

s cunnpoma bpyrana xapakrepeH JOMHHAHTHBIN
TUI HAcJIeI0OBAHNUS, A €r0 IEHETPAHTHOCTh 3aBUCUT OT BO3-
pacra ¥ OT ToJia: KIMHHUYECKHUE MPOSIBICHUs 3a001eBaH s
yamie HaOJIIOaroTCsl BO B3POCIIOM BO3pAcTe Uy MYXUYHH
(B BOCEMB pa3 yaille, yeM y xkeHmuH) [464]. Cpenauii Bo3-
pact Ha MoMmeHT pa3Butus DX cocrasnser 41 + 15 rner,
onnako ®XK MoXKeT BO3HUKATh B JIIOOOM BO3pacTte, 00bIYHO
BO BpeMs OTAbIXa win Bo cHe [465]. JIuxopaska, 3moymno-
TpeOJIeHNE aJKOroJIeM M IepeeiaHue SIBISIOTCS TPUTTEp-
HBIMH (DaKTOpamH, NMPHUBOAIIMMU K TOsBICHUIO | THa
OKT u npeapacnonararoummu k OXK.

Ilo nmaHHBIM TOCIETHETO MeTa-aHajlu3a dYacToTa
apuTMuueckux coobituit (ycroiunsas KT, @)K, obocHo-
BanHOe cpabarsiBanue VK] win BC) y G0JbHBIX CHHIPO-
MoM bpyrana cocrasnser 13,5% B rog npu Hanmuun BOC
B aHaMHe3e, 3,2% B rox pu HaTHYuu 0OMOPOKOB U 1% B
TOJl IPU OTCYTCTBUU KIMHUYECKOW CUMNITOMATUKHU [466].

Onucano nmo MeHblIed Mepe 12 reHoB, CBA3aHHBIX
¢ cunapomoM bpyrana, HO Tonbko aBa u3 HUX (SCNSA u
CACNI1ACc) Bcrpeuarorcst ¢ 4acTotol >5% OT Bcex Mo3u-
THUBHBIX TeHOTUIIOB [59]. B HacTosIiee BpeMsi pe3yabTaThl
TEHETHUYECKOr0 CKPUHUHIA HE BIMAIOT Ha IPOTHO3 WIIN Jie-
YeHHE.

8.3.2. IlpuHuMNBI cTpaTH(UKALNU pUCKa

U JIeYeHue

EnuncTBeHHass BO3MOXKHOCTH CHM3UTH puck BCC
mpu cuHapome bpyrana 3akimrouaercs B HCHOJIb30BaHHU
WK/, xoTopslii peKOMEHIOBAaH BCEM MallMEHTaM C IOJ-
TBepkaeHHON XKT nnu XK 1 npu cnoHTaHHOM MOSBIEHUT
1 Tuna OKT, a Takxke npu HaNUYUU OOMOPOKOB B aHAMHE3€
[17, 465]. Ilpornoctuueckas 3naunmocth [TCK y Takux
MAIMEeHTOB He JI0Ka3aHa: MPaKTUYECKU BCE MPOBECHHBIC
KJIMHUYECKUE UCCIIEIOBAHUS HE CMOIVIM MOATBEPAUTH I10-
JIOKUTENBHOE UM OTPULIATENBHOE MPOTHOCTHUECKOE 3Ha-
yenue [1C)K B oTHOIICHHHU ceplieunbIx coObiTHii [17, 470].
[Mpemnaranock B kauyecTBe NPOMUIAKTHIECKON TEpaIuu y
OOJIBHBIX CHHIpPOMOM bpyrana Wcrosibp30BaTh XHHUJIVH,
KOTOPBIH, 0 HEKOTOPBIM JAHHBIM, YMEHbIIAET UHYyLUPY-
emocth XK Bo Bpemst [ICXK; omHako HET UHPOPMAIUH O
TOM, 4TO 3TOT npenapar ymensiaeT puck BCC. Hegasno

Pexomenoauuu

Cmpamugukayun pucka u n1euenue cuHopoma kopomrozo unmepeana QT

UK]I pekoMeHI0BaH MaIlMeHTaM ¢ CHHJIPOMOM KOpOTKOro uuHrepBana QT, KOTOpble MepeHecIn MpeaoTBPaIleHHYIO
OCTaHOBKY cep/ilia u(1in) umerot criontannyto ycroiuuyro XXT (IC [135, 461]).

JleyeHne XMHUIMHOM HJIM COTAJIONOM MOYKHO PacCMOTPETh /ISl TIALIMEHTOB C CHHIPOMOM KopoTkoro uHTepeaia QT, Hyxniato-
nmxcst B UKJI, omHako MMEIOIINX POTHBOIIOKA3aHMSI K HEMY WITH OTKasbiBaroImxcs ot Takoro Jyiederus (IIbC [134, 462]).

JleueHre XMHUIMHOM HJTH COTAJIONOM MOYKHO PACCMOTPETh JIJIsl MAIEHTOB C CHHAPOMOM KopoTkoro untepsana QT 6e3
KJIIMHUYECKON CUMIITOMATHKH, HO ¢ ceMeiHbiM anamHe3oM BCC (IIbC [134, 462]).

WuBasusHOe DDU ¢ TICK He pexomenayercs mis crpatudukarun mo pucky BCC (IIIC [134, 135]).

Juacnocmuka cunopoma bpyzaoa

Pexomenoauus

Juarnos cuaapoma bpyrama ycraHaBIMBarOT Ha OCHOBaHUH moabeMa cermMeHTa ST ¢ Mopdonorueit 1 tuma >2 MM B
OITHOM WM O0Jiee OTBEACHUH CPEIH MPABhIX MPEKOPANATBHBIX OTBeneHIH V1 n(wim) V2, pacronoXeHHBIX BO BTOPOM,
TPEThEM HMJIM YETBEPTOM MEXPEOEPHBIX TPOMEXKYTKAX, KOTOPOE BO3HUKAET CIIOHTAHHO MJIH BO BPEMSI TECTA C IIPOBOKA-
el 610KaTopaMy HATPHEBBIX KaHAJIOB (IIPH BHYTPUBEHHOM BBEICHUHN aiiMainHa, (IieKanHua, MPOKanHAMU/IA HITH
mucukananaa) (IC [M3)).
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MOSIBUJIMCH CBEJICHMSI, YTO JMHUKapJUalibHas KaTeTepHas
abmarms nepenHel yactu BbixopHoro tpakra I[IDK momo-
raeT NpeJOTBPATUTD ICKTPUUECKUN IITOPM y MAIUEHTOB
C MOBTOPHBIMH 3MU30[aMHU, OTHAKO 3TH JAHHBIC TPEOYIOT
JIOTIOJTHUTEIBHOM MIPOBEPKH, TEPE]] TEM KaK UX MOXKHO Oy-
JIET UCTIOJIb30BaTh B KIMHUUECKOH npakTuke [469].

8.4. Kamexonamunepeuueckasn nonumoppnasn

HCETYOOUKOBAA MAXUKAPOUS

8.4.1. OnpenesieHus: U NMUAEMUOJIOTUS

KarexonamuHepruueckas momuMopQHas JKeTyI0uKo-
Bast Taxukapaus (KIDKT) - pexoe HaciemyeMoe apuTMOreH-
HOE 3a00JIEBaHUE C COIYTCTBYIOIICH apCHEPTUUCCKON JIBY-
HanpasieHHoi u nonmuMopgHoi JKT. PacnipoctpaneHHocTh
KIDKT cocrapnsier 1 ciydait a 10 000 yenosek [17].

Omnucano nBarenernyeckux tuna KIDKT: romunant-
HBII TUI, BBI3BIBAEMBII MyTAIMSIMU B TEHE CEPJIEUHOTO Pe-
nentopa puanonuHa (RyR2), u peakuit perieccuBHbIN THI,
BBI3BIBAEMBIH MYTAIMSIMH B T€HE CEpPJEYHOTO KallbCeK-
BectpuHa (CASQ2) [59]. ¥ nanueHToB ¢ KIMHHYCCKUMHU
nposineHusiMu, cxonubiMu ¢ KITDKT, Obiin HaliieHsl My-
TalUu B APYrux reHax, rakux kak KCNJ2, Ank2, TRDN
u CALM1. OnHako Ha CETOAHSIIHMM JEHb HE M3BECTHO,
SIBJSIFOTCSL JIM Takue ciydan penokonusimu KIDKT [17].

KITKT o0bluHO MaHu(ECTHpYeT B TEUCHUE MEPBOTO
necsatunetus >Ku3Hu. CHUHKOMAJbHBbIE COCTOSIHUSI MaHH-
(becTupyrOT B BO3pacTe CTapIiie TpeX JIeT; Haubojee yacto
MepBbIE CUHKOIIE pa3BUBaeTcst B Bo3zpacte oT 7 no 10 et
MPOBOIMPYIOMIUME  (DaKTOpaMH  SIBJISIFOTCS  (PU3HYCCKUEC
Harpy3Kd M SMOIMOHanbHbIe TepexuBanus [475]. Iloc-
taHoBka nuarHo3a KIDKT mpencrapisier omnpeneneHHbIC
TPYAHOCTH B CBSI3U C OTCYTCTBHEM KAKHUX-THOO M3MCHCHUI

Cmpamuguxayus pucka u n1evenue cunopoma bpyzaoa
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Ha OKI" n npu sxokaprorpaduu, B CBI3U € YeM, TIPH M0J10-
3penun Ha KIDKT pexoMeHyeTcs BBIIOJIHATE CTPECC-TECT,
CIIOCOOHBIH BBISIBUTH Ipezicepiubie aputmun 1 KA (1By-
HanpasieHHyro win nosumopduyto XT) [17]. [pemnara-
JIOCh TaKIKe MCIOJIb30BaTh TECT C MH(Y3HeH KaTeXoJaMiHa,
OJJHAKO €ro 4yBCTBUTEIBHOCTh TOYHO HE ompeaeneHa [17,
476], mOTOMY MBIl HE MOXKEM JaTh YETKHX PEKOMEHAIHii
Ha 3T0T cueT. CynpaBeHTPUKYIAPHbIE TAXUAPUTMUM TAK¥KE
xapakrepHbl i 0onbHBIX KIDKT u 3avactyro sBISTIOTCS
TpUITepaMu JUIsl JKeTyA04K0oBOH Taxukapauu [13, 477].

8.4.2. IlpuHuMNBI cTpaTH(UKALNU PHCKA

U JIe4eHue

HezaBucHMBIMM ~ TIPOTHOCTHYECKUMH  (haKTOpamu
Juist apuTMudeckux coObitiid B ciydae KIDKT sBisttores
MIOCTAaHOBKA JMAarHo3a B JIETCKOM BO3pacTe, OTCYTCTBHE
Tepanuu Oera-agpeHo0IoOKaTopaMyu M TIEPCUCTUPYIOLIHE
cinokHble aputmuu [479]. B OodbIIMHCTBE JI€YEOHBIX
yupexaenuid uist nedenus KIDKT naznauaror Hagonon,
HECMOTpS Ha OTCYTCTBUE CPABHUTEIIBHBIX JAHHBIX 10 pa3-
JUYHBIM THIIAM OeTa-ajpeHoOiokaropoB. [lepBas nuHMs
tepanuu KIDKT cocrout u3 Gera-anpeHoOnI0KaTropos 6e3
BHYTpPEHHEH CHUMIIaTOMHUMETHYECKOM aKTUBHOCTH U Orpa-
HUYCHUS (pU3HYCCKUX HArpy3ok [17].

[To mpenBapuTeNnbHBIM JAQHHBIM (UICKAUHU]] CYILECT-
BEHHO yMeHbIaeT opemst JKA y HeOOMbIION TpyIIbl 00IIb-
HbIX KIDKT 1 MoxeT paccMaTrpuBaThCsl B KaUECTBE NIEPBOTO
JIOTIOJIHEHMS K Tepariy OeTa-aJpeHo0I0KaTopaMy, eclii He
yaaercst JoCTHYb 3(PPEKTUBHOIO KOHTpoist aputmuu [480,
481]. JIeBOCTOPOHHSISI CHUMITaTUUECKasl JCHEpBalMsl cep/ia
okaspiBaeT onpezaeneHubiii addext npu KIDKT y nanmen-
TOB, HE MEPEHOCAIINX OeTa-apeHOOIOKaTOPbl, OIHAKO He-

Pexomenoauuu

Bcem manmenTam ¢ cuHaApOoMOoM Bpyraia pekoMeHJ0BaHbI CIICAYIOIIIE H3MEHEHHS B 00pa3e U3HH: 0TKa3 OT pemnapa-
TOB, IPOBOIUPYONIUX MOAbeM cerMeHTa ST B mpaBsix mpekopauanbHeix orBeneHusx (http:// www.brugadadrugs.org),
OTKa3 OT 3JI0YNOTPEOICHHS ATKOTONIEM H MepeeIaHusl, HEMEJICHHOE YCTPAHCHHUE JTMXOPAIKH C MTOMOIIBIO KAPOIOHH-
xaromux cpeacts (IC [MD]).

WKJI pekoMeHI0BaH NallMeHTaM ¢ CHHAPOMOM bpyraja, KoTopble: nepeHecy MpeIoTBPalleHHY0 OCTaHOBKY Cep/iia
n(um) umeroT cioHTaHHyro yctoiuusyto XKT (IC [465]).

Crnenyet paccmotpets nmpumenenne K/ mpu ciontanaom nosieinenun | tama DK, a Takke Ipu HATHIHH 0OMOPOKOB
B anamuese (ITaC [465]).

Crenyer pacCMOTPETh JICUCHUE XMHUJINHOM WITH H30ITPOTEPEHOIIOM Y MAIUEHTOB ¢ CHHApoMoM bpyrana s ycrpane-
HUs nekrprdeckoro mropma (I1aC [467]).

JleueHne XMHUIMHOM MOXXKHO PAacCMOTPETh JUIS MAalMEHTOB ¢ cuHApoMoM bpyrana, nyxnatomuxcs B UK/, onHako
MMEIOIINX MPOTUBOIIOKA3aHUs K HEMY WJIM OTKa3bIBAIOIINXCS OT TAKOTO JICUCHHS, a TAKKe JUIS TAIIMEHTOB C HAJKEy-
nouxoBeiMu aputMmusimu (I1aC [468]).

ITpumenenne NKJ] MoxkHO paccMOTpeTh I MAIMEHTOB ¢ cuHApoMoM bpyrana, y kotopbix Bo Bpems [1CXK ¢ 2-3 skc-
TpacTUMyJiaMu B ByX Toukax Bo3HukaeT OXK (IIbC [136]).

BeinosiHeHre KareTepHON abialuy MOXKHO PacCMOTPETh JIsl MAIMEHTOB, MEPEHECHIMX HECKOJIbKO DIEKTPUYECKUX
IITOPMOB HJIA TIOBTOPHBIE 000CcHOBaHHbIe cpabarsiBanus MK (IIbC [215, 469]).

Pexomenoauuu
Juaznocmuxa Kamexonamunepzuyeckoil nOIUMOPPHOI ceny0oUKo8ol maxuKapouu

Juarno3 KIDKT ycranaBnuBaioT Ha OCHOBaHUH IMOSIBIICHHS IBYHAINpaBieHHo# nim nomumopdHoit XKT npu duzndec-
KHX Harpy3kax WIK SMOIMOHAIBHBIX IEPEKUBAHMSAX Y MAIIMEHTOB 03 CTPYKTYPHOM MaTOJIOTHH CEep/lia, C HOPMAIBHOM
OKT nim Hanu4nreMm CUHYCOBOI OpaauKkapauu y nereit n ykopouenus uarepsana PR (IC [17, 59, 471-474])..

Juarno3 KIDKT ycranaBiauBaroT Mpu HATWYHH maTojorudeckoil myrtaiuu rena RyR2 nmm CASQ2 (IC [17, 59)).
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00XOIMMBI JIOTIONTHUTEIBHBIE TAHHBIC M OoJiee JUTUTENIbHOE
HaOITFOZICHHE TSl KOJIMYCCTBCHHOM OICHKH 3TOro 3¢dekra
[482, 483]. bonbHBIM, IEPESKUBILIUM OCTAHOBKY CEp/lla, Ha-
3Ha4aroT Oera-anpenobnokaropsl U MK/; eciu Takoe sieue-
HHE HE J]aeT MOJIHOTO KOHTPOJISI apUTMHH, YTO IIPOBEPSIOT 110
pe3yJliTaTaM CTpECC-TeCTa, CIEAYeT PacCMOTPETh TEpPaIlHio
(nexaunrumom [17]. s KOHTPOIJSL CyNpaBEHTPHKYIISIPHBIX
TaXUAPUTMUIA JIOTIONHUTEIIBHO K OeTa-aIpeHo0IoKaTopam
MIPUMEHSIIOT OJIOKAaTOpbl HATPHEBBIX KaHAJIOB WIM aMHOJa-
poH.[484-486] Cnenyer paccmorpers npumeHenue K] y
6ompHbIX KIDKT, xoTOphle He OoTBedaroT Ha JedeHue Oera-
anpeHoOnokaropamu u ¢uekaunauom [ 17]. Ilpu nporpammu-
posanru MKJI HeoOxonMa BpeMeHHas 3ajieprKKa repej] Ha-
HECEHUEM pa3psizia, MOCKOIBKY O0JIe3HEHHBIE Pa3psiIbl MOTYT
TIOBBIIIATH CUMITATHYECKHI TOHYC M IPOBOLIMPOBATH OBTOP-
HBIE SMU30/IbI APUTMHUH, YTO B KOHEYHOM HTOTE BEJIET K BO3-
HUKHOBEHHIO «TIOPOYHOTO KPYTa», BIUIOTH 0 CMEPTEILHOTO
ucxona [487]. danHble OCOOSHHOCTH HPOrpaMMHUPOBAHHS
UK]] y 6ompabix KIDKT cBsizaHbl ¢ BhIpayKEHHOH JIEKTPH-
YecKol HecTaOMIBHOCTHIO MHOKapa Kak MPEeiCcCepaAni, TaK
1 KenynoukoB. HeoOXoqmumo: BKITFOUEHNE ajrOPUTMOB JHC-
KPUMUHAIMH Ha/HKEITY0YKOBBIX TaXUAPUTMUHN (pa3inyHbIe
y Kaka0ro mpousBoautens); 3oHa jaerexuuu OXK 214-230
YJI/MUH; JUIMTENBHOCT OKHa fetekimu OXK + Bpemst 3apsaa
UK] (8-10 cex) nomkHO ObITH OKOo 20 ceK; OTKIIIOUCHHUE
aHTUTaXuKapaAuiHOH crumysassimu (ATP); mepBblii mok c
MaKCHUMaJIbHOW 3HEpruei, nocie 2 moka Mnociaea0BaTeIbHOe
TIepPEKITIOYEHNE TTOSIPHOCTH BOJHBI Aeduoprmsiiun. [ICK
HE MMEET IMarHOCTHYECKOTrO MIIM MPOTHOCTHYECKOTO 3HaYe-
nust npu KIDKT, Tak kak He MO3BONSIET MHAYILIMPOBATH JIBY-
HarpasJicHHY0 wii nomumopduyro KT [17].

8.5. Cunopom panmneil penonapuzayuu

8.5.1. OnpenesieHus: U NMUAEMUOJIOTUS

Ilo pesynpraTam HUCCIEIOBAHUN CIy4dai-KOHTPOJIb
HaJIM4Me paHHEH pernossipu3alnvy B HIWKHEM H(mim) 6o-
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KOBOM OTBEJICHHSIX yKa3blBaeT Ha mauonaruueckyro XK
[488, 489]. Ongnaxo, y4uThIBas BBICOKYIO PACIpOCTpa-
HEHHOCTh (PEHOMEHA paHHEH penoisIpu3alvu B 00LIeH
MOMYJISIIIUY, TOBOPUTH O IMArHO3€ «CHHIPOM paHHEH pe-
MOJISIPU3ALMM» 11e7IECO00Pa3HO JIMIIB B TOM CiIydyae, eCin
y nanuenTta Obul 3aMKCHUPOBaH U301 UIMOIAaTHYECKON
DX n(unm) nonmumopdHoit XKT.

OTHONOTUS CUHAPOMA paHHEH penonsIpu3aluu, CKo-
pee Bcero, UMeeT MOJIUIeHHbIH Xxapakrep. Her oqHOo3HaAu-
HBIX JaHHBIX O HACJIC[IOBAaHHUH JIAaHHOTO 3a00JIeBaHMI.

Y4unThIBast HEOIHO3HAYHBIH XapaKkTep JaHHBIX O MPO-
THOCTHUYECKON 3HAUNMOCTHU CHH/IpOMa paHHE! pernonspusa-
uuu ans oueHku prucka BCC, Mbl MPUILLITH K 3aKTIOUEHUIO,
YTO HA CETOJHSAIIHUN 1eHb HEJOCTATOUHO JOKA3aTeIbHBIX
JIAaHHBIX JIUIsI COCTABJICHUSI KaKMX-THOO0 peKOMEHaluii mo
JICYSHUIO ITOTO 3a00JIeBaAHMSI.

9. APUTMUH Y JETEN U BPOXKJEHHBIE
MOPOKH CEPIIA

9.1. JleueHnue d#ceny0ouKo8blxX apummuil y oemeii

0e3 cmpyKmypHoil namonozuu cepoua

VY nereit KA MoryT Bo3HHKaTh Ha (pOHE BPOXKICH-
HBIX opokoB cepamna (BIIC), HacieacTBEHHBIX KaHAIO-
NaTUi WM KapAMOMHOIIATHI, MUOKapIuTa U OIyXoJied
cepana (HeoHATalbHBIE PAaOJOMHOMBI), a TaKXKe MPH OT-
CYTCTBHUH CTPYKTYPHOH ITaTONOTHU cepAna. Y MpaKkTH4ec-
KM 3[JOPOBBIX JeTel M30IMpoBaHHBIE MOHOMOpP(HEIE XKD
BCTPEYAIOTCS OYEHb YaCTO, 0COOCHHO CpeIi HOBOPOXKICH-
HBIX (20%) m mogpoctkoB (20-35%), M BO3HHKAIOT TIpe-
UMyIIecTBeHHO B BbixomHoM Tpakre IDK. Ecmm XKD Bo3-
HUKaroT JacTo (5-10% BcexX COKpalleHHuid) /U UMEIOT
nmoauMop(HBI XapakTep, peOeHKa HyKHO 00CIeI0BaTh,
coOpaTth ceMeiiHbIi anamMHe3 u BhITONHUTE MPT mis wc-
KITIOUCHHSI HACJIEJCTBEHHBIX KaHAJOMATUH U KapIHOMHO-
nartuu. Takue NeTr TOHKHBI HAXOIUTCS IO HaOTFoIeHIeM

Pexomenoauyuu

Cmpamugukayusn pucka u n1euenue KamexoaiamMuHepZuuecKoil noONUMophnoil yceny0ouKo6oil maxukapouu

Bcewm nanmentam ¢ KIDKT pexomeH1oBaHbI caeayIolue N3MEHEHNsT B 00pase JKU3HM: OTKa3 OT y4acThsi B COPEBHOBA-
TEJILHBIX BHJIAX CIIOPTa, OTPaHMUYCHUE TSDKEIBIX (PU3MUECKUX HATPy30K U OMOIMOHANBHBIX nepexkuBanuii (IC [M3]).

Jleuenne Gera-agpeHOOIOKATOPAMH PEKOMEHJIOBAHO BCEM ManueHTaM ¢ KiuHudeckuM auarHozoMm KIDKT, c¢ mon-
TBEPXKACHHOU crioHTaHHOU min nHayuupyemoit KA (IC [475, 478)).

Wmmumantanns UK/] B momomHeHne K MOHOTepanuy OeTa-aApeHOOI0KaTOpaMH MK K X COYETAHUIO ¢ (hICKanHHUIOM
pexomennoBana BceM narmenTam ¢ KIDKT, meperecmiiv 0cTaHOBKY cepiiiia, TanueHTaM C YaCTHIMH 0OMOPOKaMH HJTH
nonuMopdHO/ nByHanpaBieHHOH JKT, HECMOTpPS Ha ONTHMATBHYIO MeAnKaMeHTo3HYT0 Tepanuio(1C [475, 479]).

Crenyer paccMOTpeTh BOIPOC O JiedeHue Oera-aapeHodmokaropaMu pocTBeHHUKOB 00bHbIX KITXKT, nMerorux mo-
JIOKUTEJIbHBIE PE3YJIBTAThl TEHETHUECKOTO TECTHUPOBAHUS, AaXe TPH OTPUIATESIIBHBIX pe3yibraraX MpoObl C T03UPO-
BaHHOH (m3mueckoit Harpy3koit (I1aC [479, 480]).

CrnemyeT pacCMOTpPETh BOIIPOC O ToOaBIICHUH (IICKAaMHUIA K Tepanuu OeTa-aapeHoonokaropamu y maruertos ¢ KIDKT
Y 9acTBIMH 00MOpOKaMu win noiauMopdHoi/ neyHanpasineHHo# KT Ha QoHe neyeHus OeTa-aapeHOOI0KaTOpaMu, IPU
HAJIMYMH PUCKOB/TIPOTHUBONOKa3aHmid K umrutanTanuu MK/, mu6o ecmu MK ]l He JOCTYIICH MITH MAIIMECHT OTKA3bIBACTCS
ot ero nmmanrtanuu (11aC [481]).

Crenyer paccMOTPETh BOIIPOC O 00aBlieHNH (rieKanHu/Ia K Tepanuu 6era-aapenoodnokaropamu y nauuentos ¢ KITDKT,
koTOpbIM uMILTanTUpoBaH MKJI, mis ymenbienus: yactotsl Hanecenus paspsaos (I1aC [481]).

MOKHO PacCMOTPETH BOIPOC O BHIIOJIHEHUH JIEBOCTOPOHHEHN CUMIIATUYECKOM AeHepBaLuu cepana y nauneHToB ¢ KIDKT
M YacTBIMH OOMOpOKaMH Win Tonumop¢Ho#/ nByHanpasieHHOH JXT/gacteivu ob6ocHoBanHBIME ps3psnamu K] Ha
(oHe sieyenus Oera-aapeHoOI0KaTOpaMK B BU/IE MOHOTEPAIIMH WIHU ¢ I00aBlIeHHeM (IeKauHK/Ia, a TAKXKE Y MAlUSHTOB,
KOTOpBIE HE TIEPEHOCAT JieueHne OeTa-aIpeHo0I0OKaTopaMy WM UMEIOT TipoTtuBonoka3anmsM K HuM (ITbC [482, 483]).

WuBasusHoe DDU ¢ IICK He pexomenayercs mis crpatudukanun pucka BCC (IHC [17]).
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CIELUAJIMCTA JJIsl CBOEBPEMEHHOTO BBISIBIICHHS TUC]YHK-
nuu JDK, yctoitunBoii unu Heyctoituusoil KT u xapauo-
MHOMNATHH, BO3HUKAIOIIMX B PEIKUX Cilydasx. Meanka-
MEHTO3HAas Tepalus U KaTeTepHasi abyalys MPUMEHSIOTCS
PEIKo, OCKOJIBKY B OOJBIIMHCTBE CITydyaeB KIMHHYECKAs
CHUMIITOMATHKa OTCyTCTBYeT 1 XKD pa3peliarorcs CHOHTaH-
HO ¢ TeuenneM Bpemenu [490, 491, 498-501]. YuameHHbii
WJAMOBEHTPUKYJSIPHBIA PUTM HEPEKO OOHApYKHMBAETCS Y
MIPaKTHYECKH 3I0POBBIX HOBOPOXKJICHHBIX M JIETEH IepBO-
rO rojia *H3HHU, Yallle BCEro Kak ciaydaiHas HaXoaka. JTo
J0OpOKaYeCTBEHHAS apUTMUSI, KOTOpasi OOBIYHO pa3peria-
eTCsl CIIOHTaHHO B TEYEHHE IEPBOTO rojia KHM3HHU, KaK U
XKD [502]. Yacrora pazutus ycroitunsoid KT B oOmieit
nonyasiuu coctasnseT 1 cimyuait Ha 100 000 neteii B Te-
yenue 10 net. PacnpocTpaHeHHOCTh HEyCTOWYMBOM U yC-
toitunBoil KT Tarke HeBenMKa, Mopsiaka 2-8 ciydyaeB Ha
100 000 neTeit mkonbHOrO Bo3pacta [503, 504].

Wnnonaruueckast J)KT B GonbIIMHCTBE CliydaeB Ma-
HU(ECTUPYET B CTApIEeM JETCKOM M MOAPOCTKOBOM BO3-
pacTte M IMPOMCXOAUT U3 TeX K€ JIOKaJIW3aluil, 94TO U BO
B3pPOCJIOM BO3pacTe (BBIXOAHOM TpakT mpasoro u JIK wiu
CTBOPKH a0PTAJIbHOTO KJanaHa). DacuuKynspHas JeBOXKe-
JIYJIOYKOBasi TaXUKap/usl, YyBCTBUTENIbHAS K BeparaMuiy,
BcTpeuaeTcs pexe [492-495].

Henpepsieras XXT, snu30a61 KOTOPOH MOTYT ATUTh-
Csl TIO HECKOJIBKO 4acoB, 00bIYHO mpoucxoauT u3 JOK u B
BO3pAcTe 70 Tojia CBsi3aHa C BHYTPUCEPJCUHBIMH raMaTo-
Mamu. Takast Taxukapaus 3adactyro npuBoaut k XCH u
CBSI3aHa C BHICOKON CMEPTHOCTBIO, HECMOTPSI Ha arpecCUB-
HYIO0 MEJMKaMEHTO3HYIO TEPAaINIO, KaTeTEPHYIO alaluio
n xupypruueckue BmeuiarenabctBa [505]. TTomumopdnas
KT nnn nonumopdusie XKD penxo BO3HUKAIOT y neTeit 6e3
CTPYKTYPHOH INaTOJIOTUH CEPJla U OOBIYHO CONPSIKEHBI C
HacJIeJICTBEHHBIMHU KaHAJIOTIATUSIMU WITH KapJHOMHUOTIATHSI-
MH, CTPYKTYPHBIMH I BOCHAIUTEIEHBIMH 3200JICBaHUS -
MH cepina, JIM00 MeTabOINYeCKUMH MIIM TOKCHKOJIOTH-
YECKUMHU MPOIIECCAMU.

Pexomenpanuu no neuenuto uauonarngyeckux KT y
JIeTell CTapIlero BO3pacTa aHAJOTHMUYHBI PEKOMEHIAIMSIM
JUIS B3pOCIIBIX MALIUEHTOB. Y JeTel MIIaJIIero BO3pacTa C
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uauonarudeckumu JXKT ngokazana adpdexktuBHOCTS U O€30-
MACHOCTH TOJIBKO OeTa-aipeHO0I0KaToOpOB U BepanamuIia,
TOIIAa Kak Mo OloKkatopaM HaTpUeBBIX kaHaoB (kiacc IC)
n npenaparam III kiacca TaHHBIX CyIIECTBEHHO MEHBIIIE
[492, 493]. JleTsiM mepBOTo T0/1a )KU3HU HE PEKOMEHTyeTCs
BBOJIMTH BeparaMuil BHYTPUBEHHO B CBSI3U C PUCKOM OCT-
poro HapylieHus: remoanHamuku [497].

Karerepnast abnmanusi y aeTeil miajiiero Bospacra
COTIPOBOXKAAETCS 00JIee YaCThIMU OCIOKHEHUSAMU; KPOME
TOTO, CYLIECTBYIOT HEKOTOPBIE OMACeHUsI MO MOBOLY POC-
Ta Y4acTKOB JKEJIyOUYKOBOTO MMOKapia, MOJBEPTHYTOrO
pannovyacToTHOM min kpuoadnamuu [496, 506-508]. Mauo-
narndeckue JXXT u cnoxubie XKD y nerelr 00bI4HO paspe-
IIAIOTCS CIIOHTAHHO B TEYEHHE HECKOJIBKHX MECSIIEB MIIN
Heckonbkux et [492]. [MoaTomy karerepnast abnamus, B
ToM unciie «rpoctasp abnauust BTTDK-)KT, y Takux nereit
UCIIOJIB3YETCs TONBKO B Ka4eCTBE BTOPOM JIMHUM TEPaNHN
1 TOJIBKO B CIICIIMAIN3UPOBAHHBIX [IEHTPAX.

9.2. BCC u sncenyooukosvie apummuu y

RAYUEHMOB C 8POHCOEHHLIMU NOPOKAMU CEPOUQ

Bpoxnennsie nopoku cepaua (BIIC) - cambrii uac-
TBIH BUJI BPOXKACHHBIX OPOKOB, X PaclpoOCTPaHEHHOCTh
cocrasister 700-800 caywuaer Ha 100 000 >xuBOpOXKIEH-
Heix neteit [520]. bonsubie ¢ BIIC mpencramisitor gocra-
TOYHO Pa3HOPOJHYIO TPYIINY; OXKHJIaeMas MPOIOKUTEIb-
HOCTb M3HH Ul HUX CYIIECTBEHHO BBIpOCIa Onaronaps
nporpeccy B OOJaCTH JMAarHOCTUKH W XUPYPTrUUECKOTO
JIeYeHUsl JTaHHBIX 3a0oseBaHMil. BoybIIMHCTBO OONBHBIX
¢ BIIC poxuBarot a0 B3pocioro Bozpacra [521]. Oxna-
KO, HECMOTPS Ha CBOIO 3(PEeKTUBHOCTD, JieueHnne BIIC B
JIETCKOM BO3PacTe HEPEIKO COMPOBOKIACTCS PAa3BUTUEM
XCH wu aputmuii, KOTOpble MOTYT CTaTh MPUYUHON OTAA-
JICHHOH cep/IeuHOl CMepTU B IOHOM BO3pacTe.

Yacrora BCC B o6meit nomymsituu 6osbHbIX BITC
Hesbicoka (0,09% B rom), HO B LIEJNOM BHIIIE, YEM B I10-
JIOOpaHHOM 10 BO3PACTy KOHTPOJIBHOI rpyrme [522]. Puck
BCC 3aBucHT 0T BpeMeHHU U MPOTrPECCUBHO YBEINYUBACT-
Csl IocJie BTOPOTO JECSATUIEeTUs KU3HU. Jlo CHUX MOp HeT
PKMU, B xoTopsIx ObI onienusu dakropsl pucka BCC nnn
MOJIb3Y TEPBUYHON MPOPUIAKTUKK Y ATUX OonbHBIX. 1o

Pexomenoauyuu
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JleTsim ¢ yacThIMU H30aMpOBaHHBIME JKD MM yYaIieHHbIM JKelTyI0YKOBBIM PUTMOM 0€3 KIIMHHYECKON CUMITTOMATHKH
1 HOpMaJTBbHOH (DyHKIIHEH JKeITyI0uKoB PEeKOMEHI0BaHO HaOmoneHne crenuanncta 6e3 medenus (IC [490, 491)).

MenrkaMeHTO3Hast Tepays Wi KaTeTepHast abJiayst peKoMeHJ0BaHbl 1eTsM ¢ yacTeiMu JKO wimn JKT, koTopbie MoryT
BBI3BaTh AUCHYHKIHIO xxenynoukos (IC [M3]).

CrnenyeTr pacCMOTPETh BBIIIOJTHCHUE KaTeTePHON abimanuu y aereil ¢ cumnroMHo# uauonarnueckoi KT-BTIDK / KD
WJIN JICBOXKEITY/IOYKOBOH (hacUKYJISIPHON TaXxWKapAneH, 4yCTBUTEILHON K BepanaMuily, €ClIi MeJUKaMeHTO3Has Tepa-
st okasanachk HeadexTrBHON Mn HexenarenbHoM (I1aC [492-495]).

Crenyer paccMOTpETh BBINIOJIHEHHE KAaTETEPHOH abialuy B CIEHAIM3UPOBAHHOM IIEHTPE Y JeTeil C CHMIITOMHOM
uauonarudeckoit XKT-BTJDK, XKT na crBopkax aopraibHOro Kianana win snukapauanbaoit KT / XKD, ecnu menu-
KaMEHTO3Hasl Teparusi okazanach Hed(p(HEeKTUBHON WM B Ka4eCTBE aJbTEPHATHUBBI NOXKU3HEHHON MEIMKaMEHTO3HAsI
teparnuu ([1aC [494, 495]).

CrnemyeTr paccMOTpeTh IPUMEHEHHE OJI0KaTOpPOB HATPUEBHIX KaHaoB (kimacc IC) B kadecTBe albTepHATHBEI OeTa-aape-
HoOMoKaropam min Bepanammity y aereit ¢ XXT BeixomHoro tpakta (I1aC [492]).

Katerepras aGmanus He peKOMEHIOBaHA JICTSIM MITAAIIE 5 JIET, 32 HCKIIOUCHUEM CITydaeB Hed(h(HEeKTHUBHOCTH MEIIHKa-
MeHTo3HOU Teparmu 1 KT ¢ TsoxensiMu HapymeHusMu remoquaaMuky (I111B [494]).

Jleuenne BepanaMuiIoM He peKOMEHIOBaHO NeTsM B Bo3pacte a0 1 roma (IIIC [496]).
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JTaHHBIM PETPOCIEKTUBHBIX UCCenoBaHuH, Ha fnomao BCC
npuxonutcst 14-26% ot Bcex cMepreil mocne nepBHY-
HoOM xupyprudeckoit xoppexuuu BIIC [518, 522-524]. B
OOJIBILIOM HCCIIEJOBAaHUU C YYaCTHEM B3POCIBIX OOJIBHBIX
¢ pasnuuneiMu BIIC uactora BCC, cBsi3anHOI ¢ apuTMu-
eil, cocrasuina 14%. BCC wgaie Bcero HacTymnasna B TIOKO€
1 He ObUTa OrpaHMYeHa CIy4asMH TsDKEJIbIX MOpPOKOB. B
9TOM ucciaenoBanuu (akropsl pucka BCC Obuti Takumu
ke, Kak JUIs UIIEMHUYECKON KapAnOMHUOIIaTHH, B TOM YHCIIe
HaJDKEITYI0YKOBasl TaXUKapAMsl, AMCHYHKIHMS CHCTEMHOTO
WJTU JIETOUHOTO KeNly0uKa U yjuyinHeHHbli QRS [518].
Cawmblii Beicokuit puck BCC oTmeueH 11 60NbHBIX C
TeTpanoit dano, (CKOPPEKTUPOBAHHOW) TPAHCIIO3UIHEH
MarucTpajibHbIX apTepUid, 0OCTPYKTHBHBIMHU ITOPAXKEHHSI-
MM JIEBBIX OT/IEJIOB CEpP/Ia U JJisi OOJNIBHBIX C €JMHCTBEH-
HBIM Xenyno4dkoM [518, 522-524]. BonbuHCTBO Hcclie-
JIOBaHUM MO OICHKE PUCKA MIPOBOJMWINCH HA MAIlUEHTAaX C
terpanoit @amno; puck BCC B 310l nmomynauuu cocTaBul
2-3% na 10 et u Bo3pacTai B OTAAJIEHHOM IEpUO/e MOC-
JIe Xupyprudeckoit koppekuuu [516, 522, 525]. bsuio BbI-
siBIIEHO MHOTO (pakropoB prcka BCC, U3 KOTOPBIX caMbl-
MM 3HQUUMBIMHU OKa3aJuch JIUTeaIbHOCTh QRS >180 mc,
obobemuas neperpyska DK, nuchynkuus JDK, a Take
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KJIMHU4ecKas uiu uaaynupyemas ycroiuusast JKT [515-
517]. Bemonuaenue [ICXK B manHOU rpymimne OOIbHBIX IIe-
J1ec000pa3Ho i OllcHKH pucka [518]. B perpocniekTus-
HbIX uccienoBanusx UKJ nns nepBu4HON U BTOPUUHON
npopHIAKTHKK Y OOJNBHBIX ¢ TeTpanoil damno orMeueHa
BBICOKAsl YacTOTa 00OCHOBAHHBIX CpadaThIBaHUII MOPSI-
ka 8-10% [509].

Y GOJIBHBIX C TPAHCIO3UIIMEH MarucTpaIbHBIX apTe-
pHii Tociie orepanuyu MpeACepAHOro MepeKItoueHus (1o
Macrapnay mnu no Cennunry) puck BCC cocrasnser no-
psanka 5% na 10 net [522, 526]. IIpeacepanas Taxuapur-
MUS U CUCTEMHasl MPABOXKEIYAOUKOBasi HEIOCTATOYHOCTh
SIBJISIIOTCSI 3HAUMMbIMU (aktopamu pucka BCC [519]. I1a-
ToreHetTnueckue Mexanusmbl BCC BKITIOUaOT mpeacep-
HYIO TaXHapuTMHIO ¢ ObicTpbiM AB-mipoBenenunem (1:1) n
tpancdopmanueii B @K, a raxxe nepsuunyro JXKA. Kare-
TepHast abnanys NpeIcepIHON TaXxuKapAuu SBISETCS -
(EKTHBHBIM METOJIOM W MO3BOJIsiCT CHU3UTH puck BCC y
taxkux OonbHBIX. [ICJK He HeceT Kakoi-IM00 MMOAL3LI IS
cTparuduKanuy prucka. Bropuunas npoduiaakTuka ¢ npu-
menenneM MKJ/] nocrarouno sddexrrBHa, TOraa Kak mnep-
BuyHas npo¢wmiaktuka ¢ UKJ[ y manueHToB ¢ xemymod-
KOBOM JIMC(YHKINEH HEe JaeT 3HaYUMOHl MOJIb3bI - 4acToTa

Pexomenoauuu
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UK]I pexomennoBan manuentaMm ¢ BIIC, nepeXuBIIMM 0CTaHOBKY Ceplia, OCIIe ONpeAeTeH s €€ MIPUUUHBI U yCTpa-
HeHust Bcex o0patumMbix pakTopos (IB [509-512]).

UK/ pexomennosan manueraTam ¢ BIIC u cummnromHo# yeroitumBoii JKT mociie ameKTpopH3HOIOTHIeCcKOTO HCCIIeI0-
BaHWUs U onleHkn remoanHaMuku (IB [509-513]).

Karerepnas abnmanust pekOMEH/J0BaHa B KaY€CTBE BCIIOMOTaTEILHOTO MeTo/1a WiH anbrepHatiBbl MK/ 1t manmeHTos
¢ BIIC u moBTOpHBIME 31TH301aMH MOHOMOpP®HO# JKT mm o6ocHoBaHHBIME cpabareiBanussmMu K], koTopbie He IoA-
JTATOTCSI KOPPEKIIMH C TIOMOIITBIO TIePETIPOrpaMMIPOBaHUS YCTpOcTBa Ml MeankaMeHTo3Ho# Teparmu (IC [513]).

UK pexomenaoBan B3pocibiM nanuentam ¢ BIIC u cuctemuoit ®BJDK <35%, HanuuneM JBYX KeITyJOUKOB, CUMII-
tomuoit XCH Ha ¢one ontumansHoi MeankameHnTo3Hoi tepanuu ¢ 11 mm 11T @K (NYHA) (IC [514, 515]).

Crenyer pacemorpers ipumenenne MKJ1 y narpenTos ¢ BIIC n 0OMopokaMy HEeM3BECTHOTO ITPOUCXOK/ICHUS B COUCTAHUH
C TSDKEJIOH JKeITy/104KoBOH JucdyHKIMeit wim naaynupyemoit yeroiunsoii KT/DXK mpu [TCXK (I1aB [509, 511, 512]).

Crnenyer paccmoTpetrs npumenenne MK/ y HEKOTOphIX mannueHToB ¢ TeTpagoi Damio u HEeCKOIBKIMHU (haKTOpaMu
pucka BCC, Bxumouas aucoynkuuio JOK, neycroituusyio XT, QRS >180 mc unn naaymupyemyto ycroiunsyio KT
mpu [ICXK (IIaB [509, 515-517]).

CiietyeT pacCMOTPETh BBIITOJHEHNE KaTeTEPHOI abIallii B Ka4eCcTBE AJIbTePHATUBBI MEIUKAMEHTO3HOU Teparuy pu
CHMITOMHOM ycToiunBoit MoHOMOpdHO# XKT y marmentos ¢ BIIC u UK/ (IIaB [513]).

MokHo paccmoTpeth npumenenne MK/l y manueHToB ¢ Tsoxenoi qucdyHKIeld eqMHCTBEHHOTO XKeTyI0uKa W CHC-
TEMHOTO ITPABOT0 XKEITyA0UKa IIPH HAJIMYHUHK JIPYTHX (PaKTOpoB prcka, BKirodast Heyctoiunsyto JKT, XCH II wim 111 K
(NYHA) u Tsoxenyto perypruranuio Ha cucreMHoMm AB-kmanane (I1bB [510, 518, 519]).

Moo paccmorpets BbinonHenue [TICK st crparudukannu no pucky BCC y namuenToB ¢ Terpaznoit damio u He-
CKOJILKUMH (haKTOpaMu pHcka, Bkitodas aucoynkuunto JOK, neycroituusyro XXT, QRS >180 mc (IIbB [517]).

Moxxno paccmotpets BoimonHeHne [ICK y manumentos ¢ BIIC u neyctoitunBoii KT 11 OneHKH pucka yCTOHYUBON
KT (IIbC [MD]).

MOKHO paccMOTpETh BBIITOJTHEHHE XUPYPTUUECKOH abialiy B COUETAHUH C 3JIEKTPO(PHU3NOIOTHIECKUM KapTHPOBa-
HueM y manuerToB ¢ BIIC, KOTOpbIM MPeaCTONT omepanus Ha Ceple, Ipy HATMYUN KIMHIYeckol yeroiunBoi KT n
HHAYIHpYeMo# ycToitunBoit MoHoMopdHOi KT ¢ ycTranoBimeHHBIM KpuTHuecknM nepemeiikom (IIbC [M3]).

Karerepnas abnanust 1 npouiIakTHYeCKoe IPUMEHEHHE aHTHAPUTMUYECKHX MPEapaToB HE PEKOMEHIOBaHBI B CITy-
gae ObeccuMITOMHBIX peaknx XKD y marmentos ¢ BIIC u crabunpHOI Qyrkmmeit sxemynoaxos (IIIC [MD]).

[ICXK He pexoMeHIyeTCsI ISl CTpaTUQUKAnuu pricka y marueHtoB ¢ BIIC npu oTcyTcTBUU IpyruX (GakTOpOB PHCKa
wiu cumrromos (1B [517]).

3neco u ganee, BIIC - BpoxkI€HHBIH TOPOK cepia
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cpabareiBanuii coctasisieT Bcero 0,5% B roxn [510]. B Ha-
CTOsIIIee BpeMs Oomneparys NpeicepaHOro NepeKIroueHus
y’Ke MIPaKTUUECKH HE UCTIONb3YeTCs, U TOTOMY KOJIMYECTBO
TaKuX OOJIBHBIX MTOCTETNIEHHO YMEHbBIIIACTCS.

Hannexamas koppekuust BpOsKJIEHHOTO a0pTalbHO-
ro CTeHO3a (B TOM YHCIIE Y MalieHTOB C JIBYCTBOPYATHIM
AOPTAJIbHBIM KJIAIIAHOM) IIO3BOJISIET CYNIECTBEHHO CHH-
3uTh ecTecTBeHHBIN prck BCC 1 3a4acTyro 0TKa3aTbCst OT
crienuduIecKkoi aHTHAPUTMUYECKO# Teparmu [522, 527].

VY OOJBHBIX C EAMHCTBEHHBIM JKEIYIOYKOM, Iepe-
Hecmux omnepanuio @OoHTEHa, B OTJAJICHHOM IEpPHOAE
MOTYT Pa3BUBAThCS CIOXKHBIE NMPEACEPAHbIE TaXUKaPIUH
1 XCH, 4yacToTa KOTOPBIX MPOrPECCUBHO YBEINUUBACTCS
¢ Bo3zpactoM. BCC B cBsi3U ¢ apuTMUEl HEPEAKO BCTpe-
yaeTcs B ATOM rpymme, A0 9% mnpu cpeaHeil mpomaos-
JKUTEIBHOCTH HaOmoeHust 12 setr, HO (axkTopsl pHcKa
9TOrO COOBITHS ellle HEe ycTaHOBICHBI [528]. JlaHHBIX 00
sppexruBHocTH MKJ] y GonbHBIX, TIepeHecHINX onepa-
nuo OoHTEHA, OYEHBb MaJo.

B nenom, npumenenne UKJ] y 6ompubix ¢ BIIC 3a
MIOCJI/IHUE /IBA ICCATUIIETHS IEPELIO U3 pa3psiia BTOPUY-
HOW NMPOGUIAKTUKU B Pa3psii MEPBUYHON NPODUIAKTHKN
[511, 512]. PerpocnekTHBHBIE KOTOPTHBIE HCCIEIOBAHUS
rokasanu, 4ro nomMumo JKA, HapymieHue (QyHKIUHM Tpa-
Boro wim JDK takxe sBIsIeTCSl JOCTOBEPHBIM (PaKTOpPOM
pucka BCC y nanuenToB ¢ pasnuuasivu BIIC [514-516,
518, 519]. DTo momuepkuBaeT BaKHOCTH I(P(EKTHBHOTO
JICYCHUS! KETYI0UKOBON TUCYHKIINH IyTEM XUPYpruyec-
KOTO YCTpPaHEHHs OCTaBLIMXCS JE(EKTOB, ONTUMM3ALNH
MeJIMKaMEHTO3HOW Tepanuu u, npu Heooxoaumoctu, CPT.
B nenom, naruentam ¢ BIIC u oOMopokamu Wi HEYCTOM-
ynBoi KT peKoMEHI0BaHO AEKTPOPHU3UOIOTUICCKOE UC-
cienoBanue U oneHka remoguHamuku. [TICXK B aTom ciny-
Yae JaeT [EeHHYI0 nHpopmanuio 1 oueHku prcka BCC.
Karerepnas abnanust 1 XMpyprudeckoe BMEIaTesbCTBO Y
MAIIEeHTOB ¢ MOBTOpHON yctoituusoi XKT mocne xupyp-
ruueckoit koppekuuu BIIC sBisoTCS anbTepHATUBHBIMU
WK JOTOTHUTENbHBIMU MeTogamu kK K] [513].

9.3. IIpumenenue umnaiaumupyemozo

Kapouoeepmepa-oeduopuniamopa y oemei

BCC o4enb peko MpOMCXOIUT B IETCKOM BO3pacte,
u 1o 31oit npuunne MKJ[ HewacTo mpuMeHsIoTCsl y IeTel:
4acTOTa UMIUIAHTALUU COCTaBiIseT MeHee | ciaydas Ha |
MJIH. aeTel B rof [529, 534] njist nepBUYHOM MM BTOPUY-
HoW nipoduaktuku [511, 531]. JleTH ¢ BBICOKMM PUCKOM
BCC mpeacTaBisiioT reTeporeHHy0 IpyNmy ¢ OONbIINM
pasHooOpa3ueM 3a0ojeBaHMN cepjla, BKIIOYas Haciel-
CTBEHHBbIE KAaHAJIOMATHM WIM KapJUOMHONATUH, a TaKXke
mupokuii ciektp BIIC [511, 531]. CoBpeMeHHbIE TIOKa-
3aHus K ycraHoBke MKJ] y B3poCHbIX MpUMEHSIOTCA Uy
neteid. BoNbIIMHCTBO pEKOMEHIAIHI TI0 CEPICUHBIM 3200-

52

JICBaHUSM, IPUMEHUMBIX K JETSIM, UMEIOT YPOBEHb JIOKa-
3arenpHOCTH B nmn C.

B ommune or pexoMeHAanMi Ui B3POCIBIX 0OJb-
HeX, y nered K] He mpumeHsieTcsi CUCTEeMaTuyecku B
ciyqae JIKMII u BoipakenHo#t qucdyakuun JDK B cBsizn
¢ Hu3koit yacrtoroir BCC B aT0ii Bo3pacTHOil rpymme [535,
536]. TonkoBaHue U CpaBHEHHE PE3YJILTATOB HCCIEI0BA-
uuit UK/l y nereit mpencrapisieT HEKOTOPBIE CIOKHOCTH,
MOCKOJIbKY TaKHe UCCIIEIOBaHMUS OOBIYHO BKITIOYAIOT LIIMPO-
KUl criekTp 3aboseBaHuii U B3pocibix narmentoB ¢ BIIC.
B neckonbkux uccnenoBanusx MK/ y nereit npu Bropuu-
HOH npo(UIaKTHKE OTMEYEHbI 000CHOBAaHHBIE CpadaThiBa-
Hust y 40-67% nauuentoB. [Ipu ucnonszoBanun UK st
MEPBUYHOMN NMPOPUIIAKTHKY, YaCTOTa cpabaTbIBaHUN KOJeo-
netcst ot 10% 10 26% npu cpenHeil mpoaoIKUTEIbHOCTH
Haomronenust 2-4 ropa [511, 530, 532, 533, 537-540].

VY nereil yalie OTMEUAIOTCS NMEPEIOMBI AIEKTPOAOB U
HapylIeHUE HM30JISALIH, COCYANUCThIC OCIOKHEHHS, HH(PEK-
LIMOHHBIE OCJIOKHEHUSI ¥ YBEIIMYEHHE ITopora 1e(prOpHIs-
LIUH1 B OTAAJIEHHOM IEPUOE, YEM y B3POCIBIX, BOBMOXKHO
n3-3a OOJIbIICH MOJBIKHOCTH, MaJIbIX Pa3MEpOB TeJla U aK-
TUBHOTO pocTa [541]. B OobIIMX MCCIIEIOBaHUSIX TOTOBOM
MOKa3aTeNb 4YacTOThI MepeaoMa AIEKTPOAOB COCTABUI OT
5,3% no 6,5%, rpu 3TOM BO3pacT MeHee 8§ JIET U MPUMEHe-
Hue anexrponoB Fidelis Obutn HezaBHCHMBIMH (haKTOpaMu
pucka [542, 543]. B OONBIIMHCTBE UCCICIOBAHUI HA ICTIX
4acToTa HEOOOCHOBAHHBIX CpabaThIBaHWH ObLIa OYEHb BbI-
coko, ot 17% 1o 30% [511, 530, 532, 533, 537-540]. Hame
BCETO HEOOOCHOBAHHBIE CPAOATHIBAHMS C CHHYCOBOH TaxXH-
Kapauel, HaJKeTyJOUKOBBIMU apUTMUSIMHU U THIIEPICTEK-
et T-BOJIH; X 9aCTOTy MOYKHO YMCHBIIHUTH ITyTEM WH]TU-
BuAyanbHOro nporpammupoBanus UK. V neteii crapiero
BO3pacTa, Kak M Yy B3POCIBIX MAllUEHTOB, MPUMEHSIOTCA
DIaBHBIM 00pa3om nByxkamepubie UK. V nereit muaie-
ro BO3pacTa yalle HCMOJIb3YIT OAHOKAMEPHBIE CHCTEMBI,
4TOOBbI N30€KaTh BEHO3HON OOCTPYKIIUH, ITPU ITOM METII0
AMEKTPO/Ia OCTABIISAIOT B IPABOM MPEICEPAUH C PACUETOM Ha
JaNbHEeHINi pocT. Y 1eTeil mepBoro roia >kKU3HU U Jeteit
MJIQJIIIETO BO3pacTa JIOCTaTOYHO Oe3omnacHbl U (PheKTHB-
HBl anbrepHaTHBHBIe cuctembl UKJ] 6e3 TpaHcBeHO3HOTO
nocryna [533]. B uenom, npu umruantarmu K] netsim,
SNEKTPOABI st 1eUOPIUIALIN CTaparoTCsl HE pacrojararb
SHJIOKAPHAILHO, YTO MOXKET IIPUBOUTH K PsiTy TpodIeM n
ociokHeHnH. JleuOpmISIMOHHbBIe MEKTPOIbI pachoia-
FaloT NOAKOKHO. ONUH 3MEKTPOo ISl BOCHPHUSITUS U CTH-
MYJISIIY IPOBOAAT B MPABBIH JKeTyI04EK dHA0KAPIUATIBHO,
1100 YCTAaHABIIMBAIOT €ro AMUKAP/UAIIBHO, UCTIONB3YS JH-
Jlockonuueckuit nocrym [529, 533].

CPT crana BaKHBIM JIOTIOJHUTEIBHBIM METOIOM
neuenus XCH y pereil u nmpumeHsieTcs yaie BCEro npu
HaJIMYUH TIOKa3aHUH K aHTHOPaqUKapJMIHON CTUMYIISIIIUN

Pexomenoauuu

Ilpumenenue umnianmupyemozo Kapouosepmepa-oepuopuniamopay oemei

coowrtus (IB [511, 529, 530]).

HK]I-Tepanus pekoMeHJ0BaHa JEeTSAM, HEPEKUBIINM OCTAHOBKY CEpALA, IIPU OTCYTCTBUM OOPaTUMBIX IIPUYUH ITOrO

UK]I-Tepanust B cCOYETaHUM C MEIUKAMEHTO3HOM Tepanvel peKoMeH0BaHa JIETSIM U3 TPYMIbI BHICOKOTO PHUCKa C Ha-
CIEJICTBEHHBIMH KaHajonatusmu, kapauomuonarusmu uiau BIIC (IB [511, 531, 5327).

Crenyer paccMOTPETh BO3MOXKHOCTh KOHTPOJIS 3HaUSHUH 1opora ie(huOpHISIAY [TPU UCHOIb30BaHUH KCTPaKap/Iu-
aJBbHOM cucTeMsl Aedubpuupyromux ekrponos y nerert (I1aC [533]).
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[544,545]. CPT-J] MOXeT OBITB MOJIC3HA HEKOTOPHIM TallH-
€HTaM, 0COOCHHO Cpa3y MOCIC XUPYPTruIeCKOU KOPPEKIHU
BIIC, ognako Ha ceroHsIIHUN JI€Hb, MBI HE pacrojaraeM
JIOCTATOYHBIM 00BEMOM MOJTBEPKIAOIINX TAHHBIX.

10. KEJYJOYKOBBIE TAXUKAPIUU
N PUBPUIIIANUSA KEJTYIOUYKOB ITPU
CTPYKTYPHOM IMATOJIOT' MM CEPIIA

10.1. ZKenyooukosasa maxukapous bixXx00H020

mpaxkma

BeIxozsHBIE TPAKTHI TIPABOTO H JIEBOTO JKEITYJJOUKOB SIB-
JISTFOTCS. YaCThIM MECTOM BO3ZHMKHOBEHHS MANOMATHIECKUX
KT u XKD [546, 555-557]. B 70% ciy4aeB 3TO BBIXOTHOM
tpakt [DK (BTIDK) [555], B oCTanbHBIX ciydasx - CHHY-
col BanbcanbBer [558-561], BexomHoit Tpakt JUK (BTJDK)
[560, 562], 6ompmme BeHsI cepama [210, 560, 562], muo-
KapJI, JSKAA PsIioM ¢ armukapaom, [210, 560, 562, 563],
aopTo-MHTpabHOEe coenuaeHue [550, 564], pexe nerounas
aprepus [565-567]. nnonarudeckas ouaroBast 5KeITyT0dKO-
Bas TaxuKapaus BerxonHoro Tpakta (JKT-BT) o6praHO BO3-
HHUKAaeT y MaleHTOB 0e3 CTPyKTYPHOH MaTOJIOTHH CEpALla,
OJIHAKO Y HEKOTOPBIX MAIIMEHTOB ObUTH BBISIBJICHBI HE3HAUM-
TenpHBIe u3MeHeHus 1mo JaHnHpIM MPT [568, 569]. Kak mpa-
BUJIO, HAOJTFOAAIOTCS SKTOITMYECKUE TAXUKAP/IUH, CBSI3aHHbIC
C MEXaHM3MOM aHOMAJILHOTO aBTOMATH3Ma, TPUITEPHON aK-
TUBHOCTH WJIM MUKpO-re-entry [570-573]. Unnonarudeckue
JKT-BTITX o6praH0 Maru(pecTHpyIOT B Bo3pacte oT 20 110
50 yeT u yamie BCTpEYaroTCs y KeHIIuH [574]. OmucaHsl
nBe ThmuHble (opmbl: crpeccosas JKT, koTopyro mpoBo-
LUPYIOT (PU3NYECKHE HATPY3KH WM 3MOIMOHAIIBHBIE TIepe-
KHMBaHWUsL, U peuauBupytomas MonoMmopdHas JKT, koropas
Bo3HUKaeT B nokoe. Ha pomo peungusupyromeit HYXKT
nipuxomutest 60-92%, torna xak HenpepsiBHast JKT nabmro-
JTAeTCsl UMb B €AMHUYHBIX CITydasx [570-573].

Pexxe BcTpeuaercst mMapoKcu3MallbHAs YCTOMUHMBAsS
KT ¢ nurenbHBIMU TIEpHOIaMU HedacThIX JKO B mepepsl-
BaxX MEX/y mapokcu3Mamu. YacTora u JUINTETbHOCTD 3ITH-
30/10B BO3pacTaeT Ha QoHe (HU3NISCKUX HATPY30K H(HIIHN)
SMOIMOHANBHBIX TepexuBaHuid. Bo Bpems crpecc-Tecra
BO3MOKkHa npoBokauusi odarosoid JKT-BT Bo Bpems Ha-
Tpy3Kd WIN oTAbixa. Turmmaaas Mopdornorus QRS mpen-
CTaBJIeHa JIOMHHAHTHBIM THIIOM OJIOKaJbl JIEBOW HOXKKH
myuka ['mca co cMmermenuem ocu BHI3 [546, 555-561]. TToc-
ne XKD wm nepBoro xomriekca KT oOBI9HO cienyeT oT-
HOCHTEIIBHO JOJITHH MHTEPBAJl CUEIUICHNS TIepe] CIEayIo-
M Komruiekcom QRS [574]. KT umeer MOHOMOPQHBIIA
xapakTep, x0T Mopdonorus QRS MoxkeT BapbHpPOBaTH
B HE3HAaUUTENbHON crereHn. OYeHb PEAKO HaOIIONAIOT
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COYETaHNE HECKOJBbKHX pazau4HbIXx Mopdosoruid KT,
YTO MOXKCT yKa3blBaTh HA HAJM4YUC PyOILIOBOTO cyOCTpara
KT, xax mampumep npu AKIDK [565]. Unnonatuueckas
JKT-BT 00bI4HO MMEET JOOpPOKAUuCCTBCHHBIN XapakTep,
HO B HEKOTOPBIX CIIydasiX BO3MOXKHA 3y10kadecTBeHHast KT
[573, 574]. OKT npu cuHyCOBOM pUTME OOBIYHO HOpMaJIb-
Hasi, x0T npumepHo B 10% ciydaeB BO3MOXKHa IMOJHAS
WM HeTIoTHast O0J10Ka1a mpaBoi HOxKkH [575]. Ctpece-Tect
U BU3yaJIM3alUsl cep/la MO3BOMISIOT UCKIIOUNTh HATUYHE
CTPYKTYpHOW MaToJoruu. B HEKOTOPBIX Ciydasx Lieneco-
o0Opa3Ha KaTeTepu3alus cepaua.

JleyeHne Ha3HAYAIOT TOJIBKO MPU HAJUYUU CHMII-
ToMOB. ClielyeT OTMETUTh, YTO CHMITOMBI MOTYT OBITh
cBs3anbl ¢ auchynkuuert JDK, tak kak mauonaruyeckas
KT moxer crocoOCTBOBATh PAa3BUTHIO KapAWOMHOIIATHN
[575]. B aToM citydae ciieayeT pacCMOTPETh TEPAIHIO 0J10-
KaTopaMH HaTpHUEBhIX KaHasoB (kiacc IC) miu kaTeTepHyIo
abmanuro. [Tanmentam ¢ XXT-BTIDK/ KD pekomennoBana
KareTepHasi abalys B KauecTBe METO/Ia IEpBOro BbIOOpa,
torna kak mpu KT-BTJDK/ KD karerepryto abmanus cie-
JIyeT paccMarpuBarh TOJIBKO PU OTCYTCTBUH (P deKra oT
AQHTHAPUTMHUYECKOH Teparnum.

Beuny anaromuueckoii omusoctu BTIDK, BTIIK u
0OJIBIINX CEPJICYHBIX BEH, TOYHOE OITPE/ICIIEHHE IIPOUCXOXK-
nenust KT Ha ocHoBanun Mopdonorun QRS HeBO3MOXKHO,
32 MCKJIIOUCHHEM CIIy4aeB KJIACCUYECKOH TaxXuKapAuu U3
BTIDK. IIpoucxoxnenue KT ompenenstoT ¢ MOMOIIbBIO
AKTHBAIIMOHHOTO KapTUPOBAHMS W/MJIM KapTUPOBAHUS ITPU
TOYEUHOH cTuMmynsiiuu Bo Bpemss D®U (pace-maping)
[553, 558-561], naunnas ¢ BTIDK (Bkimtouast cunyc Jie-
TOYHOM apTepuu), 3aTeM IO OOJIBIINM CEePJICYHBIM BEHaM,
CTBOpPKaM aopTaJbHOTO KJalaHa M 3aKaH4uBas HHJOKAp-
nmuanbHor yacteio BTJDK. Ecnu abnarust B Touke paHHei
JKEITyIOUKOBOM aKTHBALIUU HE TO3BOJISIET YCTPAHUTh KIIU-
HUYECKYI0 apUTMHUIO, CIEAYET PaCCMOTPETh BBHIMOIHEHHE
SMUKAPANATBHOTO KapTUPOBAHUS.

10.1.1. KeaynouxoBasi TAXMKap/AHs BLIXOIHOTO

Tpakra IIK

Jis XKT-BTIDK xapaxkTepHbl KOPOTKHE LUKIBI U
OoupIasi BEpPOSITHOCTH COITYTCTBYIOIIUX OOMOPOKOB IO
CpaBHEHHMIO C apuUTMUAMH, mpoucxomsummu 3z BTIDK
[571-573]. Ha DKL mpu XXT-BTIDK/KD ormeuaercs
no3nuuil nepexox R/S B V4, B ommmume ot KT-BTJDK/
KD. Tlo naHHBIM JIUTEpaTyphl HEMOCPEACTBEHHBIN yCHex
karerepHoit abmarmu npu JXKT-BTIDK/ KD y nanumentos
0e3 CTPYKTYpPHOH MaTOJIOTHU cepaia mpeBsimaet 95%,
€CJM TIPOLETypPY BBIMOJHAIOT ONBITHBIE CHELUATUCTHI B
crienuanu3upoBaHHoM IieHTpe [546, 555-561]. Onnaxo

Pexomenoauuu

JOK nox Bmustauem JKO u3 BTIDK (IB [547-549]).

Katerepnas abmanus XT-BTIDK /KD pexomennoBaHa manueHTaM ¢ KIMHIYECKON CHMITTOMATHKON M(WIH) TIPU HEd-
(GhEeKTHBHOCTH aHTHAPUTMHUYECKON Tepanuu (Hamp., 6eTa-aapeHo0I0KaTOpaMi), a TakKe TPH YXYAIICHUH (QyHKIHMN

Jleuenne Onmokaropamu HaTpueBbIX kaHaoB (Kiacc IC) pexkomennoBano mpu cummromHon XXT-BTJDK / KT u3 obmac-
TH cuHycoB Banbcansssl / snukapauansHoit KT / KD (IC [550-552]).

CrnemyeTr paccMOTpPETh BEINONHEHHE KaTeTepHoit abmaruu cumitomuoi XXT-BTJDK / JKT u3 obnactu cunycoB Bab-
canbBbl / snukapauanbsHoi JKT / JKD B crienanu3npoBaHHOM IIEHTPE MOCIIE HEYCIEITHOM HOIBITKY JICYSHUS! OJHUM
WM HECKOIIBKAMU OJIOKaTOpaMy HaTpUeBbIX KaHaoB (kiacc IC), a Takke y HMalMeHTOB, KOTOPBIC OTKA3bIBAIOTCS OT
JUIMTeNbHON aHTHapuTMudeckoil Tepanuu (11aB [210, 552-554]).
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JAHHBIX JTOJTOCPOYHOTO HAOIONCHHS HE TaK MHOTO [548,
549]. YacroTra OCIIO)KHEHHMH KaTeTepHOW abianuu y 3THX
MAIIEHTOB HEBHICOKA, OMHUCAHBI TOJNBKO PEAKHE CIydyau
paspeia BTIDK, riaBHbIM 00pa3oM Mo cBOOOIHON CTEHKE
[546].

10.1.2. KesaynoukoBasi TAXUKAP/AUsI BHIXOHOTO

TpakTta JIZK

Karerepnas abmamus JKT-BTJDK/KD tpedyer mo-
HUMaHHS MEXaHU3MOB apUTMUH U TIIATEIBHOTO KapTUpPO-
BaHUs, koTopoe JokHO BkitodaTs BTJDK, cunycer Banb-
CaJIbBBI, JIECTOYHYIO apTEPHIO U BETBU KOPOHAPHOTO CHHYCA
(n7st BepuuKaIMu SMUKapAUaIbHON JToKanmu3anum) [553,
577]. Centansnsiit cermenT BTJDK npencrasneH rmaBHbIM
00pa3oM MBIIIEYHOH TKaHbIO, HO BKJIIOYAET M MeMOpa-
HO3HYIO 4acTb MEXOKENTyOUKOBOM Meperopoiku. 3aHuii
KBaJIpaHT Mpe/ACTaBiIeH (UOPO3HBIM JIMNCTKOM, TOTHA KaK
JIaTepaJIbHBIA M MepeJHUH CErMEHT BBINOJIHEHBI MbIIIeY-
HOM TkaHbI0. CO CTOPOHBI AMUKAP/A NEPEAHT MEAOKEITY-
JIOYKOBasi BETBb M JieBas OruoOaromias aprepusi NpOXoasT
KBepxy oT aopransHoro cermeHta BTJDK u HaxomsTcs B
«HauBbIcie Touke» JIK, mo BeipaskeHutio MakAmnbnuHa
(McAlpine) [578]. DTo MecTO SIBISIETCSI OCHOBHBIM UCTOY-
nukoMm wupuomarndeckort JKT/KD. Jdna XKXT-BTJDK/ KD
XapaKkTepHO CMEIeHue OCH BHHU3, paHHHH repexox B V1/
V2 u 6nokania ieBoit nin npasoit Hoxku (70% u 30%, co-
oTBeTCcTBEeHHO) [210, 550, 551, 553, 554, 558-564, 579].

YacToTa OCIOKHEHUH KaTeTepHOM alllaluy y Takux
MAIEHTOB SIBIAETCS CYLIECTBEHHOW; B UHUCIE TMPOYUX
OCIIOXKHEHUI BO3MOXHBI Pa3pblB MHOKapJa M TaMIIOHA/a
cep/lia, MHCYNBT, MOBPEXK/ICHHUE KialaHa WIX KOPOHApHOH
aprepuu. B HekoTOphIX cioydasx H3-3a aHaTOMHYECKUX
0COOCHHOCTEH IOJHOLIEHHOE KapTUpOBaHWE W abnanus
BO3MOXKHBI TOJBKO MPH COYETAHUU TPAHCCENTAIBHOTO U
PeTpOrpagHoro AOCTYIa, MO3TOMY KaTeTepHYIO alnaluio
BTJDK nomKHBI BBIMOIHATD TOIBKO OMBITHBIE CIICIIUATHC-
TBI U TOJBKO NMPH HEA(PHEKTUBHOCTH JieueHHs OiiokaTopa-
MU HaTpueBbIX kaHasoB (kiacc IC) [553].

10.1.3. KeaynoukoBasi TAXHKAPAHs CTBOPKHU

a0pTaJbHOTO KJIanaHa

KT w3 cunycoB BanbcanbBbl COCTABISIOT MOPSIKA
20% ot Bcex unmonaruueckux (opm XKT-BT. Yame Bce-
ro JKT mpoucxoauT u3 JIeBOH KOPOHAPHOM CTBOPKH, PEXeE
U3 MpaBOW KOPOHAPHOW CTBOPKH, COCAMHEHUsS MPaBoOil U
JIEBOIl KOPOHAPHBIX CTBOPOK M COBCEM PEIKO M3 001acTu
HeKopoHapHo# cTBopkH [210, 550, 558-564]. Ha OKT" or-
MEUAIOT XapaKTepPHbIE U3MEHEHNUS B BUJE IIUPOKOrO KOM-
miekca QRS ¢ pannum nepexonom B V1-V2 [558, 559].
Camoe yacToe OCIOKHEHHE KaTreTepHOW alnaluu B 30HE
CTBOPOK a0pTaJbHOTO KJIalaHa - OCTPasi OKKJIIO3MsI CTBOMA
JeBo# kopoHapHO aptepun. [1o3ToMy KkpaiiHe BajkHO Ie-
pel BBINOJHEHWEM abialluyl ONPEeNUTh MOJIOKEHUE YC-
Thsl JIEBOI M(MJIM) TIPaBOil KOPOHAPHBIX apTepuil mocpesic-
TBOM aHrHorpaduu, BHyTPUCEPICUHOI 3XoKapanorpadun
nu KT. Bo BpeMs npouieaypbl COXpaHSAIOT TUCTAHIUIO J10
CTBOJIA JIEBOM KOPOHApHON apTepuu He MeHee 6 MM, HC-
MOJIb3Yysl CTAHJAPTHBIE UCTOUHUKU SHEPTUU C PEryIUpOB-
kol MomHocTU. [ToBpexxaeHne aopTaJbHOrO KilarnaHa BO
BpEMsi KaTeTepHOW alianyy ONMUCAaHO JIMIIb B €AMHIUYHBIX
ciayvasx [580]. B nenom, Ha cerogHsIIHUNA J€Hb YacTOTa
OCJIO)KHEHUH KaTeTepHOW abaluy B 9TOH TpyIIe nannueH-
TOB HEBEJIMKA U MOYKET OKa3aThCs 3aHMKEHHOM, TOCKOJIBKY
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3TH MPOLEAYPHI BBITOIHIIOTCS TOJBKO B CIICIIMAIN3UPO-
BaHHBIX IleHTpax. KarerepHast abnmanust npu 1aHHOM BUjIE
KT Bo3mMOkHA TOJBKO MpH HEd(PHEKTHBHOCTH TEpanuu
OyokaTopaMu HaTpUeBbIX KaHaoB (kiacc IC).

10.1.4 DnukapauajibHas KeJTyT04KOBas

TaXMKApAUsl BHIXOAHOTO TPAKTa

OnuKapauagbHBId TOJX0[ MOXKHO paccMaTpuBaTh
TOJBKO Tocie Hea((HEeKTHBHON HHIOKapAMaIbHON abia-
nuu BT-XKT/2KD [210, 551, 560-562, 579]. BonbmuHCTBO
04aroBbIX 3MUKapauanbHbIX KT BO3HUKAIOT B HEMOCPE-
CTBEHHOI OJIM30CTH OT OOJIBIINX CEPICUYHBIX BEH MJIM KO-
ponapHbix aprepuii [210, 560-562], U TIaBHBIM PUCKOM
Takoil mpouenypsl SBISIETCS TMOBPEXKICHUE KOPOHAPHOU
aprepun [552, 581-583]. Jlexkalee cBEpXy YIIKO JEBOTO
Npesicepansl U SNHMKapAHaIbHBIA KHUP TakKe MOTYT 3a-
TPYAHSTH BHIIOJIHEHHE a0aluy.

10.1.5. Ipoune BuABI (BKJIIOUYAS HKeTYT0YKOBYIO

TAXMKAPAUIO HA JIErOYHBIX apTePHsIX)

Yenemrnas abnanust KT u3 nerounoii aprepuu omnu-
CaHa TOJNBKO B €IMHHYHBIX CIIydasX HWJIM B HEOOJBIINX
cepusix [565-567]. V3BecTHO, 4TO B 3TOM 0ONACTH HET
MHOKap/ia, 3a UCKJIIOYEHHEM CHHYCOB KJalaHa JIETOYHOU
aprepun [577]. Ha OKI" 0ObraHO OoTMeuaercst Ookaja Jie-
BOW HOXKKH C BBICOKHM 3yOIIOM R B HIKHHX OTBEIECHUSIX
u nepexon B V4/VS [565-567]. Hactora OCIOKHEHHIA Ka-
TETEepHOM abiayy B ATOW HEOOJNBIION IPyIIe NallMeHTOB
HEHM3BECTHA; CaMHU TMPOLEAYPbl OOBIYHO BBIMOJHSIOTCS B
CHEeLUATM3UPOBAHHBIX LICHTPAX.

10.2 ITpouue 6uowvt rceny0ouKosslX maxuKapoui

10.2.1. Mauonarnveckast J1eBOKeJIyI104KOBAs

TaXHKApIUs

MonomopdHas U moauMopdHas HIMOIaTHYECKast
JICBOYKEITY/JOUKOBasl TaXUKap/ausi MOXKET BO3HHKaTh He3a-
BUCHMO OT HQJIMYMS Y MAIMEHTA CTPYKTYPHOH MaTOIIOTHN
cepana. BeIIEsoT JIEBOXKENYI0YKOBYIO (hacUKYISPHYIO
TaxXWKap/nio, YyBCTBUTEIbHYIO K Bepanamuiy, KT ¢ mup-
KyJIsuen Bo30yKJICHHUs 110 HOXKKaM myuka ['uca, Mexmyd-
xoByt0 KT u ouaroByro XT B cucreme Ilypkunse [601].

Yame Bcero Bcrpeuaercss dacuukyinsapaas KT ¢
JOKaJIM3anueil nenu re-entry B 00JacTH pa3BETBICHHN
3a7Hell BeTBM JieBOoW HOXKKHM myuka ['mca (>90%), xoro-
past pa3BHBAETCS INIABHBIM 00pa3oM y MOJIOABIX Joneit
0e3 cTpyKTypHOH marosnoruu cepana. Ha moBepxHocTHOU
OKI' MOXXHO yBHJIETh KOMIUIEKCHI IO THITY OJIOKa/IbI TIpa-
BOW HOXKKH ITy4yka ['Mca, cMelIeHue OCH BBEPX M y3KHE
komriekcsl QRS. MeTonom nepBoro BIOOpa JUtst JIeUSHHUs
TaKUX MalMeHTOB B CIELUAIM3UPOBAHHBIX LIEHTPAX SIBIISI-
eTcs KareTepHast abnarus, MoCKOJIbKY 3a00JIeBaHUE BCTPE-
YaeTcsi B OCHOBHOM Y JIMI] MOJIOJIOTO BO3pacTa U JUIUTEIb-
HOE JICUCHNE BEpPaNlaMUJIOM B 3TOM citydae Hed(h(HEeKTHBHO
[584-588]. Hactora Bo3BpaTa TaXUKapAUH MOCIE yCHEIl-
HO¥t abmanuu xoneonercs ot 0 mo 20% [585, 589-591].

®Dacuukyssipusie KT ¢ nokanuzanueit uenu re-entry
B 00JIaCTH Pa3BETBIICHUI TepelHel BETBU U BEpXHEW cen-
TaJbHON BETBU JIEBOM HOXKKH Mydka ['Mca BCTpeuaroTcst ¢
ygactoror <10% u <1%, coorBercTBeHHO. [ToBepxHOCTHAS
OKT nipu mokamu3anuy ey re-entry B 00J1aCTh pa3BeTBIIC-
HUH NIepeHel BETBU JEMOHCTPUPYET KOMIUIEKCHI 110 THITY
OJyIoKazpl MPaBOM HOKKHU ITydKa [Wca M OTKIOHEHHE Ooch
BIIPaBO, a MPY JIOKaJIU3alMU B BEPXHEH CENTAIBbHON BETBH -
y3KHe KoMIuiekebl QRS 1 HopMallbHY10 OCh, JIHOO OTKIIOHE-
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Hue ocu BrpaBo. [ o6oux tunos XKT nepBeiM MeTo0M
JICUCHUS SIBJISICTCSI KaTeTepHAst abnanusi, KoTopas JOJDKHA
BBITIOJIHATKCS B CIICIIMATM3UPOBAHHBIX HIEHTpax [592-594].
KT ¢ mupkysnsiiueit Bo30yXKISHUsS 10 HOXKKaM ITydKa
I'uca 0ObIuHO HaOMIOMACTCS Y MAICHTOB C PaHEe CYIIECT-
BOBABIIUMH HAPYIICHUSIMH BHYTPUKEIYIOYKOBOTO IPO-
BEJICHUS, BKITIOUAs YIJIMHCHUC WHTEPBAIA MEXKIY YYKOM
I'nca 1 MUOKapIOM KEITYJIOUKOB M OJIOKaTy HOXKKH MydKa
T'uca [359, 360, 595]. Takas Taxukapausi XOpOIIO MOJAA-
€TCsI JICUCHUIO C TIOMOIIIBIO KaTeTCPHOU abJaIu, mo Kpaii-
Hell Mepe, B CHEIHaIM3UPOBAHHbBIX IIEeHTpax. Yale Bcero
BBITIOJTHSIOT a0JIAIMEO TIPABOM HOXKKH, PEIKE JICBOI HOKKH,
pe3yabTaToOM Yero SIBISIETCS OTCYTCTBUE HHIYLUPYEMOM
KT u, o cytu, uzneyenue 3abdonesanus [359, 360, 596].
HanneiM manuentam, UKJ[ He pekOMEHTyIOTCSI, TTOCKOJIb-
Ky OTCYTCTBYET CTPYKTypHAasi aTOJIOTUs Cep/La.
10.2.2. KeaynoukoBasi TAXUKAPAMS U3
MATWLISIPHBIX MBI
Y HeOONBIIOro Yucia MAlCHTOB WAMOMATHYCCKAs
KT wnu XKD MOryT BO3HUKATh Ha MANMIIPHBIX MBIIIIAX
TDK wnm JDK [597-599]. Hns KT, npoucxonsuieit u3 3ai-
Hell manwuisipHor Mkl JDK, xapaktepra Mmopgomorust
OJIOKaJbl MPaBOM HOXKKH, CMCUICHUE OCH BBEPX BIIPABO
wiy BIeBo U juuTenbHOCTh QRS >150 mc [597]. Ecnu
JieueHUE OJIOKaTOpaMu HaTpueBbiX KaHaoB (kmacce IC)
u(un) Oera-aJpeHOOIOKATOpaMH  OKa3ajJoCh HEYCIICIII-
HBIM, IPUOCTAIOT K KATETECPHOM a0IaIiuu, KOTopasi 0OBIYHO
naet HykHbIH 3¢ dexT [599]. OmHako npu KapTUPOBAHUH U
abJyanuu B 30HC MANMUIAPHBIX MBIIII JOCTATOYHO CIIOXK-
HO 00eCIeYUTh CTAOMIIBHOE MOJIOKECHUE KaTeTePa, B CBS3H
C 4YeM, PEKOMEHAYETCSl TPaHCCENTaJbHbIA JOCTYI U KOH-
TPOJIb C TIOMOIIBIO BHYTPUCEPICYHON 3XOKapauorpaduu.
VYeneniHas abnanus MOXKET OCIOKHATHCSI MUTPAIBHOH pe-
TypruTanuei, KoTopasi, OIHaKo, BCTPEYAETCs PEAKO.
10.2.3. KeaynoukoBasi TAXUKAPAUS U3 KOJIbIA
MHUTPAJTBHOTO HJIN TPEXCTBOPYATOro KJamaHa
Oxono 5% Bcex unnonarndeckux KT u XKD Bo3-
HUKAIOT Ha KOJIbIle MUTpajibHOro KiamaHa [555, 600-
602]. Jlnst Hux XapakrtepHa Mop¢osorus OJIOKaIbl mpa-
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BOM HOXKKH, IEPCUCTUPYIOILAs BOJHA S B OTBEJCHUU V6
U MpeKopAHaNbHBIN nepexon R BomHbl B oTBeneHUH V1,
a B HEKOTOPBIX CIy4asX U MeXIy oTBeJeHusaMu V1 u V2.
[Mopsinka 8% Bcex manonaruueckux KT u XKD Bo3zHuka-
I0T Ha KOJblLle TpexcTBopyaroro kiama”a [602]. B stom
cllydae OTMEYaroT MOP(OJIOTHIO OJIOKaIbl JICBOH HOXKKH
U OTKJIIOHEHHEe ocH BieBo. [Ipu HeahdexTrBHOCTH Jieye-
HUSI aHTHAPUTMUUECKUMU TIpenaparamu kiacca [C u(uim)
Oera-aspeHO0I0KATOPaMH, BBITIOIHSIOT KaTeTepHYo adia-
U0 (B CIIEMAIM3UPOBAHHBIX IIEHTPaX) B CaMOM IepBOH
TOYKE JKEJTyJ0YKOBOI aKTHBALMHU WX B TOUKE C UAEATIBHOM
KapToil pH TOUEYHOH CTUMYJISALUH, 4TO 3P PEKTHBHO MpH
noxamu3anuu JKT kak Ha KOJblle MUTPAJIBHOTO, TaK M Ha
KOJIbII€ TPEXCTBOpUATOro KiamaHa [602].

10.3. Houonamuueckan uopunnayus

JHCENYO0UKOB

Huarno3 wanonaruyeckoir @XK craBar mytem wuc-
KJIFOYEHUSI, OJJHAKO B OyIyIlEM 3Ta CHTyalHs MOXET H3-
MEHHUTHCSA 3a CUET YIy4YlIEeHHsS METOIOB JAUAarHOCTUKU
CTPYKTYpPHOM NaTOJIOTUH CepLa, JIexKallel B 0CHOBE 3TO-
ro 3a00JIeBaHus, WU TOSIBICHHUS HOBBIX JaHHBIX O Hapy-
HIEHUX (YHKIMU MOHHBIX KaHaJoOB. boibHBIM ¢ uamona-
tnyeckoil @)K pexomennoBana ycranoka MK/ ¢ nensto
BTOPUYHOH NMPOQHUIAKTHKY.

Jleuenne Oera-ajpeHOONIOKaTOpaMH M (WJIM) aHTH-
aputMudeckumu npenaparamu Il kimacca MOXET yMeHb-
IINTh YacTOTY MOBTOPHBIX A1u30110B XK, HO He criocoOHO
MOJTHOCTBIO UX MPENOTBPaTUTh 169]. Y manueHToB ¢ uauo-
narnyeckoit @K, a taxxke y naruentoB ¢ OXK u cTpykTyp-
HOH maronorue cepjua Tpurrepamu sipistorcs XKD, koTo-
pble BO3ZHMKAIOT B Pa3HBIX yuyacTKax cucTeMsl IlypkuHbe
i B oomactu BTIDK; ux MOKHO UCIIONTB30BaTh B KAYECTBE
MHUILICHEH Jjis1 KareTepHoil abnmanuu [487,605-609]. Kare-
TepHast abnanus KO, 3amyCKarolx MOBTOPHbIE AIU30/IbI
DX, nokazaHa narueHTam ¢ 4acTbiMu npuctynamu XK, ox-
HAKO BBIIOJIHAETCS OHA MPEUMYILECTBEHHO TOCIIE AMU30/a
OX unu 2NEKTPUUECKOTo IITOPMa C OIIOPOM Ha SKCTpacHC-
TOJIBI BO BpeMs poueaypsl. [Ipu oTCYyTCTBUU CTIOHTaHHBIX
XKD cnenyer BBINONHUTH 12-TH KaHAJIBHOE XOJITEPOBCKOE

Pexomenoauuu

IIpounaxmuxa noemopHBIX INU30006 UOUONAMUUECKOU IHCETTYOOUKOBOU MAXUKAPOUU

Karerepnas abnanusi B CleIHATM3UPOBAHHBIX [IEHTPAX PEKOMEH/IYETCsI B KA9eCTBE METO/Ia TIEPBOTO BBIOOPA MPH CHM-
TITOMHOHM HIUOMIATHIECKON JeBOXKeIynoukoBoi Taxukapaun (IB [359, 360, 584 - 596])).

Ecnu xarerepras abnaryst HEAOCTYIIHA, WM MAlMEHT OTKA3bIBACTCS OT TAKOW MPOIEAYphl, PEKOMEH/IYeTCs JICUCHHUE
OeTa-aspeHoOI0KaTOpaMu, BepanaMimIoM WM OIOKaTOpaMH HaTpHEBBIX KaHasoB (kinacc IC) mpu cHMIITOMHOM HIHO-
MIaTHYECKOH JIeBOXemynoukoBoit Taxukapanu (IC [M3]).

Jleuenue GeTa-aapeHOOIOKATOPAMH, BEpalaMUIOM MM OJI0OKaTOpaMK HAaTpUEBbIX kaHanoB (ki1acc IC) pexomennyercs
IIPY CUMIITOMHO# TaXUKapIuK Ha nanmuispHbIx Meimnax (IC [MD).

Jleuenue Oera-anpeHoOI0KaTOPaMK, BeparaMmuioM win OiokaTopamu HaTpueBbix kaHayoB (kiace IC) pexomeHpyercs
MIPU CUMIITOMHOM TaXWKapauy Ha KOJIbIIE MUTPAJIILHOTO WU TpexcTBopyaroro kinanana (IC [M3]).

Crietyer pacCcMOTPETh BBIIIOJHEHHE KAaTETEPHOU a0Jaluy 1Moj| KOHTPOJIEM 3XOKapAuorpaduu B CreHaIn3upOBaHHBIX
LEHTPax ISl MAIMEHTOB C CUMIITOMHOM TaxMKap/ued Ha ManmuULIPHBIX MBIIIIAX MOCIe HEYCHEUIHOW MOMBITKH Jie-
YEHUsI OJIHUM WIIM HECKOJBbKMMH OJ0Karopamu HarpueBbix kaHauoB (kiacc 1C), a Takxke mpu OTKa3e OT JJIUTEIHHOM
aaTraputMuueckoit Teparmuu (IlaB [597-600]).

CremyeT paccMOTpPETh BHIITOJHEHHE KaTeTePHON alllaliny 10/ KOHTPOJIEM 3XOKapAHorpad iy B CIICIHATN3HPOBAHHBIX
LEHTPaX JUIsl MalMeHTOB ¢ CHMITOMHON TaxWKapAWuel Ha KOJbIE MUTPAIIFHOTO WIIM TPEXCTBOPUYATOTO KJIAITaHa MoCe
HEYCIICITHOH MOTBITKH JICYEHHSI OIHUM WIJIM HECKOJIBKUMH OJIOKaTopaMM HaTpueBbIX kaHayoB (kiace IC), a Takxe npu
0TKa3e OT AIUTEIbHOI anTHapuT™Mudeckoit Tepanmu (I1aB [555, 600-602]).
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MOHUTOPUPOBAHUE TEpe]] MPOLEAYPOH, KOTOPOE MO3BOJIUT
OLICHUTH MOP(OJIOTUIO KOMIUICKCOB M BBITIOTHUTD TTOTBITKY
a0anuy 1o JaHHBIM CTUMYJISIIMOHHOTO KapTUPOBAHUSL.

OTnaneHHblil ycnex MpoLeaypbl, oA KOTOPBIM I0-
HumarT orcyrerBue @K, momumopdnoit KT wmu BOC/
BCC, npu nabnrogeHuu cBbimie 5 jeT cocrasiser 82%
[607, 609]. Bcem OGomphbiM uauonaTrueckort ®XK moka-
3aHa ycranoBka MKJI, He3aBHCHMO OT pe3yJabTaToOB Kare-
TEpHOIt abnaruy.

10.4. /leynanpasnennasn eéepemenooopaznasn

HCETIYOOUKOBAS MAXUKAPOUSL C KOPOMKUM

uHmMepeanom

JBXT ¢ KOpOTKUM HHTEPBAJIOM TPECTABISAET Pe/l-
kuit Bapuant noauMopduoii KT Hen3BeCTHOH ATHONIOTHH.
Tunnansie usmenenust Ha OKI mpu JIBXKT 3akmrouarorcs
B TIOSIBJICHUM HEOTHOPOJHOM, HO OPraHW30BaHHOM dJIeK-
TPUYECKOH aKTHBHOCTH C IPOIPECCUBHBIMU M3MEHEHUSI-
MU Mopdonoruu, aMmunTyasl ¥ nonsipHocty. st ABXT
C KOPOTKMM HMHTEpPBAJIOM XapaKTepeH OYCHb KOPOTKHMH
HMHTEpBaJl MEpBOM KEIyT0ouKoBOH skcTpacuctonsl (<300
MC), 3aIycKarollell Taxukap/inio. ITo 3a00eBaHIE YacTo
BCTpEYAETCs y MOJIOZBIX JIFOAEH ¢ yKasio0aMu Ha 0OMOPOKH
HESICHOM ATHOJIOTHH U ¢ ceMeiHbiM anamHe30M BCC [610-
612]. B 6onpumnHcTBe ciryyaeB IBXT tpancdopmupyercs
B ®X. [Tarorenernueckue MexaHU3MbI 3TOTO 3a00I€BaHMS
elle He J10 KOHIa TIOHSTHBI, OIHAKO €CTh JJAHHBIE O CBS3U
¢ aucOamaHCOM BETETaTHMBHON HEpBHOHM cucTembl [613].
D¢ dexTnBHOE MOAABICHHE APUTMHU y TaKHX OOJBHBIX
JIOCTHTaeTCsl TOJIBKO TPH BHYTPUBEHHOM BBEACHHM Bepa-
nnammia, Ho Takoe jedeHue He cHmkaeT puck BCC [611,
612]. B cBsI3M ¢ 5TUM BCeM MallMeHTaM PEKOMEH/I0BaHa yC-
taHoBka MK]/ [610]. ITpu Bo3Bpare JXKA, nmpoBouupyemoii
MoHOMOp]HBIMU KD, HecMOTps Ha MEIMKaMEHTO3HYIO
Teparuio, PEeKOMEHAYeTCsl KareTepHas abiarust. Muiie-
HbI0 JuIs1 abnmanuu oynyT XKD, 3amyckatormue JIBXKT.

11. BOCITAJIUTEJIBHBIE
N PEBMATUYECKHUE NOPAYKEHUA
CEPILA U ET'O KJIAITAHHOI'O AITITAPATA

11.1. Muokapoum
MuoKapIuT SBISAETCS pe3yabTaToM HH(EKIIMOHHOTO
n(MaM) ayTOMMMYHHOTO TIOpaKeHUSI MHUOKapja, KOTOpoe

Jeuenue uouonamuueckoii puopUIIAYUU HCETYOOUKOE
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COTIPOBOYKAAETCS] AKTUBHBIM BOCIIAJICHUEM U I€CTPYKIUeH
KapJIUOMHOIUTOB. MHOKapUT MOTYT BBI3bIBaTh pa3ivy-
HbIE MMKPOOPTaHHM3MBbI, B TOM YHCJIE BUPYCHI, OaKTEpHH,
XJIAMUJIMU, PUKKETCHH, TPUOBI M NpOCTEHIINe, a Takke
TOKCHYECKOE BO3/CHCTBUE HA MUOKAap/ ¥ peakluy TUIep-
qyBCTBUTEIBHOCTH [630]. CaMbIMU 4acThIMU BO30YIUTE-
JSIMHA MHOKapJIUTa SIBISIFOTCS 9HTepoBHpYyCh (Kokcaku B),
aZIecHOBHpYCHI, mapBoBUpyc B19 n Bupyc repneca uenose-
Ka 6 Tuna. MUOKapANT TaKkKe MOXKET pPa3BUBATHCS Y 00JIb-
HBIX ¢ 3amyiieHHo BUU-undexiueil B pesyasrare Kap-
JIMOTOKCHYECKUX A(P(PEKTOB M KIETOYHOTO arorTo3a IMoj
BJIIMSIHUEM BHPYCHOTO IIHKompoTenHa 120, kak ciencTBue
OMIOPTYHUCTUUECKUX MH(EKINI, ayTOMMMYHHOTO OTBE-
Ta, KapJMOTOKCHYHOCTH TPENapaToB M, BO3MOXKHO, J1e(hu-
[IUTA MUTATEIbHBIX BemiecTs [630, 631].

XapakTepHasi TUCTOJIOTMYECKasi KapTUHa, MONTBEPIK-
Jlarolasi AMarHo3 MHOKapIUTa, MPEACTaBIeHa COYETaHUEM
BOCTIQIUTEIbHBIX KJIETOK M HEKPOTH3MPOBAHHBIX MUOLU-
ToB. ComacHo onpeneneHuo B otuere BeemupHoit Opranu-
3aIUM 37[paBOOXPAHEHHs], MUOKapAUT MPEICTaBIAET cOO0M
BOCHAJIMTEIBHOE 3200IeBaHIE MUOKap/Ia M MOATBEPXK/IaeT-
Csl B COOTBETCTBUM C TUCTOIOTMYECKUMH, UIMMYHOJIOTHYEC-
KUMH ¥ UIMMYHOTHCTOXUMHYECKUMH KputepusiMu [632]. B
TOM € IOKyMEHTE MUOKapUT B COUCTAHUU C HAPYILICHUEM
¢byHKIMK cepaia 0003Ha4YeH KaK BOCHAJIMTEbHAS Kapano-
MHoMnarus, 1 00a ONpeAeNeHNs] UCIIOIb3YIOTCSI B COOTBET-
cTBytoux pekomenaanusax ESC [614].

30/10TBIM CTaHAAPTOM Il TUArHOCTUKU MUOKApAU-
Ta SIBJSIETCS] YHOMHOKapIaibHasi OHOICHs, 0COOCHHO B
cilyyae YrpoKaroIllero KU3HU TedeHus 3adoseBanus. Bee
yaiie B KIMHUYECKON MpakTuke ucrnonbzyercs MPT, ko-
TOpast SIBISCTCS YyBCTBUTEIBHBIM U HEMHBA3UBHBIM METO-
JIOM HOATBEP’KACHUS OCTPOr0 MHOKApAUTA, JJaXKe A0 BBI-
TIOJTHEHHMST SHIOMUOKapAnaibHON Ouorcun. [larmenram c
MOJI03PEHUEM HAa MHUOKApIUT Ul MOCTAaHOBKH JUArHO3a
B nepByto ouepens BoinonHsAoT DKI' B 12-tu oTBeneHu-
SIX, TPAHCTOPAKAIBHYIO SXOKapIHOTrpa(uio 1 ONpe/IesIsoT
KOHIIEHTpAIMI0 OHOMapKkepoB (B TOM 4YHCIIE TPONOHHHA),
ckopocTh ocenanus spurporutoB (COD) u yposens C-pe-
aKTHBHOTO Oenka. /[narHo3 MuoOKapAWuTa yCTaHABIUBAIOT
B COOTBETCTBUM C KpHUTEepHsiMH, onucaHHbIMH Kadopuo
(Caforio) ¢ coasr. [614].

Pexomenoauuu

HK]I pekomeH10BaH BCEM MalMEHTaM, TiepexuBIIMM npuctyn uanonarndeckon OX (IB [169, 604]).

Katerepnas abmanus X3, 3amyckaromux moBropHble mpuctynsl @K u cpadareBanus UK, pexoMeHnOBaHAa BCeM
MAIFeHTaM MIPH YCIOBHHU BBITOTHEHNUS B crieruanuznpoBanHoM eHTpe (IB [487, 605- 608]).

Katerepras abnanus XKD, mpoBOIUPYIOMINX IMEKTPHUSCKUI MITOPM, PEKOMEHIOBaHA BCEM IMAI[UCHTAM IPU YCIIOBHU
BEITIOJTHEHUS B cnenanm3upoBanHoM meHTpe (IB [487, 605- 608]).

Pexomenoauuu

Jleuenue 0gynanpasiennoii 6epemeHo00pazHoil Heely0oUK080I MAXUKAPOUU ¢ KOPOMKUM UHMEPBATIOM

HK]I pekoMeH10BaH BCEM MAIMEHTaM C TIOATBEPKACHHBIM ruaraozom JIBXKT ¢ kopotkum uaTepBaiom (IB [610]).

CietyeT paccMOTpeTh BHYTPHUBEHHOE BBEICHHE BepallaMHia Ul KPAaTKOCPOYHOTO IOAABICHUS/TIPENOTBPAILICHUSL
ANIEKTPUIECKOTO MITOpMa MK IOBTOPHEIX paspsmoB MKJ] (IIaB [611,612]).

Crenyer paccMOTPETh BEITTOJIHEHHE KaTeTepHOI ablaliiy st 10IT0CPOYHOTO MTOAABICHHS/ TPEAOTBPALLEHHS 3JIEKTPH-
YEeCKOTO MITOpMa Wit OBTOPHEIX paspsgoB UK]I (I1aB [607]).

3nech u nanee, JIBXKT - nByHanpaBiieHHas: BEpeTeHOOOpa3Has KEITyJOUKOBasi TaXUKapIUs
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B ocTpoii cTagun MHOKapAUT MOXKET IPOTEKaTh 0e3
CHUMITOMATUKU WM C Heclenn(pUUeCKUMU CUMITOMAaMHU.
B 3aBucHMMOCTH OT XapakTepa 370KaueCTBEHHbBIX apUTMUI,
CBSI3aHHBIX C MMOKAapAMTOM, BBIAEISIOT JBa Pa3HbIX KIIH-
HUYECKHX CLIEHapus:

* OCTpBI MOJIHUEHOCHBI MUOKapAMT C pedpaKkTepHbIMU
37I0KAYE€CTBEHHBIMH  KEIYTOYKOBBIMU TaXHAPUTMUSIMU,
OCTpPOH cepIeYHON HEeOCTATOUYHOCTBIO TSXKEJION CTEreHU
U IJIOXUM KPAaTKOCPOYHBIM ITPOTHO30M, OBICTPO 3aBEpILIAI0-
LIUHCA CMEPTEIbHBIM HCXOIOM B CBS3U C MOJIMOPTaHHOM
HE/I0CTaTOYHOCTHIO;

* JUINTENBHOE IPOrpeccupoBaHue 3a001eBaHus C pa3BU-
THEM BOCIAJIMTEIILHON KapJIMOMHONATHU U TUCHYHKIMH
JIK, conmpsxenHoii ¢ BeicokuM puckom BCC, kak u B city-
yae JJKMII.

11.1.1. OcTpBblii 1 MOJHHEHOCHBINI MHOKAPAUT

JleueHne oCTpOro MHOKapAa OCJIOXKHSETCS BO3HUK-
HOBEHHUEM CEepPJIeYHON HEOCTATOYHOCTH U MOTEHLHAIBHO
CMEpTENbHBIX apUTMHHA. [[151 MOJTHUEHOCHOTO MHOKap/H-
Ta XapaKTepHa BBICOKAsl CMEPTHOCTh B OCTPOM MEPUOJIE U
BBICOKHMI PUCK pepaKkTepHBIX HKEIYTOYKOBBIX TaXHaAPUT-
MU ¢ yrpo3o# Juist xu3HK OosabHOro. [lanmenram, odpa-
TUBIIMMCSI ¢ CUMIITOMaMH CEpACYHON HEJ0CTAaTOYHOCTH,
KOTOpBIE MOTYT ObITh NepBbIM nposiBieHreM JIKMII, npu
MOZI03PEHUH HA OCTPbIM MHMOKAapJIUT Ha3HauyaroT odliee
nojiep kuBaroliee Jieuenne, HHruourTopsl AIldD u Gera-
aJipeHOOIOKATOPBI C LIEJIbI0 HeHPOrOpMOHAIBHOM OJI0KaIbI
U PEKOMEHYIOT BO3/IEPXKAThCs OT (PU3NYECKUX HArpPy30K.
[IporpeccuBHOE HapyIEHHUE IBUKEHUS CEP/ICUHON CTEHKH,
yxyamenne Gyukunu JDK mo naHHeIM sxokapauorpadum,
CTOWMKOE MOBBINICHUE WM KOJICOAHHsT YPOBHS CEPACYHOTO
TPOIOHUHA, pacimupenue kommiekca QRS u vacteie amu-
307161 HeycToWunBOl KA npu ocTpoM MHOKapIUTE MOTYT
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MIPE/IIIECTBOBATh MOSBICHUIO YCTOWYMBBIX YIPOXKAIOIINX
JKU3HM apuTMuii [615, 633].

IMaruentsr ¢ KA wu O0kanoi cep/ia mpu 0CTpoM
MHUOKap/InTe HYXJIAIOTCS B JUINTEILHOM MOHHUTOPHHIE
OKI' 1 noToMy JOJKHBI OBITH TOCTIUTAIM3UPOBAHEI B CTa-
LIUOHAp.

Muoxkapaut nipu 6one3nu Jlaitma n nudrepun yac-
TO COINPOBOXKAACTCS OJOKAJIOW Pa3IMYHOW CTENEeHH, KO-
TOpasi MOJKET MPOBOIMPOBATH JKETYJOUKOBBIC TaXHAPUT-
muH. [lanpieHTaM ¢ OCTpHIM MUOKapAUTOM U CUMIITOMaMHU
OroKabl cepaia PeKOMEHI0BaHa YCTaHOBKA BPEMEHHOTO
KapIUOCTUMYIIATOPA, KaK U B OCTAJbHBIX CIIydasiX OCTPOH
0r0Ka bl cep/ra ¢ KIMHUYeCKol cuMntoMaTiukoi. CTuMy-
JISIUS TaKXKe PEKOMEHJI0BaHa MalMeHTaM C CUMITOMHOI
JqucdyHKIerd cuHycoBoro y3na mwi AB-6nokanoii nocie
MEPEHECEHHOTO MUOKapIUTa (KaK ¥ B OCTAJIBHBIX CIIydasx
quchyHkiun cuaycoBoro wim AB y3na). [Ipu Bo3HHKHO-
BEHHU JKEJTY/IOYKOBBIX TaXxuapuT™Muii Ha pone AB-0Oi1oka bl
TSDKEJIOW CTENEeHN HEOoOXOIUM Takxke TpeOyeTcs BpeMeH-
Hast KapauoctuMyisinus. [lepcuctupyromas AB-6iokana
TpeOyeT YCTaHOBKH IIOCTOSIHHOTO KapHOCTUMYJISITOpA.
Tem He MeHee, IpH BeIOOpE KapauocTumMyssitopa niu MKJ]
¢ (yHkIMel cepleyHON pEeCHMHXPOHHM3AaLUK WU 0e3 Hee
YUUTBHIBAIOT HAJIMYUE, CTENCHb M MPOTHO3 (BEPOSTHOCTH
nporpeccupoBanusi wim paspemenust) auchynkun JDK.
B ciydae ruraHTokJI€TOYHOTO MHOKapIUTa U CapKOM103a,
YUUTBIBAs TNIOXON TPOTHO3, CIIETyeT pacCMaTpUBaTh UMII-
JIAHTAIUIO CTUMYJIITOpa B Oosiee paHHuE cpoku [617].

MoTHUEHOCHBII MUOKapAUT CYUTAETCS OTAEIBHON HO-
30JI0rMUECKOM eIMHULIEH C TITIOXUM KPAaTKOCPOYHBIM U JIOCTa-
TOYHO XOPOILMM JIOJITOCPOYHBIM TIPOTHO30M. PedpakrepHbie
YCTOWYMBBIC apUTMHU SIBIISIFOTCS THIIMYHBIM OCIIO)KHEHHEM
MOJIHUEHOCHOTO MHuoKapauTa. [0 MaHHBIM SMOHCKOTO pe-

Pexomenoauuu

Jeuenue >ces1y00uKo6vIX apUmMMUIL HA YoHEe 60CNATUMENbHBIX 3A001€6aAHUIL cepoya

[TaneHTOB ¢ YrpoXKaIOMIUMU JKU3HU YCTOWYHBBIMHE JKEITYITOUYKOBBIMU TaXUAPUTMISIMA 1 KIIMHUYICCKAM ITOJI03PCHIEM
HA MHOKapIUT PEKOMEHIYETCsl HATIPABIATE B CIICHAN3UPOBAHHEIC IICHTPHI, T BOSMOXXCH MOHHTOPHHT TeMOIHHA-
MUKH, KaTeTePHU3aLUs Ceplia U SHIOMHOKapIHaIbHast OMOTICHS, a TAKKe MPIMEHEHHE YCTPOHCTB MEXaHUIECKOH TIOA-
JIEPIKKHU CEPICIHO-TICTOUHON ACATEIEHOCTH U CcrierduaecKux Metonos Jedenns aputmuii (IC [614-617]).

BpeMeHHBIH KapInoCTUMYIISITOp PEKOMEH/I0BaH IMaeHTaM ¢ Opaaukapaueil n(wm) O1okaaoil cepana, KOTopble Mpo-
BouupytoT JKA Bo Bpems ocTpoii das3sl Muokapanta/mankapaura (IC [614, 615]).

CrienyeT paccMOTpPETh Ha3HaYSHHE aHTHAPUTMHUUECKOHN TepaIiuy MalydeHTaM ¢ CHMIITOMHOM HEYCTOMYMBOM HIIN YCTON-
guBoii JKT Bo Bpemst octpoit daszer muokapauta (I11aC [615]).

Yeranosky MK/ nnn kapJuoCTUMYISTOPA MPY BOCTIAJIUTEIBHBIX 3a00/IEBaHUAX CEep/lia CIeIyeT pacCMaTpruBaTh MoC-
e pasperenus octpoit gassl (I1aC [614, 618]).

Crnenyer paccmorpets npuMeHenne VK] y mammentoB ¢ ycroituuBort KT u HapymeHUSIMH TeMOITWHAMHKH TIOCIE
paspemeHnst ocTpoi (asbl, €CIM OXHUAaeMast IPOAOIDKUTEIBHOCTD KU3HH COCTABIISIET O0JIee OJHOTO C XOPOIINM (hyH-
knoHaIsHBIM cTarycoMm (I1aC [11]).

Crnemyer paccMOTPETh MPUMEHEHHE HOCUMOTO NeuOpImuIsTOpa Uik MOAISPKKH B IIEPHOI BHI3IOPOBICHUS HIH 0
ycranoBky MK]] manmeHTaM ¢ BOCIIAIUTEIEHBIMA 3a00JICBAHISIMA CEPATIa U OCTAaTOYHOH Tshxemnoi auchynknueit JOK
n(WTH) SNeKTpUIeckoil HecTabmibHOCTEIO xemymouka ([1aC [619, 620]).

MoxHO paccMoTpeTh panHee npumeHenne MK/ y maiueHToB ¢ riraHTOKISTOYHBIM MHOKAPIUTOM HITH CAPKOUI030M,
HUMEIONIHX ycToitunByo JKA ¢ HapyIieHHeM reMOMHAMUKH WITH MEPEeKUBILIIX OCTAHOBKY CEpLA, YIUTHIBAs IIOXON
MPOTHO3 TIPH TAHHBIX 3a00JICBAHMUSX, €CIIH OXKHIaeMast TPOJOIKUTEIBHOCTD YKU3HU COCTABIISACT 00JIee OHOTO C XOPO-
M yHknuoHanbHbIM cratycoM (IIbC [621]).

Hanmuaune nepcucTupyoieii BOCHaIMTeIbHOW HHMUIBTPALIUE MHOKAP/IA [0 JaHHBIM HMMYHOTHCTOXUMHYECKOTO aHAJTH-
32 W/WIK aHOMAJIbHBIX CKOIUICHHI (hHOPO3HOH TKaHu 1m0 qaHHBIM MPT mociie 0cTporo MHOKapaIuTa MOXKHO PacCMaTpH-
BaTh KaK JOMOJHUTENIbHBIC MapKepsl BhicOKoro prucka BCC npu BocmanutenbHbIx 3aboneBanusix cepama (IIbC [622]).
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TUCTpa KPaTKOCPOUHasi BEDKMBAEMOCTh MPHU MOTHHUEHOCHOM
MHOKapauTe He npeBbimaet 58% [616, 634].

B onnom uccnenoBanuu Ha 2148 nersix ¢ OCTphIM
MHOKapANTOM JKEIYJ0YKOBash TaxWKapus Obla caMbIM
4yacThIM BapMaHTOM YycCToitumBoi aputmuu: 76% u3 314
Clly4aeB apuTMHU 3a BpeMst OoJie3HH. /1715 manmeHTos ¢ yc-
TOWYUBBIMH aPUTMHSMH OTMEUAJIM OYEHb BBICOKHU PHUCK
OCTaHOBKH cepJla, HeOOXOANMOCTH MEXaHMYECKOW MOj-
JICpIKKE KpOBOOOpaIIeHHsl W(MIM) CMEPTEIBHOIO HMCXO/a
10 CPAaBHEHMIO C APYTUMHU nanueHTamu 6e3 apurmun (OI1I
5,5195% AU 3,9, 7,41, p < 0,001) [617].

['MraHTOKJIETOUHBI MHOKapAWT - TsbKedas Qopma
MHOKap/UTa ¢ KpaiHe HeOIaronpusTHeIM TeYEHHEM, 4acTo
BCTpEUaeTCss B MOJIOJOM Bo3pacTe. JlMarHo3 moAaTBeprkaa-
eTcsl 10 pe3yJbTaTaM dHIOMHUOKApIUaIbHONH OMOIICHHU ITPU
OOHApPY)KEHNH TUIMYHBIX MHOTOSIJIEPHBIX TUTAHTCKUX KIle-
TOK B 04arax BOCHAJICHUs. Y TaKUX MAllMEHTOB MOXET pa3-
BUBAaThCs OJIOKaza cep/na, TpeOyrolasi UMILIaHTAIUN Bpe-
MEHHOTO WU TIOCTOSIHHOTO Kapanoctumysitopa. Hecmotpst
Ha arpecCUBHYI0 aHTHAPUTMHUYECKYIO TEparuio, MPOTrHO3
KpaiiHe HeOIaronpusITHBIH B CBSI3U C peppakTepPHBIMHU JJIEK-
TpudeckuMHu mropMam, HenpepsiBHOH JKT nnn ©XK.

Wurepecen TOT (axt, 4TO y B3POCIBIX, MEpeHec-
LIMX OCTPbIH MHOKapJHT, OTAAJCHHBIH MPOrHO3 Jy4lle
JUISL MOJIHUEHOCHOW (hOPMBI, YeM JUIsi HEMOJIHHEHOCHOTO
MHOKAp/IUTa, KaK IOKa3aJo OJHO PETPOCIEKTUBHOE HC-
cnenoanue. Yepes 11 ner nabmrogenus 93% nainueHros,
MEPEHECIINX MOJHUEHOCHBII MHMOKAPJUT, BBDKHIN 0e3
TPaHCIUIAaHTAllUU CepAlla, 10 CpaBHEHUIO ¢ 45% nanueH-
TOB C HEMOJIHUCHOCHOM (popmoit [635].

IIpu oCTpOM M MONHHEHOCHOM MHOKapauTe B J0-
MOJTHEHHE K MEIUKAMEHTO3HOW Tepamuu pPEeKOMEeHIyeT-
Csl arpeccUBHAas MOAJEPKKA TeMOAMHAMHUKHU C MOMOILBIO
YPECKOXKHOM CHCTEMBI CEepACYHO-JICTOYHON MOIIAEePKKU
WIN BHYTPUAOPTAJIbHON OAJJIOHHOW KOHTPITYJIbCALIUH,
4TOOBl COXPAaHHUTh KM3HB TAIEHTa B TSDKENYI0, HO TIpe-
OIOJIUMYIO OCTpYyIO a3y 3aboneBanusi. [lepexon k upec-
KO)KHOW CHCTEME CEpJCYHO-JIETOYHON MOIACPIKKH HE00-
XOJMM B TOM city4ae, eciu pedpakrepras XT wm DK
HE OTBEYAET Ha HECKOJILKO IOIBITOK JeGuOpmuIsiuu (ot
Tpex a0 nAth) [615].Ces3b Mexk Ay HeTUarHOCTUPOBAHHBIM
muokapautoM u BCC nmoarBepxkaaeTcs pe3ynbTaraMu ma-
TOJIOrOaHAaTOMMYECKOT0 HccieoBanus: cpeau xkeprs BCC
MOJIOZIOTO BO3pacTa MOCMEPTHBIA JMAarHO3 MHOKapIUTa
ObLT ycTaHOBJICH B 8,6-44% ciy4aes [636-640].

WNudopmanun o npuunnax BCC npu muokapaure
HeMmHoro. Ectb coobmenue o BC 5 u3 15 monozapix mses-
CKUX TPO(ECCHOHANBHBIX CHOPTCMEHOB (CIIOPTHBHOE
OPHEHTHPOBAHHUE) B CBS3HM C XJAMUAMO3HOM MH EKIHeH
(Chlamydia myocarditis); muarHo3 ObUT TOATBEPKICH
nocne BeiaeneHus xaamunuitnoit PHK u3 cepaeunsix Tka-
Helt moruomux [640].

VYeranosky MK]] oTknaabIBaloOT 10 pa3penieHus oc-
Tpoit (a3el MuokapauTa. [lockoiabky B 9TO BpeMsi MHO-
KapJIuT y’Ke MOXET MOJIHOCTBIO Pa3pelInuTbCs, MOKa3aHUs
k VK]l u BpeMeHHbIE paMKU OCTAlOTCsI CIIOPHBIMHU, JaXKe
mocie octpoil ¢aszpl 3a0osieBanus. [IepCrCKTHBHBIN Me-
tox iedenus KT u XK Ha doHe MuokapauTa, KOTOPBIH
MO3BOJISIET NMPEOA0IETh KPUTUUECKUH MEepHOA U AOKIAATh-
Cs1 TIOJIHOTO BBI3/IOPOBIICHHUS, 3aKIIIOUAETCA B IPUMEHEHUU
HOCHMOTO KapauoBeprepa-aedudpumistopa [610, 620].
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[pu 310KauecTBenHoM JKA wnn Grokane cepiia npu ru-
TaHTOKJIETOUHOM MMOKapAUTE WM CapKOMJ03€ Ccepila
MoXeT norpeboBarbcsi ycranoBka MK/] B pannem nepuo-
Jie, YUNTbIBas BBICOKMH PUCK apUTMHYECKOH CMEpPTH U
MOTPeOHOCTH B TpaHCIUIAHTaIMK cepaua [621].

11.1.2. Muokapaut ¢ nociaeayrouiei

KapAnoMuonarunei

[To maHHBIM OOJBIIMX MPOCHEKTUBHBIX HCCIEIO0BA-
HUM MUOKapauT siBisieTcst npuuuHoit 10% cioyqaes JIKMII.
[TocTMuoxapauTHueckass KapAHOMHUOINATHA UTpaeT Cy-
IeCTBEHHYIO posib B maroreHese JKMII, uto cBsizano ¢
IUIOXUM NPOTHO30M. B HcciaenoBaHusIX ¢ JIUTENbHBIM Ha-
OJroZieHNeM 3a MalyeHTaMHM, EPEeHECIIMMH OCTPBIN MHO-
kapaut, JIKMII paszsuBanack B 21% ciyuaeB [641].

C npyroil cTOpoHBI, y JABYX TpeTeil MalleHTOB C
«uauonaTndeckoiy nuchynkiueit JIXK ObUT BBISBICH BU-
pycHbI reHOM B Muokapze. Ilepcuctupyronyie BUpyCHbIE
nH(EKIMU cepia MOryT ObITh OCHOBHOM IMPUYUHOMU IPO-
rpeccuBHOi mucdynkuuu JOK y manmentos ¢ JJKMIT u ¢
MOZI03PEHUEM Ha NEPEeHECEHHbIN paHee MHOKapauT [642].
OJHaKO 3TO MPEoJIoKeHNE He ObLIO MOATBEPKICHO B UC-
cnenosanun [.Kindermann ¢ coasr. [618], koTopoe noka3zasio
CBSI3b MEX/y HAJIMYUEM BOCIIAIUTENIBHBIX HHQUIBTPATOB B
MHOKap/e M0 AaHHBIM UIMMYHOTHCTOXUMHUH C YBEIMYEHUEM
pHCKa CepevHOi CMepTH WM NOTPEOHOCTH B TPAHCILIaH-
TalMy CepAlia B TpU pasa u Oosee. 3a 5 JeT HaOIHOICHUS
61% mnaruenToB ¢ Il umu IV ®K (NYHA) ¢ nonoxutens-
HBIMH PE3yNbTaTaMHi MUMMYHOTHCTOXMMHUECKOIO aHalu3a,
He MoJTy4yaBlINe JIeYeHHs1 OeTa-aapeHoOI0KaToOpaMu, yMep-
JIM WJIM TIEPEHECIN TpaHCIIaHTauuto cepana [618].

VYV nmanueHToB ¢ MOATBEPKAECHHOU ycToitumBoi KT
HESICHOM 3THOJOTMH, COMPOBOXKJAIOMIECHCS KIMHUYECKOH
CUMITOMAaTHUKOMN, TAKXKe CIEAYyeT UCKIIOUUTh TUarHo3 MUO-
kapauta. MPT y Takux mainueHToB MOXKET MOKa3aTh aHo-
MaJlbHbIC Y4aCTKH (MOPO3HOM TKaHH B TOJIIE MUOKap/a,
Yamie BCEro B CyOSMUKApAMaIbHOW M MHTPaMypajbHOU
30Hax. Tak, B koropre 405 manueHTOB ¢ MOJ03PEHUEM Ha
MHUOKApJIUT, y BCEX MallUEHTOB, KOTOPbIE BHE3AHO yMeEp-
mu, 1ubo ObutM peanumupoBanbl nociae BCC, mubo me-
penecnu pazpsin MK], ormeuanucy usmenenus Ha MPT
cepaia [622]. HenaBHO ObLT OMHCAH YCICIIHBIA OIBIT
PaaroyacTOTHOM KaTeTepHOM abianuy SIUKapAnalibHBIX
APUTMOTEHHBIX 04aroB NMpH Muokapaute [643].

MenykaMeHTO3Hast Tepanus apuTMUN MpH BOCHa-
JUTENBHBIX 3a00JI€BaHUSX CepAlla HE MMEET KaKHX-JIHOo
ocobeHHoCTeil. JleueHrne apuTMUil BHE OCTPOM (asbl Mpo-
BOJIUTCS] B COOTBETCTBHUE C COBpeMEeHHbIMU KiMHn4eckumu
Pexomennanusamu no nedenuto apurmuit npu XCH [11].
[Moxazanus k UK]] npu BocnanutenbHOM KapIUOMUOTIATHN
Takue ke, kak 1 npu Heumemuueckoi JIKMII. Bropuunas
npoduiakruka BCC ¢ momorsio K] y 601IBHBIX MHOKap-
JIUTOM PEKOMEHJIyeTCsl MOCye 2MU30/1a OCTAaHOBKU CepAla
no mpuunHe ®X umm nmocne snusona cumnromHoi JKT.
CPT-/l pekomeHtyeTcsi B Ka4ecTBe MEpBHYHON Mpoduiak-
TUKM nanveHTtam ¢ Hapymenuem ¢ynkiun JOK (OBJDK
<35%) n Onokano# neort Hoxkku npu 1I-IV ®K (NYHA)
[11]. Ipumenenne UKJI/CPT-/] B panHem nepuose He pe-
KOMEHJTyeTcsl, MocKoibKy GyHkiws JIXK npu Bocramuresns-
HON KapAMOMHOMATHH MOXET CO BPEMEHEM YIy4dIIMThCS
B COOTBETCTBUM C €CTECTBEHHBIM TEUCHHEM 3a00JICBaHMS
n(wm) Ha done ontumanbHOM Tepann XCH.
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11.2. Dnookapoum

IMosinenne KA y OONbHBIX WH(PEKIIMOHHBIM 3HI0-
KapIUTOM CBUETENBCTBYET 00 OYEHB IUIOXOM IPOTHO3E
[644]. OnHako KakuX-JIMOO CIEUATBHBIX PEKOMEH A
10 JICYCHUIO apUTMUNA B ATOW TpYyINE MalMEHTOB HET.
dopmupoBanue adbcriecca B 0b6mactu (GUOPO3HOTO KOJbIIA
KJIanaHa (Jaie aopTajJbHOTO, PeXe MUTPATBLHOTO) MOXKET
MIPUBECTH K OII0KaJe cepala MepBor WK BTOPOU CTETICHH.
ITpu mepBoM 3mm30€e OJI0KAIBI cepala y O0IBLHOTO SHIO-
KapAWTOM CJeyeT Cpa3y HCKIIIOIUTh adctrecc cepana. Oc-
TpOe HapyIIeHNEe TeMOINHAMUKH B CBSI3U C OCTPO BO3HHK-
el aopTaabHON peryprurtanuei Ha (OHE IHIOKAPIUTA
MoeT npuBecTH K ycroiunsoi XT u sBisercsa nokasa-
HHEM K paHHEMY XHPYPTHYE€CKOMY BMEIIATeIbCTRY [626].

11.3. Pesmamuueckoe nopaicenue cepoya

OcTpasi peBMaTHUecKasi JIUXOpaaKka MOXKET COIpPO-
BOXKIATHCSl Pa3BUTHEM IMAHKApAWTA C MOPAKEHUEM BCEX
clioeB cepana. B macrtosmiee BpeMs HET OTACNBHBIX JaH-
HbIX 110 KA mpu peBMaTHYeCKOM IMOpaXeHUH cepAla, u
JICYCHUE TAKUX IAIMEHTOB NPOBOISIT B COOTBETCTBHU C
obuumu pexomenaanusamu. [lomHas AB-6Giiokana Bo Bpe-
Msl OCTPOM peBMAaTUUYECKON JTMXOPAJIKH BCTPEUAETCS PEAKO
1 OOBIYHO HOCHT BPEMEHHBIN xapaktep. [Ipu BO3ZHHKHO-
BEHUH CUMIITOMHBIX WIH TshKeIbIX KA cremyer paccMmoT-
PEThb BBIMOTHEHNE BPEMEHHOI KapInOCTUMYIIALINH.

11.4. Ilepuxkapoum

BOC/BCC moxeT pa3BuThes Ha (HhOHE IMepUKapaIuTa
B CBSI3U C Pa3IMYHBIMH MAaTOJIOTHYECKUMH MEXaHH3MaMH,
BKJIFOYAsi KOHCTPUKTHBHBIC U PECTPUKTUBHBIC M3MEHEHHS
B pe3yibTaTre TPaBMBI, BOCIAICHUS, HOBOOOPa30BaHUIA
unu nHeknuil. Tem He MeHee, Ha CETOTHSITHINA IeHb HET
JAHHBIX O CBs3u crienuduueckux KA ¢ mopakeHueM Iie-
pukapaa. boiree Toro, BOC/BCC y Takux OOJIbHBIX YaIle
pa3BUBACTCS 10 IPUINHE TEMOJMHAMHUYECKUX H3MEHEHNUH,
HO HE apUTMUH.

11.5. Capxouoos cepoua

Caprono3 cepama - peAkoe u TpyAHOE IS JHarHOC-
THKHU 3a00JI€BaHME C IIMPOKUM CIEKTPOM IMPOSBICHUH: OT
He3HauuTeNbHBIX M3MeHeHni Ha OKI' 0e3 KIMHWYeCcKOH
cumnromaruku 10 XCH u BOC/BCC. Capkounmo3 cepua
pexnko Be13biBaeT KT (5% oT Bce HeHIeMIIecKnX KapIamuo-
MHOTIaThH, cBsi3aHHBIX ¢ JKT).

HccnenoBanus ¢ BOJBTAXKHBIM KapTHPOBAHUEM IIO-
3BOJIMJIM YCTAHOBUTH PACIIPOCTPAHEHHBIE U CIMBAIOIITHECS
pyouossie u3menenus Tkaau [ DK, mpenmymecTBenHO 31mu-
KapAWaJbHOW JoKanmu3anuu. PyoroBeie m3menenus B JK
MMEJM OYaroBbIM XapakTep ¢ JIOKaIu3anuei B 0a3zanbHON
YacTH MEPEropoKH, 0 MepeaHeH CTeHKE U OKOJIO Kiama-
HOB. Takoii cydcTpar MOXKeT MOJIeP)KUBATh OOJIBIITOE YHC-
JIO IIMKJIOB re-entry.
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KarerepHasi aOmanusi B COUYETaHUHM C aHTHAPHUTMH-
YEeCKMMH Mpernaparamu siBsieTcsl 3pQEeKTUBHON Nayuina-
TUBHOM MPOLEYPOii U B OOJIBIIMHCTBE CITy4YaeB M03BOJISIET
YCTPaHUTD AIEKTPUYECKUH ILITOPM U OJHY WJIN HECKOJIBKO
nHynupyembix KT, oqHako Hepenko OTMedaeTcsl pery-
JIMB apUTMUH, B CBSI3H C YEM, TAKUM IMAIIMEHTaM PEKOMEH-
nyercs umiantanus UK [645, 646].

11.6. Ilopasicenue knananoe cepoya

[TopaxkxeHne KiamaHOB cepAlla MpeapacronaraeT K
passutuio KA, B TOM 4HUCIIe MOCIE XUPYPrUUIECKON KOp-
PEKIMHU KJIallaHHOTO MOopoka. [IpyyMHaMM CIOKHBIX JKe-
JIYJIOYKOBBIX TaXWapUTMHUH, KOTOpPbIE MOTYT NPHUBECTH K
ycroituuBoit XXT nwnmn BCC, y Takux manueHTOB SBISIOT-
Csl YBEJIMUCHNE MAacChl MUOKap/a, JAWIaTalusl KeayJouKa
U PacTsHKEHUE €T0 CTEHKH, a TaKXKe CyOdHI0KapIuaibHas
nmemus B orcyrctBue UBC, Hapsay ¢ XpoHHUECKUM T10-
paKeHHEeM MHOKap/ia U ITPOreHHBIM (MOPO30M TOCIIE XH-
pyprudeckoro BMemarenscTBa [627]. JloMONHUTETBHBIM
3JI0KQYE€CTBEHHBIM CyOCTpaToM apuTMHH MOTYT OBITh Yac-
TBIE COITYTCTBYIOIME OPraHNYeCKue 3a00IeBaHusI Cep/lLa,
raBHeIM 00pa3om MBC u XCH.

B mporuiom, HEKOTOpbIE aBTOPHI YKa3bIBalu Ha I10-
BbIIIEHHYIO yacToTy pasButus HY)KT y GonbHBIX ¢ TIopa-
JKEHHEM a0pTaJIbHOTO M MUTPAJILHOTO KianaHa [647, 648].
B paHHUX HCcCIeI0BaHUSX €CTECTBEHHOIO TEUEHHMS 3a001e-
BaHWi KianaHoB cepana yacrora BC y B3pocibix 00JIbHBIX
aopTaJIbHBIM CTeHO30M Jocturana 15-20% mnpu cpeanem
Bo3pacte 60 net. Cpei CUMITOMHBIX MAllUEHTOB, HE MOMTY-
YUBIIUX XUPYPrHYECKOTO JICUSHUS], PACIpPOCTPAHEHHOCTh
BC cocrasnsier o 34% [649, 650]. B oqHOM HccnenoBaHuu
Ha MalMeHTax ¢ TSHKEIOW MUTPAIbHOM perypruranuei, He
MPOLIEeIINX XUpypruueckoro jgedenus, 60% Bcex cepreu-
HBIX CMEpTel UMeNM BHE3aHbIN xapakTep [651].

UccnenoBanue Ha 348 manumeHTax ¢ MUTpPajIbHOM
perypruranueil B CBSI3M C IIPOJIATICOM CTBOPOK IOKa3a-
10, uto BC BeTpeuaercst He Tak peKo B ATOW MOIYIISIHN
MOXKMJIBIX OOJIBHBIX, MOJYYalOIINX KOHCEPBAaTHBHOE Jie-
YeHue. YCTpaHeHHE TOr0 THUIa MUTPAIBLHON peryprura-
IIMM COTPOBOXKJACTCSl yMEeHbIIeHneM uactotsl BC, dro
CBUJICTEJIBCTBYET B IM0JIb3Y PaHHEH PEKOHCTPYKIMU Kila-
MaHa, repejl BHIIIOJIHEHHEM KOTOPOW CIIeyeT UCKIIOUUTh
conyrctByomyto UBC [652]. Ecnu nocne yctpaneHus
MUTPaJILHOM peryprutaniu y 00JIbHOTO BO3HHKAET Oojee
JByx snu3on0B HYXT npu cyTouHOM MOHUTOPUPOBAHNUH,
9TO SIBJISIETCS TPOTHOCTHYECKUM (akropom pucka BC B
teuenue 9 ner [653]. O6mas yacrora BCC y manueHTOB
C TIPOTE3MPOBAHHBIMU KJIAITAHAMU KoJieOJeTcs: B OOJIBIINX
npenenax, ot 15% n0 30%, 1 rogoBoi pUCK COCTaBIsET
0,2-0,9% [654]. B Gonbioit cepunt ¢ 1533 marueHTamu,
KOTOPBIM MIPOTE3UPOBAIN A0PTAJIBHBIA WIIM MHUTPAJIbHBINA

Pexomenoauuu

Jeuenue sicery0oukKogvix apummuil npu ROPANCeHUU KINANAH08 cepoua

UK/ pexoMeHI0BaH NAMEHTaM C 3a00I€BaHUSAMHE KJIallaHOB CEp/Ia, KOTOPBIE MOCIE XHPYPTUICCKOW PEKOHCTPYKIIHN
KJIaITaHa IMEIOT TTOKa3aHMs K MepBUYHON min BropraHoit mpodunaktuke BCC (IC [623-625]).

Xupyprudeckast KOppeKIHsi OCTPO a0pTaIbHOM perypruTaiii, BO3HUKIICH Ha )OHE SHITOKAPANTA U COIPOBOK/IAIONICH-
cs1 ycroitunoit KT, pekoMeHI0BaHa P OTCYTCTBUH NPOTHUBOIIOKA3aHMH K TakoMy MeTtoxy Jieuenus (IC [626, 627]).

I'nca (ITaC [628, 629]).

Cnenyet paccMmorpeTs BoinonHenue DDU ¢ kareTepHOil abnanueil nameHTaM, y KOTOPhIX IOCIIe OIepaluy Ha Kia-
nane cep/ua nosiuiack JKT, ¢ nenbto BeisiBaeHus n ycrpanenus JKT ¢ mupkyssinyei Bo30yKaeH!sI 0 HOKKaM MTy4Ka
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KJamaH, 6% cMmepTel ObUTH BBI3BaHBI apuTMusiMu [655]. B
JpyroM uccienoanuu, nposoausiiemMcs B CIIIA, Ha nomo
BC npuxomunocs 23% 0T Bcex cMepTeit mociie mpoTe3upo-
BaHUs MUTpAJIbHOIO KianaHa u 16% mocine mpore3upona-
HUS 20pTaBHOTO KjamnaHa [656, 657].

Hccnenosanne A.Martinez-Rubio ¢ coast. [628] mo-
kazano, yto uHAyKiws KT B couerannu ¢ 0ObEMHOM Iie-
perpyskoii JOK sBnsiercss mporHoctrdeckuM  (hakropom
3JI0Ka4ECTBEHHBIX apUTMHUUYECKUX COOBITHH y MallIEeHTOB C
KT, ®XK nnmm odmopokamu. IO MoxkeT 1aTh BaXKHYIO HH-
(hopmaryio /IS MalMeHTOoB, Y KOTOPBIX MOCIIE Ollepaliiy Ha
knanane cepaua nosisuiack JKT. B 30% cnyuae XKT, pas-
BHBABILIAsICS MPEUMYIIECTBEHHO B TeueHue | mecsina rnocie
orepaiyy, Oblla CBI3aHa ¢ NUPKYISIHUEH BO30YKACHUS IO
HOXKaM Iyuka ['mca; Takas apuUTMHsS XOPOILO MOATAETCS
JICYCHUIO C TIOMOIIBIO KaTeTepHOI abmarwu [629].

ITopakeHue KamaHoB cepjla, Mo BCel BeposTHOC-
TH, SIBJISETCS IIaBHOM MpPUYMHON oxoso 7% obOpaiueHuit
st yeranoBk MK/ ¢ nenbio BropudHON npoduiakTuku
[623]. B aTOM OHOIIEHTPOBOM HccienoBaHuu y 31 mamu-
€HTa C MOPaXXCHHUEM KIIAIIAaHOB Cepjlla U 3JI0KaueCTBEH-
HBIMH JKEIYJJOYKOBBIMH TaxXMapUTMUSMH OTMevascs OJa-
ronpusaTHbIN ucxox nox 3amutoit UK/I. BepkuBaeMocTsb
TaKUX MAIMEHTOB OblIa He XyKe, yeM y nanuentos ¢ UBC,
u aydire, yeM y nanueHToB ¢ JJKMII [623]. TTo nanHbIM
F.Yang c¢ coaBt. [624] manueHTsl ¢ MOpakeHHWEM KJjiama-
HOB cepna u ocrarouHoi mucdynkimer JK nocie ore-
pauuy Ha KiarnaHe, KoTopbiM Obu1 ycranosineH MK/ s
TIEPBUYHON NMPOQUIAKTUKH, C YYETOM HWHIUBHIYyaIbHBIX
0COOEHHOCTEH, MMENTN TaKyIO JKe OOIIYI0 BHDKHBAEMOCTh
Y BBDKHBAEMOCTb OT apUTMHUH, KaK ¥ MAlMEHTHI C UIIIEMH-
YECKOW KapAMOMHOTIATHEN.

HenaBHo ObII0 1OKa3aHo, YTO ISl MAIIMEHTOB C I10-
paXEeHHEM KJIallaHOB cepjlla, KOTOPHIM YCTaHABIMBAIOT
WK1 ¢ uenpio nepBUYHON WIM BTOPHYHOH NPO(UIIaKTHKH
BCC, xapakrepHbI Takasi e 4acTora 000CHOBAaHHBIX Cpa-
oareiBanmit K] 1 Takue sxe moKa3aTesin CMEPTHOCTH, YTO
u s nanentoB ¢ UBC wmum JIKMIT [625].

12. PUCK APUTMUI B OTJAEJBbHBIX
nonvjisanusax

12.1. Ilauuenmot ¢ ncuxuvecKkumu

3abonesanuamu

12.1.1. DuuaemMuoI0rust

Puck BC y 6onpHBIX mu30(peHneii, HepBHO-TICUXH-
YEeCKOI aHOpeKCHer U APYTHMHU TICHXUIECKUMHU 3a00IIeBa-
HUSMH BBIIIIE, €M MOKHO OBLIO OBI IPEIIIOIOKUTE [664].
OTO MOXET OBITh CBSI3aHO KaK C CAMHMH IICUXUYECKIMU
3a00JIeBaHUSAMH, TaK U € UX JedeHneM. Hampumep, y 601b-
HeIX mm3o¢penueit puck BCC B Tpu pasa BbIlIe, 9YeM B

Puck apummuﬁ npu ncuxudeckux 3a00nesanusx
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obmieit nonynsauuu [665]. bonee Toro, HEKOTOpbIE HEWPO-
JIENTUKH M aHTHUICTIPECCAHTHl TAK)KE YBEINYMBAIOT PHUCK
KA u BCC [660], B ocHOBE 4ero, Kak MPUHITO CUUTATh,
nexut [IBXT [666].

W.A.Ray ¢ coaBr. [667] u3ydanu cBA3b MEXIy Jede-
HHEM HeiposienTHKamMy (B OCHOBHOM THUIIMYHBIMH HEWpO-
nentrkamu) 1 BC Ha Bb0opke cBbimre 480 000 manueHTos;
OHH OIHCAJTH JI0303aBUCHMBIH 3(PPEKT C TIOBBIILICHUEM PUC-
Ka y TIalJUEHTOB C CEP/ICYHO-COCYANCTHIMH 3a00JICBAHHUSMH.
B apyrom HejaBHeM HCCIIeTIOBAHUH TEX JKE aBTOPOB OB 110-
Ka3aH aHaJOTMYHBIN J10303aBUCHMBIN 2(D(MEKT 11 aTHIud-
HBIX HEHPOJIENITHKOB Ha JIOCTaTOYHO OOJIBIION BEIOOPKE.

B uccnenopanuu C.S.Wu ¢ coasr. [660] Ha 17 718
NalyeHTax ¢ BIepBble BbIIBICHHON JKA n(uiam) xeprBax
BCC ouenuBanu BiusiHHE HEWPONENTHKOB Ha puck KA/
BCC. Jleuenue HeifponentukaMu COMPOBOXKIAIOCH IIO-
BhIimeHueM pricka KA u(umn) BCC B 1,53 paza (95% AU
1,38, 1,70; p <0,005), mpruueM MaKCUMaJIbHBII PUCK OTMeE-
qaJsics JUIsl HeHPOJICTITHKOB, BBI3BIBAIONIMX OJIOKA/y Kaylue-
BbIXx HERG-Kkananos.

12.1.2. JImarnocruka

[Tpu neyeHun TPUIMKIMYECKUMH aHTH/ICIIPECCaHTa-
MU OoTMedaroT Oombiee yBenuuenne QTc u Oonee yacroe
passurue JIBXT, yem mpu neueHnn mHruOuTOopamu 00-
paTHOro 3aXBara CEPOTOHMHA. DTH HAPYILCHHUS YacTO CBSI-
3aHBI C TSDKEJIOW OJIOKag0il HaTPUEBBIX KaHAJIOB M MCXO-
HbIMH (DaKTOpaMu pHCKa, BKIIOYas HaJIM4YUe apUTMHUH B
aHamHese, Hapymenue Gynkiun JOK, nmpuem nmurokcuna n
THITOKaIMeMHIO (Ha GpoHe npreMa TMypeTHKoB) [659, 663,
669, 670]. Cnenyer oOpaIath BHUMaHUEC HA BO3MOXKHBIC
A QEKTHI IPYrux MpernaparoB, JaXe €CIA HE JOKa3aHo,
4TO OHU yHIHHSIOT nHTepBas QT.

12.1.3. Jleuenue

PexomentyeTcst olieHKa KapIuoJIOTHYECKOTO PUCKa,
a 1pu oOHapY)KEHUN KaKUX-JIMOO OTKIIOHEHHH - KOHCYJIb-
taims Kapauosora. ITocie Havyanma JiedyeHUs] OLICHHMBAIOT
paboty cepaua, u eciu oOHapykuBatoT ymmHenne QTc
>500 Mc uIM HOBbIE CUMIITOMBI CO CTOPOHBI CepAla, Ha-
3HaYeHHOE JIedeHHue ImepecmarpuBaioT [662]. Cnemnyer
n30eraTb Ha3HAUCHMS! JIOTIOJTHUTEbHBIX MTPEaparoB, BIIH-
SIOUIMX Ha MeTaboJM3M yKe Ha3HaueHHOTro Ipenapara,
cniocobnoro ymumHsTh MHTepBan QT. BaxHo 3Hath 000
BCEX JICKAPCTBEHHBIX IIperaparax, KOTOpble NPUHUMAeT
MAIMEHT, BKJIFOYast Oe3perenTypHbIe cpeacTa [662].

12.2. Ilayuenmul c He8pOIOZUUECKUMU

3aboneeanuamu

12.2.1. BHe3anHasi HeoObICHUMAS CMepPTh NPH

MUJIENCHn

BHezanHas HeoOBsICHUMAs CMEPTh NPH AIHIICTICHA
(BHCD) - cMepTh OOJNIBHOTO SMMIICIICHEH, HE CBS3aHHAs

Pexomenoauuu

Pexomenyercss u13MeHEHHE J03bI WM OTMEHA Ipernapara ¢ apuTMOI€HHBIM JEHCTBUEM, €CIIH TOC/e Hauaja JeYeHHs
ueriponentukom QTc npesrimaer 500 Mc wiu Beipoc 6onee ueM Ha 60 Mc B cpaBHeHHH ¢ ucxoaHbM (IC [658]).

4yT00BI N30ekarh runokanuemun (IC [659]).

Bo BpEMs JICHCHU A HeﬁpOHeHTHKaMH PECKOMEHIOYCTCA MMOCTOSIHHBIN KOHTPOJIb KOHIIEHTPAWX KaJius B IU1Ia3ME KPOBH,

Pexomenayercs He Ha3HauaTh OoJiee OHOTO Mpemnapara, Bei3biBatonero ynuaenne natepsana QT (IC [660, 661]).

xa (IlaC [659, 662, 663]).

Crenyer paccMOTPeTh BO3MOXKHOCTB OIIeHKH nHTepBana QT 10 Havana jJedeHus ¥ PU N3MEHEHHUH 1036l HEHPOJIeNTH-

BECTHUK APUTMOJIOI' MU, Ne 89, 2017



C HeCYacTHHIM ciydaeM. B OonbmmHcTBe cirydae BHCD
HacTyIaeT B HOYHOE BpeMsl WIIM B TIEPUOJ CHa, Oe3 CBH/Ie-
teneit [671]. OcnoBHbIME dakTopamu pricka BHCD sBis-
IOTCSI 4acThle CY/IOPOXKHBIE MTPUIIAJIKH, OCOOCHHO reHepa-
JIN30BaHHBIE TOHUKO-KJIIOHUYECKHE nMpunaaku [672-681].

Bcem OonbHbIM smmencued nmokazan OKI-ckpu-
HUHT ISt UCKJIIOUYEHUS JIPYTHX 3a00JIeBaHUH, KOTOPBIN
MOTYT HallOMUHAaTh snunencuto. Kpome toro, cama snu-
JIETICHsI MOKET OBITh CBsi3aHA C HEBPOJIOTMYECKOW KaHa-
JIomatuel, mpu KOTOPOM BO3MOXHA CBA3b MEXAY Hapy-
LICHUSIMHU (DYHKIIUM MOHHBIX KaHaJOB B TOJIOBHOM MO3Te
u cepana [679, 682-685]. Camblit 3¢ GeKTUBHBIN CIOCOO
npodmiaktukd BHCD - MakcuManbHbI KOHTPOJIb CYIO0-
POKHOM aKTUBHOCTH.

12.2.2. HepBHO-MblIIeYHbIE 3200J1eBAaHUS

Mplneynbie AUCTpoduu - TpymIa HacleICTBEHHbBIX
3a00JIEBaHU, TIPH KOTOPBIX IOPAXKAETCs MONEPEYHO-TI0-
Jocarasi MycKyJaTtypa U cepiedHas Mbimma. [TopaxeHnue
cep/lia MpoTeKaeT Mo TUIY JereHepaTHBHOIO Mpoliecca
¢ ubpo30M M KUPOBBIM 3aMEIICHAEM MUOKapna [687] u
yale BCEero NposBIseTcs B BUAE AUIATAlMOHHON Kapauo-
MUOTIATUX U HApYIIEHUH NPOBEAEHUS, KOTOPbIE MOTYT CO-
4yeTaThest APYT ¢ ApyroM. KauecTBo U MpoaoIKUTEIbHOCTD
JKM3HU TIPU BCEX MBILICYHBIX TUCTPOPHSIX 3aBHCAT OT I10-
PaKEHUsI JIBIXaTEeNIbHBIX MBIIII, KOTOPOE CIEAYeT YUUThI-
BaTb TPH BEIOOPE METOIOB MPOPUIAKTHKH.

ITopakeHue cepAlia 4acTO OTMEYAETCS MIPU MBIIIIeY-
HBIX auctpodusix Jromenna u bekkepa, MuoToHHYECKON
muctpodun 1 Tuma (Oonesns llITeliHepTa), MBIMICYHOM
muctpodun Dmepu-Llpelidyca M KOHEUHOCTHO-NIOSICHOM
muctpodun 1B Tuma [687]. YV GONBHBIX ¢ MBIIICYHBIMU
muctpodusmu Jromenna n bekkepa nocTarodyHO 4acto
pa3BUBaeTCs JWJaTallMOHHAs KapjauoMuonarusi [687].
Aputmun (kemynodkoBast skcrpacuctonust 1 HYXKT) u
HapylIeHUs] MPOBECHUS TOSBIAIOTCS YK€ MOCNIe pa3BU-
THUS AUJIATAl[IOHHON KapAMOMHONATHH, TO3TOMY HX Jieue-
HUE MPOM3BOAUTCS 10 TEM K€ MPHHIKIIAM, YTO Uy 00JIb-
ueix JAIKMII. BC npu mblimeynoit qucrpodun omenna
HACTyMaeT 4Yalle BCEero MpH COYETAHUU AbIXaTelIbHOHN U
cep/ieuHOl HenocTarouHocTH. Hetr ToyHOM MH(pOpMannu
0 TOM, B KaKOM IIPOLEHTE CIy4aeB CMEpPTh HACTYMaeT OT
aputmuy, oaHako JKA m BC npu 3TuxX HepBHO-MBIIIEU-
HBIX 3a00JIeBaHUSAX HAOIIOMAIOTCS C TOM K€ 4YaCTOTOM,
YTO U CPEAM MAIMEHTOB C HEUIIEMUYECKON AUIaTaIlloH-
HoU kapanomuonarueil. [Ipoduiakruueckoe npuMeHeHe

Puck apummuﬁ npu HepeHO-MbluieUHblX 3ab0ne8anusx
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WK/I moguuHsieTcst TeM >Ke TIPUHIIUIIAM, YTO U IIPH APYTUX
(dopmax ruilaTaliMoHHOW Kapauomuonaruu [687].

Muoronnyeckast ucrpodust 1 tTuna (6omnesus 1Tei-
HepTa) MpOSBISICTCSl HApyLICHWSIMU IIPOBEJICHHS, 4acTo
C HEOOXOAMMOCTBIO KapJHOCTUMYIISIIIMM, U B HEKOTOPBIX
cllydasiX - JJIaTallMOHHOM Kapauomuonaruei. Tpers Bcex
CMepTell NpH 5TOM 3a00JEBaHWM HOCST BHE3AITHBIA WM
HEOXKHIaHHbIA xapakrep [687]. O030p pesynsratoB 18 wc-
clieZioBaHuid ¢ oOuiei BbIOopKoi 1828 manueHToB, BBINON-
Henuelit Ilerpu (Petri) ¢ coasr. [688], mokasan pasButHe
AB-0nokazpe! 1 crenenu noutu y 30% MNayeHToB, JIUTEIb-
HocTh QRS >120 mc y 20% narmenrtos, yactoie XKD y 15%
n HYXT y 4%. Cucronnueckyto qucdynkuuo JOK ormeua-
m 'y 7,2% nauuentoB, OI1 unu Tpeneranue npencepanii - y
5% mnanueHToB. YUUTBIBasl BBICOKYIO 4acTOTY HapyLICHHH
MIPOBEJICHUs], IPe/Ioarany, 4To 0CHOBHOH npuuunoit BCC
nipu Oose3nu IITeitHepTa sSBISIETCS POrpeccHpyroIee Ha-
py1enue nposeaeHust. Onxaxo cirydau BC cpeau nanueHToB
C KapIAUOCTUMYIATOPOM [694] 1 SnM30/1bl CIIOHTAHHOM WK
naaynupyemoii JKT yka3bIBaroT Ha TO, 4TO YacTh BHE3AITHBIX
cMepTei B 3Toi rpyrire OoJbHBIX cBsizana ¢ KA.

B.Lallemand ¢ coaBt. [689] B cBoeM HCCIIeOBaHUN
Ha nanueHrtax ¢ Oosesnbio llITeiiHepra BBITOMHSIN SH-
JloKapuanbHoe u3MepeHue uHrepsana HV u moxasanm,
YTO B TEYEHHE 5 JIET MOCIIE MOSBICHHS IIEPBUYHBIX Hapy-
IICHUH TIPOBEIEHMS K HUM IPHUCOCAMHSIETCS YIJIMHEHHE
nuHdparucosoro nposenenus. Vcciaenosanue V.Laurent ¢
coaBT. [694] Takke MOATBEPAUIIO, YTO YAJTUHEHUE UHTEP-
Bana HV >70 mc no nanHbIM 3HA0KapauansHoro OMU sB-
JISIeTCsl TIPOrHOCTUYECKUM (hakTopoM mosiHON AB-06ioka-
nel B Tedenue 6 jget. W.J.Groh ¢ coaBt. [690] oOcaenoBanu
406 B3pOCIIBIX MALUEHTOB C MUOTOHMYECKON AUCTpoduen
1 THma, MOATBEPKJCHHON FeHETHYECKH, U TI0Ka3aIH, 4TO
TsDKecTh AB-0rokanbl u(MIM) HapyLIeHUH BHYTPHIKEIY-
JIOYKOBOTO NPOBEJCHMS, & TaKXKe€ BO3HUKHOBEHHUE Ipes-
CEp/AHBIX apUTMHUH SIBISIIOTCSl HE3aBHCUMBIMH (haKTopa-
mu pucka BC. B uccnenosanuun K.Wahbi ¢ coast. [693]
BoinonHenne DPU ¢ nocnenyroniel UMIIaHTaMe kap-
JUOCTUMYJIATOpa NanueHTaM ¢ uHTepBasioM HV >70 mc
MO3BOJISUIO CHU3HUTh YacTOTY CMEPTEIbHBIX HMCXO/OB, IO
cpaBHeHHIO ¢ nanueHTamu Ha DKI'-MoHUTOpUHTE.

IIpu wmebrreunoir nuctpodum Dmepu-peiipyca u
KOHEYHOCTHO-TIOsICHOU anucTpoduu 1B THma, cBs3aHHOM ¢
myTanusimu B reHe tamuua A wiu C, BC cocrasnsier 30%
OT BCEX CMEPTENbHBIX cliyuyaes [79].

Pexomenoauuu

Bcem nmanpeHTam ¢ MbIIIEUHBIMU AUCTPODUSIMU PEKOMEH/TyeTCsI €XKEroiHOoe 00CIIe/JOBaHNE, JIaXKe B JIATEHTHBIHN Iepu-
0]1 3a00JIEBaHUs ITPU OTCYTCTBUH KIMHMYeckol cumnroMaruky 1 m3Menenuii Ha OKI (IB [686-689]).

[NarpieHTaM ¢ HEHPOMBIIIICYHBIME 3a00ICBAHUSIME U COMYTCTBYOMMMHU JKA PEKOMEHIYETCS TAKOEC XKe JICUYCHUE, KaK U
narrieHTam ¢ KA 6e3 Helipombitieunbix 3adonesanuii (IC [MD]).

VMnnaHTanmst moCTOSHHOTO KapIHOCTHUMYIISATOPa PEKOMEH/IyeTCsl allMeHTaM ¢ HEeHPOMBIIICYHBIMU 3200IeBaHUSIMHE
AB-6n0Kkanoit 3-if cternenu uian TsHkenoi AB-6moxanoit 2-if crenenn Ha mro0oM aHatomuaeckoM yposHe (IB [690]).

MOHO PaccMOTPETh UMIDUIAHTALMIO IIOCTOSIHHOTO KapIHOCTUMYJISATOpa y MALMEHTOB ¢ MUOTOHUYECKON ucTpodueit
1 Tuma (6onesns Ilteitnepra), curapomom Kuprca-Ceiipa miin KOHEYHOCTHO-TIOSICHOM AucTpoduei mpu AB-0Omokane
000 cTeneHn (BKIIOYast 1-10 CTereHp) ¢ yueToM pucka Osictporo mporpeccuposanus (IIbB [687, 690-693]).

Moo paccmorpets npumenenre MKJ] y naunentos ¢ Mmuoronnueckoit qucrpodueit 1 tuna (6onesns Llrelinepra),
MBIIIEUHOH auctpodpuein Imepu-Lpeiidyca 1 KOHEUHOCTHO-NIOSICHON qucTpodueit 1B Tuia npu Hanu4ny moKa3aHui
K CTUMYJISILIMM ¥ IPU3HAKOB JkeTyno4ukoBbIx apurtmuii (IIbB [79, 690, 693-695]).
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Hexotopsle uccnenoBanus OOJIBHBIX AUCTPO(USIMHU C
JIBOIMHOI MyTarumei 1amura A/C TO3BOJIIIH CICNAaTh Tpe-
TIOJIOKEHHNE, YTO pa3BuTHEe AB-0JI0Ka b1 TOBOPHT O IIJIOXOM
HCXOJIE Y YTO O/IHOM KapJHOCTHUMYIISIIIU HEJOCTATOUHO JUTS
npodmnaxruku BCC, nopaepxuBas TeM caMbIM ITpoduiiax-
tryeckoe npumenenne MK/, HO He KapANOCTUMYIISITOPOB,
y OOJNIBHBIX ¢ MOpakeHueM cepra [695]. dakropamu pucka
BC nneapdexrusnoctu UK]] sinsirorest Heyctoitunbas KT,
OBJDK <45%, MyKCKOil IOJI U HE MUCCEHC-MYTallUH JTaMU-
Ha A unu C [79]. Jleuenue penkoro Bapuanta X-CBSI3aHHON
peliecCUBHON MBIIIeuHOH auctpodun Dmepu-peiidyca,
CBSI3aHHOU C MyTalMsIMH B T€HE YMEPUHA, ITPE/ICTABIISIET He-
KOTOpPBIE CIIOKHOCTH B CBSI3H C HEAOCTATKOM KIMHHYECKUX
nansbix. [Ipu orcyTeTBry reH-crieruduaHOl HOpMaLK
JUTSL JIYCHHS TAaKUX OOJIBHBIX 1€71eC000pa3Ho HCIOIb30BaTh
TE )K€ PEKOMEHIAIMH, YTO M JUIsl JiedeHHs1 OOJNBHBIX C J0-
MHUHAHTHBIM BapUaHTOM MBIIICUHOH nucTtpodun OMepu-
Hpeiidyca [687, 692].

12.3. Bepemennocmp

12.3.1. ApuT™MuH, He CBA3aHHbIE C NTOCJIEPOIOBOI

KapAnoMuonarueii

12.3.1.1. Dnudemuonoeus

bepemeHHOCTh CBsi3aHAa CO 3HAYUTEIBHBIM PUCKOM Y
JKeHIIIMH CO CTPYKTYpHO# maronoruedt cepaua [696, 700-
702]. V jKeHIIMH C BPOXKJICHHBIM CHHPOMOM YAJIMHEHHOTO
nnTepBana QT oTMevaroT CyIiecTBEHHOE MOBBIILICHHE PHUCKA
CEpICUHBIX COOBITHI B MOCIEPOIOBOM IEpHOsie (B TeUCHHE
40 HezmeNb TOCIE POJIOB), B CBSI3M C YEM, UM HEOOXOIUMBI
0eTa-aapeHOOIOKATOPEI BO BpeMsi OEPEMEHHOCTH U B TIOCIIE-
ponosoM niepuoze [697, 703]. YV sxeHiuH ¢ cuaapomoM bpy-
rajia 6epeMEeHHOCTb, POJIBI U MIOCIEPOIOBBIN MEPUOJ] OOBIMHO
MIPOXOMIAT O€3 IOMOIHUTEIBHBIX pHCKOB [704, 705].

12.3.1.2. Jluacnocmuxa

[ToBpImeHHas YacToTa CEp/ICYHBIX COKPAILCHHH, MO-
KeT OBbITh 00yCIIOBIIEHA CHHYCOBOM TaXUKapIieH, npeacep-
HBIMH MIJIM JKEJIYJJOYKOBBIMU OJKCTPACHCTONAMH, OJIHAKO B
OOJIBIIMHCTBE CIIy4aeB, OHU HE SBIISIFOTCS IPOTHOCTHYECKU
HeOnaronpustTHeiME [698, 706-709]. Y MHOrHX OOJBHBIX TTa-
POKCU3MAJIBHON HaKETyA0YKOBON TaxMKapiuel BO BpeMs
OepeMEHHOCTH HAOMIONACTCSI €€ YXYIIICHHE C IMOSBICHUEM
KJIMHAYECKOM CUMITOMAaTHKY. Bo Bpemst GepeMeHHOCTH Tak-

Puck apummuii 60 epemsn depemennocmu
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J)Ke MOXKET BO3HUKaTh mepBblil amm3of JKT [698, 706-709],
YTO CBSI3aHO C TIOBBIIIEHHEM YpPOBHs KaTexonamuHoB [710].
Puck nosropnoit JKT Beiie y manmentok ¢ KT B anamHese u
CTPYKTypHOH naronorueit cepaua [697, 711, 712].

12.3.1.3. Jleuenue

[Ipn BBIABIEHWHM JOOPOKAUECTBEHHOW apUTMHHU
MAIMEHTKY CTOUT B MEPBYIO OYepe/lb YCIOKOMTh U PEKO-
MEH/IOBaTh BO3JEPIKATHCSI OT CTUMYJIMPYIOIIUX BEIECTB,
TakuX Kak koeuH, Tabak u ankoroib. [lo moBoxy cumm-
TOMHBIX TaXHAPUTMHH BBITIOIHSIOT KaTeTEpHYIO alalnio
JIO 3a4arusi, eciu OepeMEeHHOCTh IUIAaHHUPYETCs 3apaHee.
Ecnu HeoOxoquMa MequKaMEeHTO3Hasi Teparusi, rpenapa-
ThI HA3HAYAIOT 110 BO3MOXKHOCTH Ha MO3IHUX CpOKax Oepe-
MEHHOCTH U B MUHMMAaJIbHOH 3 PeKTHBHOM 103€.

ApuT™MHM BO BpeMsi OEpEeMEHHOCTH, B OTCYTCTBHE
y TalMEHTKH CTPYKTYpPHOH IMaToJOTUH cepiua, OOBIYHO
XOpOIIO OTBEYAIOT Ha JieueHHe OeTa-aapeHo0IoKkaTopaMu
[696, 713, 714]. Ecnu OeTta-aapeHOOI0KATOPEI OKa3aJIuCh
Hed(PEeKTUBHBI, MOYKHO Ha3HAYUTH COTAJION WM OJIOKATO-
pbI HaTpHeBbIX KaHaioB (kiacc 1C).

MenukaMeHTO3Hasl Tepanusi B IEPBOM TpPUMECTpPE
CBsI3aHA C BBHICOKMM PUCKOM TEpaTroreHHbIX 3((PeKToB, Ha
OoJiee MO3THUX CPOKAX - C HEXKEJATEIbHBIM BIMSHUEM Ha
POCT ¥ pa3BHUTHE IIJI0JIA, & TAKKE C MOBBIIICHHBIM PUCKOM
MIPOAPUTMHUUYECKOTO ACHCTBUS. YIpaBiIeHHUE 110 KOHTPOJIIO
3a MMIIEBBIMU MPOTYKTAMH U JISKAPCTBEHHBIMHU CPEZCTBA-
mu CHIA (FDA) Bblensier nsTh KaTerOpHil, ONUCHIBA-
IOMIMX TPUMEHEHUE aHTHAPUTMHYECKHUX IIPErnaparoB BO
Bpems bepemenHoctu [715]:

e Kareropusi A - KOHTPOJIMPYEMbIC UCCIICOBAHUS HE BbI-
SIBUJIN JIOTIOJTHUTEIILHBIX PUCKOB (B 3Ty KaTErOpHIO HE I10-
nasiaeT HY OJINH aHTHAPUTMHUYECKUH Npenapar);

¢ kareropus B - oueHb Maast BEpOSITHOCTH BPETHOTO BO3-
JIEHCTBUS Ha IO (COTAJION, JIUJIOKAKH):

» kareropust C - BO3MOJKHAsI TIOJIb3a JICUCHUS TICPEBEILIMBACT
€0 PHCK (XUHUINH, a/ICHO3HH, METOITPOJIO, TIPOIPAHOJION, Be-
paramuJI, AWITHA3EM, TUTOKCHH, (uieKkanHu I, TiporiadeHoH);

e kareropuss D - uccienoBaHusT TOATBEPIKAAIOT PHUCKU
Jutst Toiona ((PEHUTOMH, aMHOIAPOH);

e karteropusi X - IPOTHBOIIOKA3aHO BO BpeMs OepeMeH-
HOCTH.

Pexomenoauyuu

Jleuenue Gera-aapeHoOIOKaTOpaMH PEKOMEH/TYETCsl BO BpeMst OepeMEHHOCTH U B ITOCIIEPOIOBOM IIEPHO/IE MAMEHTKaM
¢ cunpomoM yuimHenHoro uutepsana QT nimm KIDKT (IC [696, 697, MD)).

HaznaueHue MeTONpoJioia, mponpaHosioia Wik BepanaMuia BHYTPb PEKOMEHIYETCs ISl JJTUTCIBHON Teparnuu Uano-
natuueckoit ycrouusoii KT (IC [696, 698]).

DKCTpeHHas! AIEKTpUIecKas KapAuoBepcHs pekoMeHayercs npu ycrtorunBoid KT, ocoOeHHO ¢ HapyIIeHHeM reMoIH-
namuku (IC [696, 698]).

[Ipu HaTWYUHM COOTBETCTBYIONINX ITOKAa3aHHH, CIIEAyeT paccMoTperh mMiutanTammio MKJ] Bo BpeMs GepeMeHHOCTH
(ITaC [696, MD]).

CrnemyeT pacCMOTPETh BHYTPUBEHHOE BBEICHHE COTAIONA WII TIPOKAMHAMHUIA JIJISI SKCTPEHHON KOHBEPCUH MOHOMOP-
¢uolt yeroitunBoit XKT 6e3 Hapymrenuit remomquaamuku (IlaC [696]).

CrnenyeTr paccMOTPETh BHYTPHUBCHHOC BBEICHUE aMUOAPOHA JIIsl SKCTPEHHOI KOHBEPCUU MOHOMOP(HOH yCTOHUUBON
KT ¢ HapylieHHEeM reMOTMHAMUKH, pe(hPaKTEPHOI K AIEKTPUYCCKOI KapIHOBEPCHU WITH HE OTBEUAIOIICH Ha METUKA-
MenTo3Hyto tepanuto (IIaC [696, 698, 699]).

MOKHO PacCMOTPETh BBITOJIHEHUE KATCTEPHOMN a0JAIMK IS JICUCHHsI pePpPaKTePHBIX K MCIUKAMCHTO3HOMN TEPAITuH U
10X0 nepeHocumbix Taxukapauii (IIbC [696]).
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Jlns neuennst unnonarnyeckon KT w3z BTIDK Ha3zHa-
YAlOT BeparaMil Wik OeTa-alpeHOOI0KaTOPbl (METOMpPO-
JIOJI WM COTaJIoN) C Lenbio npoduinaktuky, eciu KT co-
MIPOBOXKIACTCS TSXKEIIOH CUMITTOMATHKOMN HMJTA HAPYIICHUCM
reMOJIMHAMUKH. B citydae wauonarnueckoi JIeBOKeTya04-
KOBOM (pacUUKYJIIpHOW TaXUKapJuu JieueHHue Oera-ajpe-
HOOJIOKaTOpaMHu OOBIMHO HEI(P(EKTUBHO, B CBSI3H C 4YeM
TaKUM TIalJMeHTaM Ha3HA4YaloT Beparnamumi. B ocHoBe mMexa-
HHU3Ma Pa3BUTHS 9TOTO BUJIA TAXUKAP/IMH JIEKUT MEICHHOE
MIPOHUKHOBEHHE KaJbLUS B YaCTHYHO JICTIOJIIPU30BAHHEIC
BosiokHa Ilypkunbe. Ecnu taxukapans pedpakrepHa K Me-
JIMKaMEHTO3HOH TEepanuy WM TUIOXO MEPEHOCUTCS, MOXKET
nmotpedoBaThes KaTeTepHas abnanus. Y mamuenTok ¢ UK
BO3MO)KHa HOpMaJibHasi 0epeMEHHOCTh 0e3 KaKuX-T10o oc-
noxxHeHu# ams mwioga [716-718]. Ecnu nokazanust k K]
BO3HHUKAIOT BO BpeMs OEPEMEHHOCTH, MOYKHO HCIIOJIb30BaTh
noakoxHbd K], 4To0s! n30e:KaTh GIIF0OPOCKOINI; OHA-
KO, CJICyeT YYHUTHIBATh, YTO OIBIT MPHUMCHECHUS ITHX yCT-
POMCTB y OEpeMEHHBIX JKSHIIMH OrPaHHYEH.

12.3.2. Aputrmuu, cBsi3aHHbIE C MOCJIEPOI0BOI

KapIuoMuonaTuei

[MocneponoBast (mepumnapraibHasi) KapIHOMHOIIATHS
XapaKTepu3yeTcsl Pa3BUTHEM CHCTOJMYECKOW JHChYHKIUN
JDK u cepreyHolf HENOCTaTOYHOCTH HA MO3HUX CPOKAX
OEpeMEHHOCTH WM B TE€YEHHWE HECKOJBKUX MECSIIEB IT0CIIe
ponos [721]. ITpuurHa nocaepoaoBoil KapANOMHUONATHH He-
SICHA, OJHAKO TIPEIIOJIaracTcs ONpeselieHHast posib MH]EeK-
[IMOHHBIX, BOCHAJMTEIBHBIX U ayTOMMMYHHBIX (DaKTOPOB
[722]. Yacrota pazButus coctasisieT 50 cimyqaes Ha 100 000
JKUBOPOXKIEHHBIX feTeit [723]. CMepTHOCTh B CBS3U C TIO-
cneponoBoii kapauomuonarueii B CIIA konednercs ot 6%
1o 10% [724]. CornacHO MOCETHUM HUCCIICIOBAHUSM, T10-
CIIEPOIOBAst KApIMOMHOIIATHSI MOYKET OBITh IPOSIBJICHUEM Ce-
meitHoit JIKMI, cBsizaHHOM ¢ TeHHBIMU MyTalUsiMu [ 725].

[TocneponoBasi kKapAXOMHUONATHS OOBIYHO MPOSIBIIS-
eTcsl B BHJIE CEPACYHON HEJ0CTaTOYHOCTH Ha (POHE CUCTO-
nmueckoi aucdynkunu JK Ha mo3nHux cpokax GepeMeH-
HOCTH WJIM B TEUEHHE HECKOJIBKUX MECSIIEB MOCIE POJIOB.
[Tpu sTom mMoxer He HaOmromarbes auiarauuu JDK, Ho
(pakiys BEIOpOca MPaKTHIECKH Beeraa cHmkeHa (<45%)
[719]. CornacHo mocneaHeMy ONPECNICHUIO MOCIEPOJIO-
BOH KapJAMOMHOINATHH, BPEMCHHBIC PAMKH Pa3BUTHS 3a-
0oJieBaHMsI JOCTATOYHO Pa3MbITHI [726]. Pesynbratom mo-
CJIEPOJIOBOM KapJIMOMHUOINIATUU MOTYT OBITH CIIOKHBIE KA
u BOC. V Bcex manueHTok ¢ BhepBble Bo3HuKIIEH KT
B TIOCIIeIHIE 6 Hesenb OepeMEHHOCTH MJIM B PaHHEM I10-
CJICPOZIOBOM IEPUOJIE CIEIYET UCKIIIOUUTH TIOCIEPOIOBYIO
Kapauomuonatuto [727].

K namuentkam ¢ mociepoaoBod KapAHOMHUOMATHEN
MPUMEHUMBI CTaHJAPTHBIC PEKOMCHIAIMU IO JICUCHHIO
ocTpoii cepaeunoil HenocratouHoctu [10]. Bo Bpems Ge-
PEMEHHOCTH MPOTUBOIOKa3aHbl HHTHOUTOPEI ATID, BPA u
nHruouTops! peHuna [720, 728]. Bera-agpenobiokaTopsl
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MOKa3aHbl BCEM OOJIHBIM CEpPACYHON HEI0CTaTOYHOCTHIO
IIPU YCJIOBUM MX HOPMaJIbHON NMEPEHOCUMOCTH; MPEeANoy-
TEHHE OTIAIOT IIpenaparam, KOTOpbIe OIIOKUPYIOT MPEHMY-
IECTBEHHO OeTa -aJpeHOPElENnTOphl (HanpuMep, MeTo-
poJI0IT). ATEHOJION TaKMM TTallMEHTKaM He PEeKOMEHI0BaH
[729], Taxxe kak 1 AMP [730]. IIpu pa3Butun yrpoxa-
IOMINX JKH3HU KEITYAOYKOBBIX TaXUAPUTMHH MPUOETraoT K
anexTpudeckoil kapanosepcuu. IIpumenenne K] y na-
meHTok ¢ JKA win HU3Ko# (pakiueil BeIOpoca cieayer
CTaHJIapTHBIM pekoMeHaanusaM. [Ipu aToM cienyeT yuuThl-
BaTh BBICOKYIO yacToTy (50%) CIIOHTAHHOTO pa3pelieHHs
JIMIaTallMOHHON KapJIMOMUONIAaTUH rociie poaos [731].

12.4. Cunopom BC mnadenyes (CBCM)

ITon cungpomom CBCM mnoHUMAIOT HEOXKUIAH-
HYI0 HEHACWJIBCTBEHHYIO CMEpPTh BHEIIHE 3JJ0POBOrO pe-
OeHKa IepBOro rojia XXM3HHU, IPU KOTOPOH OTCYTCTBYIOT
aJIeKBaTHBIE JUIsl OOBSICHEHHs TIPUYUHBI CMEPTH JIaHHBIC
aHaMHe3a ¥ 1aToMOpQOIIOTHUECKOr0 UccieoBanus. Bee-
mupHOil Opranuzanueii 3apaBooxpanennss CBCM 0Obut
NIPU3HAH Kak 3HauuMasi mpodiema B 1974 roxy, Torna xe B
CIIIA Hauanach perucTpalys cliydaeB BHE3AMHOM, HEOXKHU-
JTAHHOI cMepTH JieTell mepBoro roja ku3Hu. B HacTosmee
Bpemss CBCM npusHaH ofiHON U3 BEAYIIUX MPUUUH MOCT-
HEOHATaIbHOM MJIA/ICHUECKOH CMEPTHOCTH B OOJIBIINH-
CTBE NMPOMBIIIJICHHO Pa3BUTBIX CTpaH mupa [732, 733].

B MexnynaponHoii kiaccudukamuu Oonesneit X
nepecMoTpa JaHHbBIH cuHIpoM obo3HaueH kak «BC rpya-
HOro pebeHka» noj pyopukoir R95 B paznene «Henssect-
HbIe PUYUHBI cMepTuy». Jluarnos CBCM craButcs meto-
JIOM MCKJTFOUEHHSI BCEX BO3MOXHBIX IIPUUUH CMEPTH MOCIIEe
TIHIATEIbHO TPOBE/ICHHOM ayTOIICHH, MCCIEIOBaHMS 00-
CTOSITENILCTB CMEPTH U COOTBETCTBYIOLICH MEAUIIMHCKON
nokymenrtanuu. B Poccun CBCM Hawan peructpupoBars-
cst ¢ 1999 ropa.

OCHOBHBIMH U HanOoJIee CTAOMIIBLHBIMU XapaKTepHc-
Tukamu CBCM 4BIsIOTCS: HACTYIJICHUE CMEPTH BO CHE U,
MIPEUMYIIECTBEHHO, B MOJI0KEHUH Ha )KUBOTE; MUK ClIyya-
eB CBCM B BozpacTHOM Juana3one 2 - 4 Mec.; MOBBIIIIe-
HHUE YacCTOThI BCTPEUaEMOCTH Y HEJJOHOILICHHBIX U AeTei ¢
HU3KON Maccol Tena NpH POXKIACHUH, a TAKXKE Y MaJIbUUKOB
(60%); TpEeIIIECTBYIOIINE CHMIITOMBI JICTKOH pecrupa-
TopHo# uHpekyn [734].

BbIenstor Tpu OCHOBHBIE T'PYIIBI JIETEH, OTHOCS-
IIUXCA K TPYIIE BHICOKOTO pucka o pa3sutuio CBCM:

* HE/IOHOIIEHHBIE JIETU C MACCOM TeJla PU POKIACHUU Me-
Hee 2000r;

* JIeTH, IEPEHECIINE OYEBUTHBIC JKUZHEYTPOXKAIOIIIE CO-
CTOSIHUS;

 cubcel xeprB CBCM.

12.4.1. Maropusuosnoruyeckue mexanuzmbl CBCM

Bo3moxnble MexaHu3Mmbl TaHatoreHesa CBCM Ha
CETOJHSAIIHUN JIeHb MPOJOIKAIOT OCTaBaThCs MPEIMETOM
HMHTEHCUBHOTO H3yueHHsl. HecOMHEHHBIM, sBJIsSIETCS OCT-

Pexomenoauuu

Jleuenue apummuil, c6A3aHHBIX C NOC1EPOO0BOLL KAPOUOMUONAMUELL

@®X ¢ mapymenuem remoquaaMuku (1B [719]).

DJekTpuyecKas KapAnOBepCHsl WK Je(pUOPHILIAIIS PEKOMEHI0BaHa BO BpeMsi OepemerHocTH 1ipu passutun KT nim

BepemeHHBIM KEHIIIMHAM PEKOMEH/I0BaHO cTaHaapTHoe jJeueHrne XCH, 3a nckinoueHneM npernaparo, KOTOPbIE TPOTH-
BOIIOKa3aHbl BO Bpems 6epemenHocTH (MHrnouTopsl AII®D, BPA n unrn6urtopst penunna) (IC [719, 720]).
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poe BHUTAJIbHOE HApYIICHWE OCHOBHBIX (DYHKIMH JKH3HE-
JIeSITeIbHOCTH OpraHn3Ma y peOeHKa ¢ BBIpaXKEeHHOM Je3a-
JlanTalueil B mocTHaraabHoM niepuone [734, 735].

B 1994 rony B pe3ynbrate MHOTOUHCIEHHBIX UCCIIE-
JIOBaHUM, TOCBsIIECHHBIX podieme CBCM, Obuta mpen-
JIO’KEeHA MOJIeNib TporHOro pucka [736]. CoracHo AaHHOM
MOJIENH, B MAaTOreHe3e CUHApPOMa OCHOBHYIO POJIb UTpa-
€T B3aMMOJICHCTBUE HECKOJBbKHX (akTopoB. OCHOBHBIM
(dakTopoM sBisieTCsl McXonHas MOpQOoPyHKIMOHAIbHAS
HE3peJIoCTh, OMpeJeNsiomas ya3BUMOCTh MIIAJIEHIa K
BO3/ICHCTBHIO HEONAronpusATHBIX (AKTOPOB BHEUIHEH
cpenpbl. CrleaylomuM MO BaKHOCTH (DAKTOPOM CIYXKHUT
KPUTHUYECKUI MEpUOJ Pa3BUTHUSA, KOTOPHIM Ha IEPBOM
TO/ly JKU3HHU SIBISIETCS BO3pacT 2-4 mecsaua. M nmocneqHuit
(hakTop - ITO IK30TCHHBIN CTPECCOP, BEAYIIUH K HapyIIIe-
HHUIO TOMEOCTAa3a, U B KaYeCTBE TAKOTO CTPECCOpa MOXKET
BBICTYTIaTh aC()UKCHSL.

Ha ceromnsimiHuii eHb TUMNOTE3a KapIuo-pecrupa-
TOPHBIX HapyIIEHUH TOMUHUPYET B HccnenoBanuu. KinuHu-
Yyeckue HaONIOIeH s, aHAJIN3 CEPJICYHOTO PUTMA U JbIXaHHs
y neteid, Bnocnencteun ymepunx ot CBCM, a Taxoke uc-
CJIeIOBaHMs HA SKUBOTHBIX CBHUJETENILCTBYIOT O POJIH Kap-
JIMO-pecrupaTopHbix Hapymenui B narorenese CBCM. B
CBSI3U C ATUM Ha CETOJHSIIHHUHN JIeHb HanOoJiee aKTyaJIbHbI-
MU SBJISIFOTCSI PECITUPATOpHAs U KapAuaibHas TUIIOTE3bI.

B ocHOBe pecniupaTopHO THIIOTE3bI JIEKUT HapyIIe-
HUE aBTOHOMHOM PETryNSLuU JbIXaTeIbHON NesITeIbHOCTH
[737]. PecniuparopHslit MexanusM pa3sutus CBCM Bxitto-
YaeT HECKOJBbKO ATAalloB: JXKM3HEYIPOXKAIOIEe COOBITHE,
BO3HHMKAIOIIlEe BO CHE; HECOBEPILIEHHAs arousal-peakiusi,
MIpU KOTOPOI MOBBIIIEHHE B KPOBH YPOBHS YIVIEKHUCIIOTO
ra3a 4 CHIKEHHE YPOBHS KUCJIOPOJia HE TOJIBKO HE CTHUMY-
JIMPYET, HO U elie OOoJblle yTHETACT JbIXaTelIbHBIH LEHT;
Iporpeccupyomas acuKCHsi, TPUBOJAILIAS K TOTEPE CO-
3HaHMS, apeIIEKCHN U Pa3BUTHIO THIIOKCHYECKON KOMBI.

KapauorenHele MeXaHH3MBl —TaHATOT€HE3a IpHU
CBCM B nepByto o4epeb acCOLMUPYIOTCS C pa3BUTHEM
JKu3Heyrpoxkaromed aputmuu [738]. B uccrnenoBanuun
KapIuoreHHbIx MexaHusmMoB CBCM Oonblioe BHHMA-
Hue yaensercsa yumHenuto uatepsanga QT (CYHQT) kax
OCHOBHOTO MEXaHHM3Ma, CIIOCOOCTBYIOIIETO pa3BUTHIO
XKHU3Heyrpoxatomei apurmuu. P.J. Schwartz ¢ coasr. nc-
CIIEZIOBaHbl  MOJIEKYJSIPHO-TEHETUUECKUE  MEXaHU3MBI,
oTBeTcTBEeHHBIE 3a pa3Butue CYUQT, u ux BO3MOXKHOE
yuactue B naroreHe3e BC npu CBCM [739]. Ocoboe BHU-
MaHHe IpH 3ToM yaenseTcst MyTanuu B rene SCN5SA, oreer-
CTBEHHOH 3a HapylieHHe (yHKIUHM HAaTPUEBBIX KaHAJIOB.
BrisBieno, uto 50% neTeit, B JaNbHEHIIIEM MOTUOIINAX OT
CBCM, umenn Ha TIepBOil Hezese KU3HKU Oosiee BBICOKHE
3HaueHus uHtepBana QT (>440 mc). IIpu aTom y poaure-
JIel HOBOPOYK/ICHHBIX PErHCTPUPOBAINCH A0COITIOTHO HOP-
MasbHbIe 3HaueHUs naHHoro nokasarens Ha DKI. Taxum
o0pa3om, ObliIa POAEMOHCTPHPOBaHA KaK BO3MOXKHOCTh
BO3HHMKHOBEHHS CIIOHTAHHOW MyTauuu de novo y HOBO-
POXIEHHBIX, TAK U BEPOSTHOCTh HANUYMS Y AETEH, B fasib-
Heiimem nmorudmmx ot CBCM, nHacnencresennoro CYUQT
C HU3KO NeHeTpaHTHOCThI0. Hanbosee yacto Berpeyaror-
cst myTtaiuu B reHe SCNSA, HO Takke MOTYT BCTpeuaThes
B renax KCNQI1 and KCNH2. CnonTtanneie mytanuu de
NOVO B JJAaHHBIX T'€HaX, ONpPEICISIONINE HAPYILICHUs (PyHK-
LU MOHHBIX KaHAJIOB B KAPTUOMHUOLIUTAX, MOTYT JIEXKaTh B
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OCHOBE Pa3BUTHSI KU3HEYTPOXKAIOIIEH apUTMUU U SIBUTHCS
npuuraoit BC mpu CBCM. CYUQT 6s11 00HapyxkeH y 9%
s)keptB CBCM [739].

IIpuunnoit cmeptu npu CBCM MoOryT sIBISTBCA Te-
HETUYECKU JECTEPMUHHPOBAHHBIC JETAJIbHBIC CEpACUHBIC
KaHAJIOMATHH C IPEUMYIIECTBEHHBIM MTOPaKEHUEM HaTpH-
eBbIX kaHanoB. IIpu usyuyenun 4-x OCHOBHBIX T'€HOB, KO-
pyromux Oera-cyObeIMHHIly HATPUEBOTO KaHaa, BBISBIIC-
HBI peiKkHe MyTanuu B reHax beta3-V36M, beta3-V54G,
and beta4-S206L B 3 u3 292 ciyuasx cmepti or CBCM.
Taknum 06pa3om, reHeTHuecKH 00yclloBIeHHbIE (haTaabHbIe
KaHaJonaruu Jiexar B ocHoBe 1% ciiyqaes CBCM [740].

Bonbioe BHUMaHHE B MOCIETHHE TOIBI YECNIACTCS
M3YYEHUI0 TEHEeTHYEeCKUX MexaHu3MoB pa3Butusi CBCM.
HuTepec k MonekynsipHo-reneTndeckum acriekram CBCM
00yCIIOBJIEH, B TOM YHCJ€, MOBBIIICHHBIM PUCKOM pa3BU-
TUSI cUHApoMa y cuOcoB (B 4-7 pa3 BbIlIE, YeM B LIEJIOM
B nomynanuu). Ha ceronHsAmHNN 1eHb BBISABICHBI ONpe-
JICTICHHBbIE TEHETUYECKUE TOJMMOP(GH3MBL, CBS3aHHBIC C
CBCM [741]. B npomubie 1Ba ASCATHIETUSI MOUCK Te-
HOB BOCIIPUMMYHMBOCTH OCHOBBIBAJCA HA TUIOTE3€, 4TO
CBCM - romeocrarudeckoe HapyiueHue. CBsi3aHHBIE C
CBCM renbl monuMopQu3mMa OTBETCTBCHHBI 32 BETCTATHB-
Hble (YHKIMH, SHEPreTUYECKUil MEeTadoJM3M, pPEeaKiHio
Ha MHQEKIMOHHBIA MPOLECC, a TAKKe IPEJCTaBICHbI B
reHax-Heiporpancmurrepax. IIpu nuzyuenun HeliporpaHc-
MUTTEPHBIX PELENTOPOB, B OCOOCHHOCTH XOJMHEPrHYec-
KHX, ObIJIO OOHApy»XeHO, YTo HeKoTopsle xepTBbl CBCM
HMENIN 3HAYUTEIbHOE CHUKEHUE KOJIMYECTBA XOJIMHEPTH-
YEeCKUX PELENTOPOB MO CPABHEHUIO C I€THbMH, YMEPIIUMHU
OT APYTHX MPUYHUH.

BrisiBiieHHbIe MOp(hOJIOTHYECKHE U HEHpOXUMHYEC-
KM€ M3MEHEHHUs B CTPYKTypax CTBOJIA TOJIOBHOTO MO3ra
CBUJICTENICTBYIOT O TOBBIIICHHOW YSI3BUMOCTH J€Tel,
morubmux or CBCM, k HeGnaronmpusTHbIM (hakTopam
BHEIIIHEH Cpe/ibl U BBHICOKON BEPOSITHOCTH HEaJEKBATHBIX
KOMIEHCATOPHBIX PeaKkIUi B OTBET HAa BO3HUKAIOIIYIO ac-
(PMIKCHUIO U THUTIOKCHIO.

C nocnenHell nekaabl NPOHIIOro BeKa CYLIECTBYIOT
pexomeraanuu 1o npoduiaktake CBCM. 3nauntensHast
4acTh JAHHBIX PCKOMEHIALUI ObUTa pa3paboTaHa sl po-
JquTeneil u peTckux yupexxaeHui. [losgnee Obutn cdop-
MYJIHPOBaHbl TMPHHIHUIBI MCAUIUHCKON TPOQPHUIAKTHKH
CBCM. Haubosnee moiHoe OTpakKeHHE JTaHHBIE PEKOMEH-
Al Hanuld B OOHOBICHHON Bepcuu PexoMenmaruit
AwmepukaHckoll neauarpudeckoil Akagemun B 2016 romy
[742]. HauHblii TOKYMEHT JIET B OCHOBY PEKOMEHJAIUH,
npuHATHIX KomuTeToM DKcnepToB.

OCHOBHBIMH MTPUHITUTIAMA MEAUIIUHCKOHN POQIIaK-
tuk CBCM sBrnsitoTes:

* HayaJlo B aHTEHATAJIbHOM MEPHOJE;

OXBaT Bcex 03 MCKIIOYEHHsI HOBOPOXKIACHHBIX;
LieJIeHaNpaBIeHHOE TIPOBEJICHNE B IPYIIAX PUCKa;
OpPUEHTALUS Ha BCIO CEMBIO C LIENbIO NMPeIyNpesKaCHUs
MOBTOPHBIX CJIy4aeB CMEPTHU JAETEH.

Ha ceronusumnuil 1eHb 3HAUYUTENBHBIA MPOTpecc B
npodunakrike CBCM nocturHyT Onaromapst momyJsisipH-
3aIK NPOOJIEMbI, 03HAKOMJICHUIO C HEel He TOJIBKO Crienna-
JIMCTOB-MEAMKOB, HO U MIMPOKUX Macc HaceneHus. Takum
obpazom, pacnpocrpaHenue 3HaHuii o CBCM sBnsiercs
KJIFOYEBBIM (haKTOPOM ISl €T0 MPOPHIAKTHKH.
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12.5. Oocmpykmuenoe nounoe anno) 12.5.3. JleueHue

12.5.1. DnuaeMuoJI0rust Ha cerogusmniauii 1eHb HET AaHHBIX, KOTOPBIE YKa-

B Hacrosmee BpeMs HET OJHO3HAYHBIX JAHHBIX 1O  3BIBAJH OBl HA HEOOXOANMOCTH OTACIBHBIX PEKOMEH AN
PacrpoCTpaHEHHOCTH OOCTPYKTHBHOTO HOYHOTO amHO® B 1O JedeHuio KA mpu cHHApOME HOYHOTO armHO3-THIIO-
oOIIeli MOMyssIUK B CBSI3M C CYIIECTBEHHOH TreTeporeH- mHO3. Kpome Toro, 10 cux mop He SCHO, KaKoe 3HaueHUe
HOCTBIO MCCJIEOBAaHHBIX MOMYAuiA. [10 TaHHBIM OJHOTO ~ MMEET IMOKAa3aTeNb MOCTOSHHOTO IOJIOKUTEIBHOTO J1aB-
CKPYIYJIE3HOTO MOIYISIIMOHHOTO HWCCIENOBAHUSA JMHJC-  JICHUS B JIBIXaTEIbHBIX MyTAX A mpoduimakTuu KA
MHOJIOTHH OOCTPYKTHBHOTO HOYHOTO ammHo?, pacnpoctpa- U BCC [743, 762-765]. HeT moarBepKJaeHUsI TOMY, 4TO
HEHHOCTH 3200JIeBaHUs B CCIIeLyeMOl momyisiiun 13 602  onTUMabHOE JIeYeHHE HOYHOTO OOCTPYKTHUBHOTO arHOd
B3pOCIBIX Jtofei B Bozpacte oT 30 10 60 yieT cocTaBmiia  MOKET IMOBIUATH Ha KIMHUYECKHUE TIPOSBICHUS apUTMHI
9% cpenu xeHmmH U 24% cpenn MyxumH [745]. Pac-  u HEOOXOAMMOCTH YCTAHOBKH KapAHOCTHMYJSATOPA B TEX
MPOCTPAHEHHOCTh APUTMHHA BO MHOTOM 3aBHCHT OT CO-  CIIy4asX, KOT/Ia apUTMHUU CBS3aHBI Cyry0o ¢ 00CTpyKunen
MyTCTBYIONTUX 3a00JIEBaHNN, BCTPEUAIONIMXCS B Pa3HbIX  ABIXaTENbHBIX myTel [765-771].
nmomyssiusx. Pesyasrarel ucciaenoBanuii Marshall ¢ co- B nacrosiiee Bpemsi UCCIEIyIOT HOBbIE METO/bI Jie-
aBT. [746] un T.Young c coaBt. [747] yKka3bIBalOT Ha CBSI3b  YEHHS HEHTPAIbHOU (POPMBI HOUHOT'O AITHOI-TUIIOIHOI, Ta-
OOCTPYKTHBHOTO HOYHOTO aIfHO? C TOBBIICHHOM CMEpPT-  KHE KaK CTUMYJIIIHUS JradparMaJbHOTO HEpBa U BEPXHHUX
HOCTBI0. BemyTcsi copsl 0 HaTMYUHU CBSI3M MEXKIY STUM  ABIXaTEIbHBIX IMyTeH Mpu 0OCTPyKTUBHOM THIIE [772].

3aboneBannem u BCC. 12.6. Apummozennoe oeiicmeue J1eKapcmeeHHbIX
HenaBHo A.S.Gami ¢ coaBT. [744] moka3zaiu, 4TO npenapamoes

00CTPYKTHBHOE HOYHOE aITHOd C YMEHBIIEHUEM CpenHei 12.6.1. B3aumojeiicTBHe MKy JI€KAPCTBEHHBIM

HOYHOH caryparuu Kuciopoma <93% u MuHUMaIbHAS NMpenapaTroM 1 cyocTpaToM OCHOBHOIO

HOYHAs caTyparus Kuciopoma <78% SBISAIOTCS HE3aBU- 3a0o/1eBaHUSA

cumbiMu (pakTopamu pucka BCC (p <0,0001). ITo atoit IIpu mepBoM MOAO3pEHUH HA APUTMOTCHHOE JICH-

MPUYMHE JTUATHOCTHKA OOCTPYKTHBHOIO HOYHOTO allHOd  CTBHE Iperiapara, ero cieyeT OTMEHHTb, a TaKKe IMpo-
JIOJDKHA BXOJUTH B aJrOPUTM OOCIEIOBAHUs JUI CTPATH-  BECTH IOJHOLIEHHOE OOCIIEI0BaHUE JUIsS HCKIIIOUSHHUS
¢uxanun pucka BCC. Yacrora apuT™Muii, MiaBHBIM 00pa-  Cep/IeuHO-COCYAUCThIX (PAaKTOPOB pHCKA, KOTOPHIE MOIIH
30M HOYHBIX, BO3PACTAET MPOMOPIHOHAIBHO YBEIIMUEHUIO  CHOCOOCTBOBAaTh BO3HHKHOBEHHIO apuTMuu. OO apuTMu-
TSOHKECTH CHHPOMa HOYHOTO alTHO3-THUIOIHO) [748-750]. sIX, BBI3BAHHBIX JCHCTBHEM JIEKAPCTBEHHBIX TMPENapaToB,

12.5.2. ImarHocTuka TOBOPAT B TOM CJIy4ae, €CIH ObLT UCKITFOUEH HACIEICTBEeH-

Haubonee yacThiMi HAPYIICHUSIMU PUTMA [IPH CMH-  HbIH WIM NPUOOPETEHHBI CyOCTpar pasBUTHS apUTMUU
JpOME€ HOYHOTO AalHOd-THUIOIHOY SIBJISIIOTCS CHHYCOBasik W €CIM IALUEHT MOJIy4aeT Ipernaparbl, KOTOpble MOTYT
Opanukapausi, CHHyCOBBIe Tay3bl, AB-Onokaapl 1-i cTe-  BIMATH HA AIEKTPUIECKYIO aKTUBHOCTH cepra (Hamp., yi-
MeHu u 2-i crenenu tuna Moouri I, a Takke gacteie JKO  nuHATH muHaTepBan QT) uiu BBI3BIBATH HapyIIeHHE OallaH-
[751-756]. NccnenoBanusi AoKa3anu MUPKATHBIA Xapak-  ca anekTponnToB. CoTanol, a TakkKe aHTHAPUTMUYECKUE
tep KA [744, 757-761] u noseiennyto yacrory BCC B npenaparsl IC kimacca ((uekannum, nponadeHOH U ap.)
repuo/| cHa (OT MOJYHOYH JIO IIECTH YacoB yTpa). MOT'YT peajin30BaTh CBOE€ apUTMOI€HOE JICUCTBHE MPHU Ha-

Pexomenoauus
Ilpogpunakmuxa CBCM

VknapIBaTh I€TEH IEepBOTO Tojia )KMU3HM CIATh TOJIBKO Ha CITMHE, HA )KECTKOH TOBEPXHOCTH; PEOCHOK JOJDKEH CIaTh B
OT/IENBHOI KPOBATKE, HO B KOMHATE C POIUTEINISIMI; M30€raTh MeperpeBaHisi, BO3ICHCTBUS TAOAUHOTO JbIMA; COXPAHSTh
€CTECTBEHHOE BCKapMJIMBaHUE KaK MO)KHO JIOJIbIIIE; MAKCUMAJIBHO TECHBIN TAaKTHJIBHBIA KOHTAKT MaTrepy ¢ peOCHKOM;
UCKITIOYNTD JIKOTOJIb ¥ IPYTHE HEPEKOMEH/IOBaHHBIE ITPEMaparhl BO BpeMst OEPEMEHHOCTH 1 TPYITHOTO BCKapMITHBAHNS;
npeJytarath peOEHKY TEePBOTO rofia XHU3HH COCKY BO BPEMsI THEBHOTO M HOYHOTO CHA; CBOCBPEMEHHAS MMMYHH3AINs
CONIaCHO TIPMBUBOYHOMY KaJICHAAPIO; TIEPEMEIIATh JIeTeil N3 aBTOMOOMIBHBIX KPECel, KOJISICOK, AETCKAX KadaloK M Te-
PCHOCOK, €CII OHH TaM 3aCHYIH, C IIENbI0 YMCHBIICHHUS PUCKA Pa3BUTHS racTpod3odaransHoro peduokca (IC [MO]).

Pexomenoauusn
Jeuenue >cery0ouKogvlx apummuil u opaouapummuil Ha hpone 06CMpyKmueH0o20 HOYHO20 ANHOI

CHHIPOM HOYHOTO alHO?d CIICAYET pacCMaTpPUBATh B KA4ECTBE MPUUUHBI ITpH TUGGEpeHIMAIbHON IMarHOCTHKE Opa-
nuaputmuii (ITaB [743]).

HouHoe anHo» ¥ CHMKEHHE caTypaliy KUCIOpOa MOXKHO paccMarpuBarh kak (akropsl pucka BCC y nauneHToB ¢
HapymieareM Jpixanust Bo Bpems cHa (IIbC [744]).

Pexomenoauusn
Beoenue nayuenmos c apmmozeHHbIM OelicmeUeM J1eKapCmeeHHbIX NPenapanos

[Tpu mo03peHNH Ha APUTMOTEHHOE ACHCTBHE JIEKAPCTBEHHOTO CPEICTBA H ITOCIIE UCKIIFOUCHHUS APYTUX apUTMOTCHHBIX
(haKTOpOB peKOMEHIyeTCsl OTMEHA TIperapara (0B), KOTOpbIe MOTIH BbI3BaTh aputMmuro (IB [773]).

Hecmotpst Ha 00paTiMBIil XapakTep apUTMOTEHHOTO JISHCTBHS, Kak MpUIuHbI KA, ciieyeT paccMOTpeTh BOIPOC O TIpHUMe-
nennn MK/ ¢ yuerom MHIMBH/TyaIbHOTO PHCKA BOZHUKHOBEHUS yTpoxkaromux xu3un JKA B Oynymem (11aC [773, 774]).
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munK runeprpopun muokapaa JIK, ocobenno npu ero
BBIPOKEHHOH TUIepTpoduH (TOIIMHA CTeHKH >1,4 cMm), a
takxke y 6onpabix UBC [775, 776].

AnTHapuT™Muueckue npenaparsl | kinacca (Omokaro-
pBI HATPUEBBIX KAaHAJIOB) HE JOJKHBI Ha3HA4aTbCs MOCIE
nepeHeceHHoro uudapkra muokapaa [144], a rakxe y na-
nueHToB ¢ JKA BeieacTBUe opraHMyeckoro 3aboseBaHMs
cepana. Y Takux MalUeHTOB ClIeAyeT n3derarb npruMeHe-
HUSL ¥ JApyruX (HECepJeyHBIX) INpernaparoB, CHOCOOHBIX
0JIOKMpPOBATh HATPUEBbIC KaHAJIbI, B TOM YHCJIE TPUIUKIH-
YECKUX aHTUJCTIPECCAHTOB.

12.6.2. JlekapcTBeHHbIE B3aUMOJeHCTBUS

OTAeJILHBIX MPeNnapaToB H X COYeTAHMiT

MHorue HecepieuHbIe TpenapaTbl MOTY T OJIOKHPOBATh
KaJIMeBbIE KaHaJIbI M MOBBIIATh pucK pa3sutust ABXT-Tdp
y TIpeapacnoioKeHHBIX MalueHToB. HekoTopele mpoTuBo-
MHUKpOOHBIE TIpenaparbl, B TOM 4HCIe (TOPXHHOIOHBI U
MaKpOJIH/IbI, CYIIECTBEHHO YBEINYMBAIOT PUCK HAPYIICHUIH
putMa cepaua u emepti [ 140, 777-779]. Apyrue makponua-
HblE aHTUOMOTHKH, BKITFOYAst SPUTPOMULIMH U KJIAPUTPOMH-
LIMH, B METa0OJIM3Me KOTOPBIX y4acTByeT IuToxpom P450
3A4, noseimator puck noimmopduoi KT n cepreunoi
cMepTH, 0coOeHHO Y skeHIwH [780]. CornacHo mocneqHuM
JIAHHBIM, COYETAHWE WHIMOWUTOPOB PEHHH-aHTHOTCH3WHO-
BOW CHCTEMBI U aHTHOMOTHKOB, HAIIPUMEP KO-TPHMOKCA30-
J1a, y IAIMEHTOB C HEBBISIBIICHHOH THIIepKaIMEMHEH conpsi-
’KEHO ¢ noBbIIeHHbIM puckom BC [781].

[Tpenaparsl, criocoOHbIe OJIOKMPOBAaTH HATPHEBBIC
KaHanbl, B TOM YUCJIe TPUIMKINYECKHE aHTUAEIPECcCaH-
Thl, MOryT yanuHATh QRS u BeI3bIBaTh M3MeHeHus OKI,
CXOZIHBIE C TaKOBBIMU Ipu cuHpome bpyrana [782]. Kap-
JUOTOKCUYHOCTh AQHTPALMKIMHOB 3aBHCUT OT UX JO3BL
YeM BBIIIE KyMYJISITHBHAS /103, TEM BBIIIE PUCK PAa3BUTHS
KapIUOMHUOMATUH U CMEPTENBbHBIX aputMmuil [783, 784].
[Tpu neuennu S-ropypanmnom mMoxer BosHukare X B
CBSI3M CO CIMA3MOM KOpOHapHbIX aprepuid [785-787]. XKa-
6uit si1 (Oy(hOoTEeHNH) MOXKET OKa3bIBaTh TOKCHUECKOE Jieiic-
TBHE, CXOIHOE C JielicTBUEeM JUrokcuna [788], paBHO Kak U
IpenapaTsl Ha OCHOBE TPaB, BKIIIOYAs HANEpCTSHKY [789,
790]. Muorue apyrue npenaparbl TakyKe€ MOTYT BbI3bIBATh
Cra3M KOpOHapHBIX apTepuii [791-793].

IIpu nomo3peHnn Ha apUTMOTEHHOE JIEHCTBHE JeKap-
CTBEHHOTO Tpernapara, He3aBUCUMO OT TOro, Kakoi Impermna-
par Mmor BbI3bBath JIBXKT-Tdp, cnenyer no-Bo3mMoxxHOCTH
BO3/IEpKaThCs OT JIEKApCTBEHHOH Tepanuu. BHyTpuBeHHOE
BBEJICHUE Cylb(aTa MarHus MO3BOJISIET MOAABUTh AIN30/IbI
JABXT-Tdp, Hepenko 6e3 ykopouenus unrepsaia QT, naxe
y HaIEHTOB C HOPMAJILHOW KOHIIEHTPAIMEi MarHust B KPo-
BU [794]. Xopowmwmii sddexr B neuennn JBXKT-Tdp naer
BpEMEHHAsl KapAUOCTUMYIALuUs. MOXKHO HCHONb30BaTh
H30TMPOTEpeHON. Bo Beex cityuasix pekoMeHIyeTcs OTMEHa
npenapara (0B), CIIOCOOHBIX BbI3BaTh apUTMHUIO, U KOPPEK-
LIUST DJIEKTPOJIUTHBIX HAPYIICHHUH.

12.6.3. Puck apuTMOIeHHOrO 1eliCTBHUSA NPH

JIeYeHNH AaHTHAPUTMHYECKHMH NpenapaTraMu

AHTHAapUTMUYECKHE TpEenaparbl OKa3bIBAIOT HEIO-
CPE/ICTBEHHOE BJIMsHNME Ha MOHHBIC KaHaIbI cepaua. Tak,
¢nexanHu, nponadeHOH U XMHUIUH OJOKUPYIOT HATpH-
eBbIc KaHAIbI [795]. B OONBIINX KIMHAYESCKHX HCCICIO-
BaHusX, BKitovas uccienaoanuss CAST u CASH, ucnosnb-
30BaHHUE MPENapaTroB, OJOKUPYIONIMX HATPUEBBIC KaHAIbI,
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COTIPOBOYKAAJIOCH TOBBIIIICHUEM TTOKa3aTese! 1eTalbHOCTH
Cpe/u MalMeHTOB, paHee MepeHecnX HHPapKT MHOKapia
[144, 796]. AHamoruuHyr 3aKOHOMEPHOCTh HAONIONATH B
uccrenoBanusax ausonupamuna [373].Y OoNbHBIX CTOM-
koit JKT »Tn mpenaparbl MOTYT TPOBOLIMPOBATH YYallleHHE
MPUCTYNOB TaXUKApAUHU, KOTOPBIE C TPYAOM MOAJAOTCA
kapauosepcun [797, 798]. TennmeHnus x BO3pacTaHUIO
CMEpPTHOCTH MpPH MCIOIb30BAHUM MEKCUJIETHHA y 3THUX
OOJIBHBIX CTaTHCTUYCCKH HEOCTOBepHA[374]

[Tpumenenne D-coranona, CIOCOOHOTO YIUIMHSTH
nnrepsan QT (antmapurmuueckuii npenapar 111 knacca),
COTIPOBOXAAJIOCh HEKOTOPBIM YBEJTMUEHHEM CMEPTHOCTH B
6onpiiom PKU Ha nanmenrax, nepeHecnx HHMGapKT Mu-
okapna [152]. B uccnenoBanuu DIAMOND vy 3,3% nanu-
eHToB ¢ Tsokenoit XCH B mepBble 72 4 mocie Havasa Jjieye-
Hus nodermwmuaom nosisuinack JIBXKT [799]. Amuonapon
Bbi3biBaeT JIBXKT namHoro pexe, 4yem Jipyrue aHTHAPUT-
MUYecKue mpenaparsl, yuausstomme uarepsai QT [800],
onucansl ciaydyan nosBieHus DKI' npusHakoB cuHIpoMa
bpyrana mpu nedenun OIOKaTOpPOM HATPHUEBBIX KaHAJIOM
stanm3unoM (I C ximace) [801].

Bpaauaputmun SBISIIOTCS. OOBIYHBIM U OXKHIAAEMbIM
(dapmaxonornyeckuM 3(p(HeKToM IUroKCHHA, Beparammuia,
JITHa3eMa U OeTa-aJpeHOOI0KaTOpOB. YCHIIEHHE Mpen-
CEpJIHOM, Y3JI0BOM WM IKETYIOYKOBOW aBTOMATHUECKON
AKTUBHOCTH, 4acTo B coueTaHuu ¢ AB-Onokaiol siBistoTest
TUMUYHBIMU MTPOSIBICHUSIMU JUTUTAINCHOW HMHTOKCHKAIIMH.

B OonblmHCTBE CitydyaeB, JICUCHHE 3aKJIIOYACTCsl B
OTMEHE Ipenapara, TIIaTelbHOM HaOJIOJIeHHN 3a ceplied-
HBIM PUTMOM U MOAJICP’)KaHUH HOPMAJIbHON KOHIIEHTPALMN
KaJIUsl B CHIBOPOTKE. BHyTpHBeHHOe BBereHHE cyibdara
MarHusi ¥ BpeMeHHasl KapAUOCTUMYJISLS MOTYT JIaTh I10JI0-
JKUTENbHBIC Pe3ynbTaThl [794]. MOXKHO HCTIONB30BaTh U30MI-
POTEPEHO, KOTOPBIH YBEIMYMBACT YaCTOTY CEPJICUHBIX CO-
KpalleHuil ¥ COKpaIlaeT NPOoAOKUTEIBHOCTh MOTEHIHAA
JICMCTBHS KapTUOMHOLIUTOB KEITyA0UKOB, YCKOPSS PEHOJs-
puzanmio 1 ykopauuBas uHrepBain QT, mpensTcTByeT, Tem
cambiM, passututo JIBXKT-Tdp [794, 802-804].

12.6.4. ITyckoBble (haKTOPBI KeJIYI0YKOBBIX

apuTMuii

OnuncaHo HECKOJIBKO MyCKOBBIX (PaKTOPOB, KOTOpBIE
MoryT nposo1uposats KA u BCC: runoxanuemus (<3,5
MMOJIb), OBICTPOE MOBBIIIEHHE BHEKJIETOYHOW KOHIICH-
Tpanuu Kanus u runomaruuemus [805, 806]. [mnomaruu-
eMHsl SIBJISIETCSI IUPOKO M3BECTHBIM ITyCKOBBIM (hakTopoM
nonumopduoit KT wu ABXKT-TdP, nostomy B neueHnn
9THX BUIOB TaxXMKapJHM{ UCIIOJB3YIOT B/B BBEIICHHUE Mar-
Hust cyabdara ¢ xopomum dddexrom [807, 808]. I'umo-
KaJMeMHsi B COUYCTaHUM C TMIIOMarHueMued wiu 0e3 Hee
MOXeET ObITh MpuarHON JKA y O0JBHBIX apTepHaIbHON I'H-
MEepTeH3UeN U 3aCTOMHOI cepAeUHO HeT0CTaTOUHOCTHIO;
OHa erre OoJiee yCyryonsieTcsi B CBSI3H C IPUMCHEHUECM TH-
A3UJIHBIX U METIeBbIX quypeTukoB [807]. MHorue apyrue
¢axTopsl MoryT npoBoiupoBats KA u BCC, B ToM umc-
ne OpaauMKapus, UIIEMHs, ClIa3M KOPOHApHBIX apTepuil,
TpOoMOO03 U JUTUTEIILHOE HU3HYpUTEIbHOE rooganue [809],
a Tak)Ke OCTpasl aJKOTOJIbHAsi MHTOKCHKAIMs/ aOCTUHEHT-
Heiid cuuapom [810, 811]. Padora MKJ] u CPT-J] Takxke
MOXET NpoBoLUPOBaTh nosisneHue KA [812-814].

Bo Bcex ciydasx apUTMOrEHHOTO AEHCTBHS PEKO-
MEHJlyeTcsl OTMEHa Ipemnapara(-0B), KOTOPbIE MOIIU BbI-
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3BaTh ApPUTMHUIO, U KOPPEKIHUS BO3MOXKHBIX AIICKTPOJIUT-
HBIX HapyIIeHUIl.

12.7. BCC nocne mpancnaanmayuu cepouya

Bo MHOTHMX KITMHUYECKUX MCCIEAOBaHUAX HAOIIOAa-
JIM I0CTAaTOYHO BBICOKYIO uyactory BC mocne TpaHcmiaH-
taruu cepana (>10% perunuentor) [815]. Y HekoTOpBIX
nanyeHToB BC MOXXET HACTYNHTH 1OCIIE HECKOJIBKUX SITH-
30/10B TSDKEJIOTO OTTOP)KEHHSI TPAHCIUIAHTaTa.

OcTpoe OTTOPKEHHE MOKET CONPOBOXKAATHCS Hapy-
LIEHUSIMH Pa0OTBI TPOBOMSIICH CUCTEMBI CEp/Ilia, YTO BEJIET
k pasButuio KA u BC. ¥V Takux namueHTOB BBICOK PUCK
Pa3BUTHSI aPUTMHUI BO BPEMS TeMOJIMHAMHYECKOTO CTpecca
- mpu remoauanuse wim mwiasmadepese [816]. Ilpu maro-
JIOTOAHATOMHYECKOM HCCIIEJIOBAHUN Yy OOJIBIIMHCTBA JIMIL,
MEPEHECIINX TPAHCIUIAHTAIINIO CePJIlia U YMEPIINX BHE3aIl-
HO, HaXOJIWJIH TTOpa)KEHHE KOPOHAPHBIX apTepHil; CMEPTh B
TaKMX CIy4asiXx MOXKET OBITh CBsi3aHA C TUIIEPKAIHEMHEH,
reMOJIMaIN30M WM I1a3Madepe3oM, KOTOpPbIE BBICTYIIAIOT
B Ka4yecTBE MPOBOLUPYIONHX (DAKTOPOB, JIMOO MUMETH Mpe-
MMYILECTBEHHO apUTMHYECKHI XapakTep. Y HEKOTOPBIX Ia-
LIMEHTOB C BHICOKUM PHCKOM TIOCIIE TPAHCIUIAHTALIMN CEP/-
11a MOXeT OBITh IesiecoodpasHo npumenenue UKJI [817].

12.8. BCCy cnopmcmenos

Puck BOC/BCC HaMHOTO BBIIIE CPEIU CIIOPTCME-
HOB [0 CPAaBHEHUIO C JPYTMMH JIMIIAMH TOTO K€ BO3pac-
Ta, HE 3aHMMAOUIUXCS NPO(ECCHOHATIBHBIM CIIOPTOM
[32]: ronoBast wacrora BCC y MOJOABIX CIIOPTCMEHOB B
Bo3pacre 10 35 set xonebnercs or 0,7 no 3,0 ciyyaeB Ha
100 000 cnoprcmenoB [821]. Cpeau ciopTCMEHOB CTap-
ILIIEr0 BO3pAcTa TOT MO0KA3aTeNb CIIe BBIIIE U YBEINYMBa-
eTCsl MPONOPIMOHATBHO Bo3pacTy [822]. MHTEHCHBHOCTh
(U3MUECKUX HAarpy30K M BO3pAcT CIOPTCMEHA SIBIISIFOTCS
OCHOBHBIMH (DaKTOpaMHy PUCKa.

CampiMu  yacTeiMu  mpuunHamu BC y  Momnombix
CIIOPTCMEHOB  SIBIISIFOTCSI  HACJIE/JICTBEHHBIC apPUTMOTCHHBIC
3a0oneBanus (kapauomuorniatid W Kanamonaruu) U MBC
(BpokaeHHas WM nproOpeTeHHas). B AMepukaHckoM Ha-
roHasbHOM peructpe BC cpeam cropTcMeHOB, KOTOPBIH
obu1 opranm3oBaH B 1980-x romax B Wuctutyte Cepmia
r. Munnearnonuc, 3a 27 net HaOmoneHus 3a(UKCHPOBAHO
1866 ciyuaeB BC cpenu crioprcmeHoB B Bozpacte 10 40 Jier.
ITpu aT0M 36% Beex cirydaeB BC Oblin cBSI3aHBI € MOTBEPIK-
JICHHBIMHU CEPJICYHO-COCYTUCTBIMH 3a00JIEBAHHSIMH, M3 KOTO-
pbix cambiMi gactbiMu Obu ['KMIT (36%), BpokieHHBIE
aHOMAJTK KOpoHapHbIX aprepuii (17%), muokapmut (6%),
AKITX (4%) u xananonaruu (3,6%) [33]. OnHako TaHHBIC
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o crarucrrke BCC B criopre MpOTHBOPEYMBEL, YaCTO 3aBUCST
OT KPHTEPUEB BKIIIOYEHHUS, 00beMa M MHTEPIPETAlH MOC-
MEpPTHBIX M3MEHEHHIT 1 Ipyrux (akropos [823].

B uranesHckoMm pernone Benero B mepuon ¢ 1979
r. 1o 1999 r. mpoBenu NPOCHEKTUBHOE KOTOPTHOE HCCIIe-
JIOBaHUE, B KOTOPOM Y4acCTBOBAJM JiMIa Miajaue 36 JeT,
3aHAThIE B COPEBHOBATENILHBIX BUax cropra. Camoi yac-
toi npuunHoii BCC B atom uccnenoBanuu O0buta AKIDK
(24%), nocne uvero cnenosanu MBC arepockiepoTryecko-
ro rexesa (20%), aHoManabHOE OTXOXKJEHHE KOPOHAPHBIX
aprepuii (14%) u nponarc mutpanbHoro kiamana (12%)
[32]. Cpenu cnoprcmeHoB cTapiiero Bospacta (>35-40
ner) 6onee nosoBunbl ciydaeB BCC 0Ob110 cBsizano ¢ UBC,
Kak ¥ B o0Omiei nomymsiuu [35]. OaHako Ha0 OTMETHUTH,
YTO 32 TOCJIEIHUE TO/IbI CYIIECTBEHHO N3MEHUIINCH B3IISI-
nel Ha reHe3 BCC y cnopremenoB. Eciu 20-30 et Hazan,
CUUTAJIOCH, YTO B OOJILIIMHCTBE CIIy4yacB B OCHOBE CMEp-
TH JISKUT HEBBISIBJICHHAs NIPU JKU3HM TUIEPTpOpHUYECKas
KapAMOMHUONATHST WM apUTMOTCHHAs KapJMOMHOIATHs
ITK [32, 33], To B HacTosee Bpemst B 32-36% cityuaeB Ha
BCKPBITUHM HE BBIABISIETCS OYEBHIHAS MOpQOIOrHyecKas
MIPUYMHA CMEPTH Y MOIOBIX amieToB [824, 825]. Ilo nan-
HBIM aMepHKaHCKoH arnerudeckoi accoruanuu I'KMII B
crpykrype BCC y cnoprcMeHoB 3aHuMaeT 6%, CTOJIBKO XKe
- CYUQT [824], npumMepHO TakHe e MPOMOPIUH JTaHbl
B MaciiTaOHOM SIHIEMHOJIOTHYECKOM HCCIICIOBAaHHH BO
Opanruu [825]: 'KMIT kak npuuraa BCC y Monoasix (1o
35 net) aTaeToB BOBJICUCHHBIX B COPEBHOBATENILHBIN CIIOPT
cocrauina 10%, CYUQT - 2%.

Heckonbko ommnuarorcsi AaHHble [epMaHCKoro pe-
ructpa BCC, cBs3anHOll ¢ ¢(u3nyeckoil aKTUBHOCTHIO.
Amnammsupyst 144 ciyuas BCC BbIsiBIICHO, YTO OOJBIIMHC-
TBO CMEPTEH pEerucTpUpoOBaIOCh y MyxuuH (97%) B cpen-
Heilt Bo3pacTHOH rpymme (50-59 ner), 3aaelicTBOBaHHON B
HECOPEBHOBATEINILHBIX JIIOOUTEIBCKUX BUIAX CIIOPTHBHOU
AKTMBHOCTH (CPEAHUI BO3paCT B TPYyIIE NOTHONIMX B Iie-
soMm ObT 46,8 + 16,2 roga) [826]. B cTpyKType BBISBICH-
HOM Ha ayTOIICHHM AaTOJIOTUH BO BCEX BO3pacTax rpeoodia-
JlaJl HEOTpe/IeJICHHbBIN BapuaHT 3akimtoueHus (38%), 28%
COCTaBWJIM 3a00JICBaHUsI KOPOHAPHBIX COCYIoB U 15%
- BO3MOJKHBIE 3a00JIeBaHUSI KOPOHAPHBIX COCYHOB, 8% MHU-
okapauThl, 2% BHe3amHas HEOObsiICHUMasi cMepTh U 1%
KaHajonariu. B rpynme monoxe 35 sieT Ha ayTOIICHH TIpe-
o0Jaiam MUOKapIUThI ¥ 3aKJIF0YEHUE O HEONpeIeICHHON
npupose cmept (24 u 28% COOTBETCTBEHHO), KOPOHAp-
Hble 3a00seBanus - 16%, KapAMOMHONIATHN W BHE3aIHas

Pexomenoauusn

VY BCex CHOPTCMEHOB PEKOMEH/TyeTCsl TIIATEeIbHBIA cOOp aHaMHe3a JUIsl BEISIBIICHUS] OCHOBHOTO CEPAEYHO-COCYIHCTOTO
3a0oJieBaHus, HAPYIIEHUH puTMa, 0OMOPOKOB it cemeitHoro anamueza BCC (IC [M3)).

Hue sxokapauorpadun u(wiu) MPT (IC [MD]).

IIpu BesIBNeHNM n3MeHeHni Ha OKI, yka3pIBarolUX Ha CTPYKTYPHYIO MATONOTHIO CEPAIla, PEKOMEHIyeTCs BBIITOIHE-

CrnemyeTr paccMOTpeTh BeIIOTHEHHE 0011ero ocMoTpa i DKI' B 12-Ti OTBeeHHSIX B TIOKOE B KaYECTBE CKPHHHUHTA MO-
JIOJIBIX CIIOPTCMEHOB Tiepen copeBHoBanusaMH ([1aC [MD]).

Crientyet paccMOTPeTh CKPUHUHIOBOE 00CIICI0BAHUE JIML] CPEJHET0 BO3PACTa, 3aHSTHIX B BUJIAX CIIOPTa C BHICOKUMH Ha-
rpy3KaMH, KOTOpPOE BKITFOYAET cOOp aHaMHe3a, 00mmunii ocMoTp, oreHKy 1o mkaie SCORE u OKI B mokoe (ITaC [817]).

HeoOxomumo o0yuenue repcoHaa CriopTUBHBIX LIEHTPOB JICHCTBHUSIM B CITy4Yae SKCTPEHHBIX CHTYallUi, TPOBEIEHHIO cep-
JICYHO-JIETOYHOW peaHrMAalliK 1 UCIIOJIb30BAaHUIO aBTOMATHUECKHX HapyXHbIX aepuopuusitopos (IIaC [195, 818]).
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HeoOBsiIcHUMasi cMepTh - 1o 14%, kaHanmonaruu (peumy-
mecTBeHHO cuuapoM bpyrana) - 2%.

CKpHHMHT TIepejl y4acTHEM B COPEBHOBAHUSIX SIBIIS-
ercst appextuBHBIM MeTofoM npodunaktukn BCC [827],
OJIHAKO TPOrpaMMbl CKPHHHUHIA CYLIECTBEHHO OTJIMYAIOT-
csl B pa3HbIX eBponeiickux crpaHax u B CIHA [828]. Kap-
JIMOJIOTMYECKUI CKPUHUHT JIOJDKEH YUYHMTBIBATH BO3pacTa
CIIOPTCMEHA U XapaKTepHBbIE JUIsl JaHHOTO Bo3pacTa (hakro-
PBI pUCKa. Y MOJIOZBIX CIIOPTCMEHOB (<35 JIeT) CKpUHUHT
JIOJDKEH OBITh HAIIPaBJICH Ha BBISBICHUE HACJIE/ICTBEHHBIX
KapIMOMHUOMATUI U KaHanonatuil (cM. pasaenst 8§ u 9). Y
CIIOPTCMEHOB CTapIIero Bo3pacTa caMoOl YacTol MpUYMHON
BCC sBnsiercst UBC, mosToMy CKpHHHHT JIOJDKEH OBITh Ha-
MpaBJieH Ha BbIsIBIIEHHE Npu3HaKoB uiiemud [§29]. EBponeit-
CKasl accoluanyst o MpoQuIIaKTUKE CepIEeIHO-COCYTUCTHIX
3aboneBannii n peabwmmranmu (EACPR) omyOnukosana
pPEKOMEH/AlMK 110 KapJHOJIOTHYECKOMY CKPHHHHIY JIUIL
CPEJHEro ¥ MOXKUJIOTO BO3PACTA, 3aHSATHIX JIOOUTEIbCKUMHU
Bugamu cropta [829]. A. Menafoglio ¢ coasr. [818] ore-
HWIHM TPYJ03aTparhl, pe3y/IbTaTHBHOCTh U YIKOHOMHYECKHE
H3AEP’KKU 3TOM MPEBEHTUBHOM cTparerun y 785 cnoprcme-
HOB B Bo3pacTe 35-65 JeT, NPaKTUKYIOIIUX BUABI CIOPTA C
BBICOKMMH Harpy3kamu. [1o pe3yisraram Takoro CKpHHHHTA
HOBOE, paHee He IMarHOCTHPOBAHHOE 3a00JIeBaHHE Cep/iey-
HO-COCY/IUCTOM CHCTEMbI OBIIO BbIsIBICHO Y 2,8% crioprt-
CMEHOB; YKOHOMHUYECKUE U3JIePKKU cocTaBmin 199 nomnna-
pos CIIIA nHa ogHOTO CriopTcMeHa. ABTOPBI UCCIIEAOBAHUS
CUMTAIOT, YTO TAaKOW CKPUHHUHT SIBIISIETCSI 11€1€CO00pa3HbIM
U TipyueMIIeMbIM 10 3atparamu [818].

Crenyer OTMETHUTh BaKHOCTH OOYYEHHUS] TPEHEPOB
U TIEpCOHaJIa CIIOPTHBHBIX LIEHTPOB JCHCTBUSIM B Cllydae
9KCTPEHHBIX CUTYallWii, POBEJICHNUIO CEPACUHO-JIEIOYHON
peaHuMalKi ¥ MCIOJIb30BAaHUIO aBTOMATHUECKUX HapykK-
HbIX AedudpuusiTopos [195, 819].

12.9. Cunopom Bonvgpa-Ilapkuncona-Yaiima

Cunnpom Bonbda-ITapkuacona-Yaiita (WPW-cun-
IpoM) - noctarouHo penkas npuurHa BCC, Ha ero nomto
npuxoutcs ot 0,05% o 0,2% cnyuaes B rox [831]. BCC
MOXKeT HacTymnaTh Kak cienctsue @II ¢ BEICOKOI 4acToToM
MIPOBEICHUSI UMITYJIECOB Ha JKEIYJOUKHU I10 JIOTOJHNUTEIb-
HoMy myTH ¢ pasButueM DX [832]. OcHOBHBIM (haKTOpOM
pucka BCC sBisiercst NpHCYTCTBHE JOIOIHHUTEIHLHOTO
IyTH ¢ KOPOTKUM aHTErPaJHbIM pePpaKTepHbIM IEPHO-
JgoM. Ilo naHHBIM HPOCHEKTHBHOIO PErucTpa, 3a 8 JeT
HaOmonennst 3a 2169 naumentamu ¢ WPW-cunapomom,
BCC nacrynana npexzae Bcero y O0JbHBIX C aHTETPaHbIM
pedpaKTepHBIM MEPUOIOM JONOJIHUTEIBLHOTO 1yt <240
MC 'y OOJIBHBIX C MPEACEPIHO-KETYI0UKOBON PEIUITPOK-
HOH Taxukapauei, nannuupyromei OII [830].

Bcem nanuentam ¢ WPW-cunapomom, peaHuMupo-
BaHHBIM I10CJIE OCTaHOBKH cep/ua B cBsizu ¢ OII u BbIco-
KOW 4acTOTOHM NPOBEICHUSI UMITYJILCOB Ha JKEIIYIOUYKH IO
JIONIOJIHUTENBHOMY TyTH ¢ pa3ButueM OXK, pekomeH0Ba-
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HO D®U u karetepHas abmanus [833]. Llenecoobpa3HocTh
BoimoytHeHuss DU u abmanuu Takxke CIIAyeT PaccMOT-
peTh y OONBbHBIX ¢ KIMHUYECKOW CHMITOMATHKOM (0OMO-
POKH, yYaleHHOE cepaneoueHue) u(mim) pedpakTepHbIM
MepHOOM JonoiaHuTenbHOro Myt <240 Mc [830]. DOU B
TaKUX CIIydasx BKIIOYAeT N3MEpPEeHUe Hanboee KOpOTKOTo
nHTepBana RR Mexny jkemylouKOBBIMH KOMIUIEKCAMH C
NIPU3HAKaMU TPEBO30YKICHHST BO BpEMsl MH/YIIMPOBAH-
Hoit @I (nnm HanbGonee kopoTkoro uHTepBaia RR mMexny
JKEITYJJOUKOBBIMH KOMIUIEKCAMHU C TPH3HAKaMU MPEIBO3-
Oy>K/IeHHs BO BpEeMsl 4acTOW CTHMYISILUH TPEACepAnii),
OIpeZieJIeHUe KOJIMYEeCTBA M JIOKAIM3AIMK  JIOTOJIHH-
TEJILHBIX ITyTEH, XapaKTepPUCTUKH aHTETPaJHOTO U PETPO-
rpagHoro 3((eKTUBHBIX pedpaKTEPHBIX MEPHOIOB JIO-
TIOJIHUTENBHBIX IyTel 1 AB-y3na, a Taioke 3 QpekTHBHOTO
pedpaxrepHOro neproa KeIya04KoB, U3MEPEHHBIX MpH
HECKOJIbKMX 3HAYEHHSIX JUIMHBI HaBSI3aHHOTO CEPJCYHOTO
nukoia. [Tanuenram ¢ WPW-cunipomom cienyer usberarsb
JICYeHUsI aHTATOHUCTAMH KaJbLUs (BEparaMuil) U JUTOK-
CHHOM, MIOCKOJIBKY 3TH ITIperaparbl MOTYT MOTEHIMPOBATh
aHTErpaJiHOE MPOBEJACHUE MO JOTOTHUTEILHOMY MY TH .

12.10. Ilpogunaxmurxa BCC ¢ noscunom

go3pacme

Ilpu Ha3HAYEHUM AHTUAPUTMHUCCKUX MpPEHapaToB
MOXIJIBIM TAIIMCHTAM YYHUTHIBAIOT CHIDKCHHE (DYHKIIHO-
HaJIbHOI aKTMBHOCTH TOYEK M IEUYEHOYHOIo KIMpPEHCa,
M3MEHEHHMsI COCTaBa TKaHEH Tella M HAJIMYUe COIyTCTBYIO-
mux 3aboneBanuii. Taxke cieayeT MOMHHUTh O PHCKE Jie-
KapCTBEHHBIX B3aMMOIEWUCTBUH W TpH HEOOXOIUMOCTH
KOPPEKTUPOBaTh /103y npernapara(oB). [ToxxunbiM nanyes-
Tam, TepeHecnM MH(ApKT MUOKapAa, MpHU OTCYTCTBHU
MIPOTUBOIIOKA3aHUH 11es1eco00pa3Ho Ha3HAYaTh OeTa-aape-
HOOJIOKaTopkl, KoTopble yMeHbmatoT puck BCC B Bo3pac-
Te nocie 65 net [834].

WKJ] o4yeHb 4acTO HCIONB3YIOTCS Yy MOKHIBIX ITa-
LIMEHTOB; PE3yJIbTaThl aHaJlM3a IO MOATrpYyNIaM B HcClie-
noBanusix AVID u MADIT-II cBuieTensCTBYIOT O paBHOMA
nonb3e K] y Mononsix 1 mokuiibix naruentos [70, 168].
Mera-aHanu3 1o pe3ylibraraM HMCCICAOBaHMN MO MEepBHY-
Hoit npodmnaktrke BCC (MUSTT, MADIT-II, DEFINITE
n SCD-HeFT) nokazan, uro UK/ cumkaer o0uryto cmept-
HOCTb CPE/IM TAlMEHTOB B BO3pacTe =75 JIET NMpH OTCYT-
CTBUM OCJIOKHEHUH, CBS3aHHBIX C 3THM ycTpoiictBoMm (OP
0,73 [95% 110,51, 0,974], p=10,03) [835]. OmHako aBTOpHI
JIpyroro Mera-aHanusa npennonoxuny, uro MKJ[ moxer
ObITh MeHee AP (HEKTUBEH Y MOKUIIBIX MALMEHTOB C TSHKEION
mucoynkuuert JOK (OP 0,75 [95% JU 0,61, 0,91]) [836].
CortacHO aHanM3y OOBEAMHEHHBIX JaHHBIX MCCIIEOBAHUN
BropuyHoii npodunakruku (AVID, CASH u CIDS), UK]]
TMO3BOJISIET CYIIECTBEHHO YMEHBIINTH OOIIYI0 CMEPTHOCTH
U YHCII0 apUTMUYECKHX CMEpTEH y MalleHTOB B BO3pacTe
<75 net, HO He y marMeHToB B Bo3pacte >75 yet (OP ms
obmeit cmepraoctu 1,06 [95% AU 0,69, 1,64], p = 0,79;

Pexomenoauusn

Jeuenue oonvnvix ¢ cunopomom Bonvgpa-Ilapkuncona-Yaiima

Bcem manmerram ¢ WPW-cuHIpoMoM, peaHUMIPOBaHHBIM ITOCIIC BHE3AIMHOW OCTaHOBKH cepana B cBsi3u ¢ OIT u Obic-
TPBIM TIPOBEICHUEM II0 TOTIOHUTEIBHOMY Ty TH ¢ pazButrueM DK, pexomennoBana karerepHas admarwus (IB [830]).

nononHuTeNnbHOro myTH <240 mc (I1aB [830]).

AOnanmio Takxe ciieyeT pacCMOTPETh y OOJIBHBIX ¢ KIIMHUYECKOW CHMIITOMATHKON M(MITN) pedpaKkTepHBIM IIEPHOIOM
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OP nnst aputmuueckoit cmeptHoctu 0,90 [95% AU 0,42,
1,95], p = 0,79) [837]. ObOcepBallMOHHBIC UCCICIOBAHUS U
PETUCTPEI O MEPBUYHON MPODIITAKTUKE CBUICTCILCTBYIOT,
YTO HE CJEAYET OTKa3bIBaThesi OT yctaHOBKU MK]I Tonbko
Ha OCHOBAaHWU Bo3pacTa nanueHTa [838, 839].

Penrenne 06 ycranoke K] cienyer npuHuMarh ¢
YYETOM MOCICICTBHUIA /Il KauecTBa JKU3HU IMalueHra. B
noxgucciienosanun MADIT-II He ObUIO OTMEYEHO 3HAYU-
MOTO YMCHBIIICHUS YK CIIa JIET KHU3HH C YIETOM e KauecTBa
JUTsl TAlMEHTOB B Bo3pacte >65 jet [840]. B uenom, Bo3-
pacT He SBJISICTCS KPUTCPUCM, KOTOPBIA OMPEICIACT MPH-
menenue MKJI: HekoTopble MOXKUIIBIE JIOAU, YMUPAIOIINE
BHE3aITHO, MOTYT UMETh XOPOIIUH (hYHKIIMOHAIBHBIN CTa-
TyC JaXke 3a MecsI 10 cBoeit cmeptu [841]. JJomyckaercs
OTKJIOHCHHE OT CTaHAPTHBIX PEKOMCH/IAIMH 110 TPUMCHE-
Huto VK] Ha 0CHOBaHUM KJIMHUYCCKOTO CYXKICHHUS Jicua-
LIETO Bpayva M JKeJIaHWs MAIlMeHTa H(WIN) ero OJIM3KHX.

12.11. Tepmunanvuvie cocmoanus

VY GONBHBIX B TEPMUHAILHOM COCTOSIHUH 9acTO BO3-
HUKAIOT TPOIECCHI, MPEApacroarallme K pPa3BUTHIO
apuUTMUI (TUTIOKCHUS, 00JIb, HAPYIICHUS JICKTPOIUTHOTO
Oamanca); moutu 20% TepmuHanbpHO O60sbHBIX ¢ UK nc-
MBITHIBAIOT YaCThIC cpabaThIBAHUS YCTPOHCTBA B TOCICI-
HHE HeJleau cBoel xu3Hu [842, 844, 845].

BakHbIil acriekT BeJICHUS TaKUX OOJIBHBIX, KOTOPBIM
4acTo MPEHEOPEraroT, 3aKIFYacTCs B 00CYKICHUH JICaK-
tuBatmu MKJI ¢ manueHToM ¥ ero OU3KUMU, 4TOOBI H30e-
JKaTh JIIITHETO CTpecca U OONU Il YMUPAIOIIETO YeI0Be-
ka. B aToM Bompoce penaroiiee 3HaueHue UMEIOT JINYHbIE
MOXKEJIAaHHS MTAlUCHTA, U CICAYET B PABHOM CTCIICHH TPH-
HUMaTh Kak HH()OPMHPOBAHHOE COTNIACHEe, TaK U WH(OP-
MUpPOBaHHBIN oTKa3 oT AeaktuBanuu MK/, Ecau nanuent
HE CIIOCOOCH MPUHSITH TaKOC PEUICHUE CaMOCTOSITEIBHO,
9TO JOJDKEH CJAeNlaTh €r0 POACTBEHHUK WU MHOE YIMOJ-
HOMOYCHHOC JTUII0, OO CIIENyeT MPUACPIKUBATHCS BOJH
0OJIBHOTO, YKa3aHHOU B 3aBCIIAHUM, CCIIH TAKOBOC MMCET-
cs1 [842, 845, 846]. YuuTbiBas CIOXKHOCTH 3TOTO BOMpOCa,
MBI PEKOMEHIyeM OOPaTUTHCS K JIOKYMCHTaM, B KOTOPBIX
MIPUBOJIATCS PEKOMEH/IAINH 110 IPUHSATHIO PEIICHUS O Jie-
aktuBanuu UK [842, 846]. UK]] neakTUBUPYIOT MyTEM
MPOrPaMMHUPOBAHMUSI, & €CIIA 3TO HEBO3MOXKHO, IPUKJIABI-
BAIOT MarHUT NPSIMO MOBEpX ycTpoiicTBa. MHorna neneco-
00pa3HO JICaKTUBUPOBATH TOJILKO aHTHUTAXHKAPAUICCKYIO
(YHKIUIO U OCTaBHUTh OpaJMKAPIUYCCKYIO CTHMYJISIIHIO,
YTOOBI HE JIOMYCTHTh YXY/IICHHS CUMIITOMOB.

13. 3AK/IIOYEHUE

3adactyro, BCC MOXeT OBITh IEPBBIM H TOCICIHUM
TIPOSIBIICHUEM 3a00JI€BaHUsI CEpAlla, MOATOMY BBISBICHHE
0onmBHBIX ¢ BBICOKMM puckoM BC octaercst dmmocopcknm
KaMHEM AapuTMOJIOTMM ¥ MHOTHX APYTHX HallpaBJICHUN
COBPEMEHHOW MEIUIMHCKON HayKu. OYeBHIHO, YTO YpO-
BEHb COBPEMEHHOW CTpaTH()UKAMM PUCKA C TOMOIIBIO
MHTEPBEHIIMOHHBIX M HEMHTEPBEHIIMOHHBIX METOIOB, HE

Beoenue nauuenmoeé 6 mepmunajibHoOM COCmoOAHUU
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COOTBETCTBYET KOHLENIMM MEPBUYHON NPOPUIAKTHKA
BCC. HeobxomumMo pa3BuBarh, CyIIECTBYIONIHE METOIbI 1
cozzaBaTh HOBbIe MeTonbl cTparudukanuu pucka BCC, B
TOM YHCJIE COCTaBJIeHHWe reHeruueckoro mpodust, OKI-
CKPUHUHT ¥ METOAbl Bu3yanuzanuu. Ceroiss, TpedyoTcs
HOBBIE METOJIbI M HOBBIE MOJIXOJIbI, KOTOPBIE Oy/IyT y/IOBJIET-
BOPSATH TPEOOBAHMSM BBICOKOW TOYHOCTH HPOTrHO3UPOBA-
HHSI, BOSMO)KHOCTSIM MacCOBOTO MCIIOJIb30BaHHsI, IPU OTHO-
CHUTEITbHO HEBBICOKOH CTOMMOCTH X NprMeHeHus. Kpaitne
BOKHO 00ecreynTh dPPEKTUBHYIO CUCTEMY MEIHUIIHCKON
nomon sxepream BOC, kotopast no3Bosmia Obl yaydIInuTh
UX BBDKHBaeMOCTb. J{isi 3TOro, HEOOXOOMMO TPOBECHHE
MCCIIE/IOBAaHUH, KOTOPBIE TIO3BOJISIT ONPEACIUTH ONTHMAITb-
HYIO CTPYKTYPY MEAMIIMHCKOM IMOMOIIY TaKKM TallHeHTaM,
BKJIIOYAs! IOTOCTIMTAIBHBIA ¥ TOCIHUTAIBHBIN TaIIbL.

Hawubonee 3naunmbiM (akropom B mpodieme BOC/
BCC sBnsietcss Monomoit Bo3pacTt manueHToB. M3BecTHO,
YTO ITMK JIAHHOTO SIBJICHMS IIPUXOAUTCS Ha BO3PACTHYIO
rpyniy ot 35 mo 45 5et - Bo3pacT paciBeTa TPYIOBOH U
TBOPYECKOW aKTHMBHOCTH uenioBeka. CerojHs, omnpesesieH-
HO MOXXHO KOHCTAaTHpOBaTh TEHJCHIMIO K OMOJIOXKEHHIO
BO3pACTHBIX MoKa3zareneit cpeau xkeptB BCC, uto siBnsiercst
TPEBOXKHBIM 3HAKOM, TPEOYIOIIUM 3HAYUTENIBHBIX YCHIIHN
M0 W3YYEHHIO W TPEJOTBPAILCHUIO JAHHOTO sBjeHHs. B
Oosee uem monoBuHe ciaydace BOC, maieHThl UMEIOT CO-
xpannyto dynkuuto JIK, xorna mexanuszme BOC/BCC oc-
TAIOTCSI HEPACIIO3HAHHBIMH, KOTJIa Ay TOTICHSI HE MOXKET JaTh
OITPEeIeNICHHOTO 3aKJIIOUCHUS, MM KOT/IA, K COXKAJICHUIO, UC-
MOJIB3YIOTCS 11A0JIOHHBIE 3AKIIIOYEHUSI, YBOASAIINE OT yCTa-
HOBJICHUSI UCTUHBL. [103TOMY HEOOXOIMMBI MCCIICIOBAHUS,
KOTOpBIE ITOMOTYT TIOHATh MEXaHM3Mbl BO3HUKHOBeHMsT BC
NIPY OTCYTCTBHH IMarHOCTHPOBAHHOTO 3a00JIEBaHMS CepILia
n npu coxpannoii Gynkrmu JOK. [TonoGHbIe nccnenoBanms,
HEBO3MOXKHBI 0€3 MEKIMCUUIUIMHAPHOTO COTPYIHUYECTBA
W Y4acTusl CHELUHUAJINCTOB Pa3HBIX HalpaBieHHH NpaKTH-
YEeCKOM MEIUIIMHBI U MEAMIMHCKON Hayku. B pesymbrare,
MBI JIOJDKHBI IOJIYYHUTh paHHee U 3(Q(EKTHBHOE BBISBICHHE
MAIMEHTOB C HACIIEJICTBEHHBIMU KapJHOMHOIIATUsIMU 1 Ha-
CJIC/ICTBEHHBIMU apPUTMOTCHHBIMH 3200JICBaHUSIMU, HOBBIC
NPUHIMIBL cTpaThduKaimu pucka BC y manueHTos ¢ auc-
¢dyuakuueit JOK, a taxoke meTop! onenku pucka BC cpenun
MAIUEHTOB ¢ coxpanHoi (ynkuuei JIK.

B 3axiouenue, cienyer emie pa3 MOBTOPHTH, YTO
BCC 6buta n ocraercsi ofHOH M3 BaKHEHIINX TPOOIEM
MEUIMHBI ¥ 3paBOOXPaHEHHMs JJIsl OOJNBIIMHCTBA HHIYC-
TPHAIBHO Pa3BUTHIX cTpaH. Oco0yr0 BaXKHOCTH Ipodiiema
npuodperaeT B cBeTe pe)opMbl OTEUECTBEHHOTO 3/IpaBO-
OXpaHEHHs, KOTJ]a MHOTOE MPEACTOUT eIle C/IeNaTh, YTOOBI
obecrieunts 3ddexTrBHy0 cucremy npoduiakrukn BC
W OKa3aHWs IEePBOH IOMOIIM MPH BHE3AITHOW OCTaHOBKE
KpPOBOOOpAIIICHHSI.

Pabora nan Knunnueckumu PexomeHparmsmu, rmo-
CBSIILICHHBIM CTOJIb CJIOKHOM M MHOTOTPaHHOH Ipodiieme,
kaxoBoii siBissercss BCC, moka3ana HeoOX0MUMOCTh MEK-

Pexomenoauusn

O6cyxnenns neaxruBanuu UKJ] mpu TepMUHAIBHOM COCTOSIHUH CIIE/IyeT pacCMOTpeTh etie 10 ycranoBku K] u Bo
BpeMsI KpUTHYECKUX TepronoB B TeueHnu Oomne3nu ([1aC [842, 843]).

Crenyer paccMOTpeTh BO3MOXHOCTS jieakTuBanmu MK/ npn yxymmennn cocrosiaus 6ombsHoro (11aC [842, 843).
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JUMCHUIIMHAPHOTO COTPYIHMYECTBA W Y4YacTUsl CIelna-
JIMCTOB PsiZia Pa3HBIX HANpPaBICHUH MEIUIIMHCKONW HayKH.
Pe3ynpraTtoM Takoro COTpPYAHWUYECTBA SIBISIETCS JIAHHBIN
JIOKYMEHT, O0BEJUHUBILHUH MTPEJICTaBUTENCH NIECTH MEJIH-
LIUHCKUX OOIECTBEHHBIX OpraHU3alui.

B nponecce cozmanus Knunuueckux Pexomenna-
uuii nepen Komurerom skcnepToB cTosuia TpyaHas 3ajaa-
Ya, KOTOpas 3aKiioy¥anach B HEOOXOIUMOCTH IIPHHSTHS
peLIeHus] B T0JIb3Y MPUMEHEHHS BBICOKOTEXHOJIOTHYHBIX
1 JIOPOTOCTOSIIINX METOJIOB AUATHOCTHKH, TPO(UIAKTHKA
u nedeHus nanueHtoB ¢ puckom BOC/BCC, npu Hamu-
YUW OYEBUIHBIX CIOKHOCTEH Ha IMYTH WX MPAKTHYECKOU
peamuzanuu. OnHaKo, PU OOCYKICHUH psiia MOZOOHBIX
BONpocoB, KoMuTeT 3KCIepToB OcTaBajcs eANHOTYITHBIM
BO MHeHHUH, uTo KimHnueckue PexomeHnanuu, DOJKHBI
COOTBETCTBOBAaTh BBICOKMM CTaHJIapTaM OOJBIIMHCTBA
Pa3BUTHIX CTPaH Ha ATOM HAIPAaBICHUH, YTOOBI BIIOCIE-
CTBHH, JAHHBIA JOKYMEHT MOT CTaTh YETKUM OPHCHTHPOM
B Pa3BUTHUHU OTEUECTBEHHOW MEAMIIMHCKON HAayKH W IpaK-
tuku B 6oproe ¢ BCC Ha 0003puMBbIii TIEPHOT BPSMEHHU.

Bceepoccuiickue Knunuueckue Pexomenpanuu 1o
KOHTpoJt0 Haj puckoMm Buesannoi OctanoBku Cepjna u

INPUJIOKEHHUE
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Bueszannoii Cepneunoit Cmeptu, npouiiakTiuke U okasza-
HUIO TIEPBO# TTOMOIIY IPONLIH 00CYXK/ICHNUE Ha HIXKEIepe-
YHCJICHHBIX KOH(EPEHIUIX 1 KOHTpeccax:

1. XII Mexnaynapoansiit Konrpecc «Kapanoctumy; 18-20
¢espaist 2016 rona. Cankr-IletepOypr. B pamkax oTkpsbI-
Toro 3acemanusi Beepoccuiickoro Haywnoro OOriectsa
ApurmornoroB u Poccuiickoro Hannonansaoro Coseta 1o
Peannmanuu no o0Cy/JIeHNIO TaHHBIX PexoMeHnanmii.

2. X Bcepoccuiickast koH(pepeHus «BHe3anHas cMepTs:
OT KpUTEPHEB pUCKa K PO HIIakTHKe»; 6-7 oKTs10pst 2016
roga. Cankr-IlerepOypr. B pamkax coBmecTHOro 3acena-
HUs cekiuu no BHe3anmHoi cmeptu BHOA u Poccuiickoro
Hannonansnoro Cosera no Peannmanuu 1o o06cyx1eHHIO
aHHBIX PexoMeHmarumi.

3. Konudepennus ¢ MexayHaponasiM ydactuem B LIKB
ynpasienust nenamu [Ipesnnenta PO ««lIpodumakruka
BHE3aITHON CEep/IeUHON CMEPTU MPHU KENTyAOYKOBBIX apuT-
musix» 18 Hos10pst 2016 roga. Mocksa.

4. VI TloBomkckasi Hay4HO-IIpaKTHYecKas: KoHpepeHIus
«AKTyaIbHBIC BOIPOCHI COBPEMEHHOM apuTMONIOrumy; 16-
17 nexadps 2016 rona. [Tensa. «Obcyxnenue Poccuiickux
KJIMHUYECKUX peKoMeHanuii mo npodunakruke BCCy

«PEAHUMAIIMOHHBIE MEPOITPUATHS ITPU BHE3AITHOM OCTAHOBKE KPOBOOBPAIIIEHUS [847]»

OcmanoeKka Kposooopauienus, cepoeuno-ne2ounas
U yepeopanbHan peanumayus
I[IpuYMHBI 0CTAHOBKHM KPOBOOGPAIIIEHHUSI:
* mepBUYHas (KapJualbHAas) OCTAaHOBKA KpoBooOparie-
HUSI - Pa3BUBAETCS BCIECCTBUE AIEKTPUUECKOM HECTaO b=
HOCTH MHOKapaa (ocTpasi uiieMus, HHPApPKT MHOKap/a,
KapMOMHOIIATUH, BPOXK/ICHHBIE W TIPUOOPETEHHBIE HAPY-
LICHUsI IPOBOJMUMOCTH, CTEHO3 a0PThI, PACCIOCHNUE aHEB-
PH3MBI Q0PThl, MUOKAPANTHI, TOPAKEHUE AIEKTPHUECKIM
TOKOM);
e BTOpWYHAs (IKCTpakapIuanabHasl) OCTAaHOBKAa KPOBOOO-
palieHust - pa3BUBACTCsl BCICACTBUE DKCTPaKapAUaIbHBIX
npu4rH (TsDKeNast AbIXarellbHas, [UPKYISTOpHAs, I'eMH-
Yyeckasi WM TKaHEBasl THUIIOKCHsSI BCIEICTBHE ac(hUKCHUH,
YTOILUICHHsI, MACCHUBHON KPOBOIOTEPH; THUIIOTITHKEMHUSI,
THIIOTEPMHUSI, TSDKEJBIH alu03, THII0-/TUIIEPKATHEeMHUsL,
WHTOKCHKAIIUS, TAMIIOHAa Cep/illa, HANPSDKSHHbBIH MTHEB-
MOTOPAKC, TPOMOOIMOOJIHSI JISTOUHOW apTepuu, TpaBMa).
Buabl ocTaHOBKHM KPOBOOGpaIeHusI:
*  PUTMBI, TOMICKAIIHE 1eHUOPHILIIN: (HHOPHUILILIAS HKe-
nymoukoB (PXK) 1 Taxukapaus ¢ MIUPOKUMH KOMIUIEKCAMH.
° PUTMBI, HE NOJIeKAIHE JePUOPHILISAIIN: ACUCTONUS U
OecmynbcoBast dIeKTpuUecKas akTUBHOCTE (BDA).
[Tpruuns! pazsutist BOA cyMMHUpYIOT B BUIE MHEMO-
Huueckoro npasuia 41/4T (anrn. 4H/4T): rumokcust (apl-
XareybHas), TUIIOBOJIEMHS, TUTIO-/TUTIEPKATHEMHS, THUIIO-/
THIIEPKAINEMUs], METa0OIMYECKUE TIPHYMHBI, TUIIOTEPMHUSL,
TpoM003 (TPOMOOIMOOITHS JIETOUHON apTeprH), TAMIIOHA/Ia
cep/ilia, HalPSDKSHHBIH ITHEBMOTOPAKC, TOKCHHBI.
[Tpu BHE3amHOI 0CcTaHOBKE KPOBOOOpaIieHus Haubo-
Jiee TPUHIMITUATILHBIMU SIBISIIOTCS YEThIPE MEPOTIPHSTHSL,
o0ecIieurBaroIIve MOBBIIICHHE BHDKUBAEMOCTH OOJBHBIX
JI0 BBITIMCKHU U3 CTAIlOHApa:
1. PaHHSs AMArHOCTHKA M BBI3OB IIOMOIIH
2. HemenneHHoe Hauajao KOMIIPECCUH TPYTHOM KIETKU

3. Hemennennas neubpuisims
4. COBOKYIHOCTb MEPONPHSITHI B IIOCTPEAHUMAIIOHHOM
neprozie

PanHee Hayano KOMIpPECcCcHil rpyIHON KIETKU YBEIIH-
YHMBAeT BBDKMBAEMOCTH IPH OCTAHOBKE KPOBOOOPAILCHHMS
B 2-3 pasza. Komnpeccun rpynHod kineTkn u aeduoOpui-
JISIIUMS, BHIITOJIHEHHBIE B TEUEHHE 3-5 MUH. OT OCTaHOBKHU
cep/ia, o0eceYnBaOT BEDKUBACMOCTh 49-75%. Kaxknas
MUHYTa POMEJICHNUS ¢ 1epUOpUILISIIIMel YMEHBIIAET Be-
positHOCTB BbDKMBaHus Ha 10-15%. Pannss neduOpumis-
LUl BO3MOYKHA, €CJIM OKaXKETCSI JOCTYITHBIM aBTOMaTH4eC-
Kui HapyxHbIH nedubpuisitop (AH/), pacrionoxeHHbIH B
00I1IECTBEHHOM MecTe.

CocTostHusI, TPeIIIECTBYIOIINE 0CTAHOBKE

KPOBOOOpAIEHUsI U IbIXaHUSI
[TpakTHyecku Bcerna perucTpupyroT ¢asy npenocTaHoB-
KU, WJIH YTPOXKAIOLIETO COCTOSIHUS, IPEABEIIAIOIIETO 0C-
TAQHOBKY CepAlla: OOCTPYKLHS JbIXaTeJbHBIX ITyTeH, OcC-
TaHOBKA JIbIXaHMsl, YaCTOTA JbIXaHUsI MeHee 6 mwin Oojee
36 B munyty, YCC menee 40 mimm Gonee 140 B MUHYTY,
cHIbKeHue cucromuueckoro AJ] (menee 80 MM pT. cT.), Ha-
pYLICHHE CO3HAHUS U JIP.

Anzopumm 6a306b61X peanuMayuOHHHIX

Mmeponpusmuit (puc. 4)
* VY0eautbcst B 6€30MacHOCTH s ¢e0s, OOJILHOTO U OK-
PYKalOIUX; YCTPAaHUTh BO3MOXKHBIE PUCKH.
* IlpoBepuTh peakiyio: aKKypaTHO BCTPSXHYTh OOJIBHO-
IO 3a IJIEYH U TPOMKO cripocuThb «HTto ¢ Bamu?»
e Ecau OonbHOI He pearupyeT - MOBEpHYTh Ha CIIUHY
U OTKPBITH JIbIXaTEJIbHBIE MyTH ITyTEM 3allpOKHJIbIBAHUS
TOJIOBBI ¥ TIOATSITMBAaHMsI TIO00POKA - PYKOH HYXHO Ha-
JIaBUTh HA JI00, a JPYroi pyKoW MOATSAHYTH MOJ00POJIOK.
[MopnepxuBast AbIXaTeabHBIC IIyTH OTKPBITHIMH, HEOOXO-
JIIMO YBHJIETh, YCJIBILIATh M TIOYYBCTBOBATH HOPMAJIbHOE
JIbIXaHue, HaOMozast 3a JBIKCHUSIMUA TPYIHOW KIIETKH,
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MPUCITYIIUBAsACH K IIYMY JbIXaHHUS U OILIYIIasi [BUKCHUC
BO3/yXa Ha cBocil Ieke. MccnemoBanue MponobkaTh HeE
ooiee 10 c.

o [lpuHATH pelnicHHe: NbIXaHUE HOPMAIILHOE, HCHOPMAaJlhb-
HOC WK 0TCYyTCTBYET. He00X0MMMO MOMHUTH O TOM, YTO y
40% mocTpaJaBIIKX B EPBBIC MUHYTHI MIOCIC OCTAHOBKH
KpPOBOOOPAIIICHUST MOXKET Pa3BUBATHCS arOHALHOE JbIXa-
HUe (peiKue, KOPOTKHUE, TIIyOOKHE CYI0POKHBIC TbIXaTCIThb-
HBIC JBIDKCHHS ). ATOHAITLHOE JBIXaHHE MOXKET BOSHUKHY Th
BO BPEMs MPOBCACHUS KOMIIPECCHI TPYIHON KICTKHA KaK
MPHU3HAK YITydIIeHUs] nepdy3un TOJIOBHOTO MO3ra, HO HE
MPHU3HAK BOCCTAHOBIICHHS A(PPEKTUBHOTO KPOBOOOpaIie-
Hus. Eclin BO3HUKAIOT COMHEHHS B XapaKTepe JbIXaHHUS -
BecTH ce0sl Tak, Kak Oy/ITO AbIXaHHE arOHAJIbHOE.

* Ecnu y noctpagaBiero aroHaibHOE JIbIXaHUE WIH OHO
OTCYTCTBYET - IOMIPOCUTH CBUJICTEIICH OCTAHOBKH BHI3BATh
[TOMOIIb ¥ MIPUHECTH aBTOMATHYCCKUI HAPYKHBIN 1e(uo-
pwuisiTop (WM CIeNaTh 3TO CaMOCTOSTEIBHO), Ha4yaTh
KOMITPECCUU TPYIHOMN KIICTKH:

- BCTaTh Ha KOJICHH COOKY OT OOJIBHOTO;

- pAacIoOJIOKHTh OCHOBAaHHC OJHOW JIQJIOHM Ha IICHTpPE
TPYIHOM KICTKH OOJBHOTO;

- pAacIoJIOKHUTh OCHOBAHUE JPYroM JIAJOHH MOBEPX Iep-
BOM JIaJIOHH;

- COMKHYTb MaJbIlbl PyK B 3aMOK M YJIOCTOBEPHUTHCS, YTO
BBl HC OKa3bIBacTe JaBJICHHE HA peOpa; BBITHYTH PYKH B
JIOKTEBBIX CyCTaBaX; HE OKa3bIBaTh JABJICHUE Ha BEPXHIOO
4acTh )KUBOTA WIN HIKHIOK YaCTh IPYAUHBL;

- PpAacIOJIOKHTh TEIIO BEPTUKAIBHO HaJl TPYIHON KICTKOU
OOJILHOTO Y HA/IaBUTh Ha DIYOMHY KaK MUHHMYM Ha 5 CM,
HO He Ooiee 6 cM;

- o0ecreynBaTh MOJHYIO JCKOMIIPECCHIO TPYAHOM KIETKA
0e3 MmoTepu KOHTAKTa PYK C TPYAHHOI MMOCIIe KaXKI0H KOM-
MPECCUu;

- MPOMIOJIKATH KOMIIPECCUU TPYIHON KJIETKH C 4acTOTOU
ot 100 o 120/muH;

- KOMIIPECCHH U JICKOMIIPECCUU TPYITHON KICTKU JTOJKHBI
3aHHUMATh PaBHOC BPEMSI,;

- KOMIIPECCHH IPYIHON KJICTKHU CIICIYET IPOBOIAUTH TOJb-
KO HAa JKECTKOH IMOBEPXHOCTH.

HeT cozHaHunAa n HeT
HOopmanbHOro gelXxaHna

BbisBaTb 3KCTPEHHY10
cny:xby

Cpenatb 30 Komnpeccui
rpyaHon KneTkmn

CpenaTtb 2 UCKYCCTBEHHbIX
BAOXa

MNMpopomxnrTb
cepaeyHO-NEerouHyo
peannmauyuvio (CIP) 20:2

Korpga noaenrtca AH[ -
BK/NIOUYANTH €ro u cfegoBaTbh
roNnocoBbIM KOMaHgam
npubopa

Puc. 4. Anzopumm 6a306v1x peaHuMayuOHHBIX MePO
npuamuii
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Kommnpeccuu rpyjHO# KIIeTKH HEOOXOAMMO cOYeTaTh
C HUCKYCCTBEHHBIMM BJ0XaMu B cooTHomeHuu 30:2. [Ipu
3TOM Ba)XKHO M30erarb (pOpCHPOBAHHBIX BJOXOB U THUIIEP-
BEHTWIAIMU. [IpONOIKUTENIBHOCTE BYX MCKYCCTBEHHBIX
BJIOXOB - He Oonee 10 cexk.

Kommpeccuu rpyaHoil KJIETKH JOIKHBI BBITOIHATh-
€Sl C MUHMMAJIbHBIMU II€PEPbIBAMH.

Kak Tonpko nocrasnen AH/I: sxmounts AHJ u cie-
JIOBaTh €ro rojJOCOBBIM U BU3yaJbHBIM KOMAaHIAM; HaJlo-
JKUTh AJIEKTPOAbI Ha OOHAKEHHYIO TPYHYIO KIETKY 00JIb-
HOTo; yOeIUTBCS, YTO BO BPEeMsl aHaJM3a PUTMa HUKTO HE
MpUKacaeTcsd K MOCTPAAaBIIEMy - 3TO MOXKET HapyIIUTb
anropuT™ aHanusa purma; AHJI npoBoaut aBToMaTu3upo-
BaHHbBIM aHaM3 put™a cepaua. Eciam nedubpumisius mo-
kazana (DX nnm Taxukapays ¢ MUPOKUMH KOMIUIEKCAMH ),
yOenuThCs, YTO HUKTO HE MPHUKAcaeTcs K MOCTpa/IaBIIeMy,
1 Ha)kaTb Ha KHOIIKY; Cpa3y ke I0CJIe HaHEeCEHUs pa3paia
nponowkuts CJIP B cootHomenun 30:2; ecian nedudpui-
JSIIUST HE TI0Ka3aHa, MPOJIOJKUTH 0a30Bble peaHHMMaluOH-
HbIE MEpPONPHATHS B cooTHOLIeHHN 30:2 Oe3 mpoMe/IeHus,
CJIeI0BaTh T'OJIOCOBBIM M BU3yallbHBbIM koMaHaM AH/JI.

ITpu Beinonnenun CJIP nBymst BpauaMu OAMH BBINOJI-
HSIeT KOMIIPECCUU TPYIHON KIIETKH, JPYTOM - UCKYyCCTBEH-
HyI0 BeHTHIALMIO. [1epBblil peaHnMaTop, BBINOIHAIOUIMH
KOMIPECCUH TPYTHON KJIETKH, IPOMKO CUHUTAET KOJIHUYECT-
BO KOMIIPECCUH U OTAAaeT KOMaHly BTOPOMY pE€aHUMaTopy
Ha BBINOJIHEHHE JIBYX BIOXOB. Bpaunu meHsoTCS MecTamu
kaxble 2 MuH. Ecnu goctynen AH/JI, To onuH Bpay BbI-
nonasier CJIP 30:2, Bropoii padotaet ¢ AH/I. DiekTposr
AHJI HeoOXomuMo HakJaJIbIBaTh Ha IPYIHYIO KIETKY, HE
IIpepbIBasi KOMIIPECCUU TPYIHOMN KIICTKH.

Pacuupennvie peanumayuonHbvle MEPONPUAMUSA
HauanbHas yacTb anropuTMa pacHIMPEHHBIX peaHHMalu-
OHHBIX MEPONPHATUI aHAJIOTMYHA aJIropuTMy Oa30BOU
peaHUMaIIH:

* JIMarHOCTHKA OCTAHOBKH KPOBOOOpAICHUs (HET CO3HA-
HUSI, HET JIBIXaHWs / arOHaJIbHOE JIbIXaHHe, HET MyJbca Ha
MarucTpajibHOU apTepun);

* BBI3OB ITIOMOIIN (OpUTrajia pEeaHNMaToJIOTOB);

* HayaJo KOMIIPECCUN TPYyIHON KJIETKH, MPOJOKEHUE
CJIP 30:2 mo mpuObiThs crienuanuctoB. Ecnu mMeauuus-
CKUI paOOTHUK OJIMH, TO OH HEM30EKHO JOJDKEH ITOKH-
HYTb TIOCTPaJIaBILEro Ha BPEMs JUIsS TOTO, YTOOBI TPUHEC-
TH 000py/oBaHKe U 1eGUOPHILIATOP; €CIIN HECKOIBKO, TO
HEOoOX0/IMMO Cpasy ke BBIICIHUTH JINAEPa, KOTOPBIA Oyaer
PYKOBOAUTH PabOTON KOMaHIbI.

AJIropuTM eiicTBHI B cily4yae onpeaeaeHust

puTMa, nopJiexkamero aepuopuwiisauun (OXK

WM TAXUKAPAMS ¢ IHPOKUMH KOMILIEKCAMH)

Hauars CJIP B cootHomenuun 30:2. Ilpu Hamuuuun
KapZAMOMOHHUTOPA - MOJKIIIOUUTE €ro K OOJIBHOMY.

Ecnu octanoBKa KpoBOOOpAILlEHHs TPOU30IILIA B CH-
Tyaluu, Korja 00JIbHON NOKIIOYEH K MOHUTOPY, HO PSIOM
HeT epuOpmIIIsITOpa, TO peaHUMalMOHHBIE MEPOTIPUSITHS
MOXXHO HayaTh C HAHECEHUS OJHOIO INpeKapAHaIbHOTO
yaapa: HAaHECTH OTPBIBUCTBIN yAap 10 HUXKHEH JacTu rpy-
JIUHBI ¢ BBICOTHI 20 CM JIOKTEBBIM KPaeM IIJIOTHO CXKATOro
Kynaka. [[pyrux mokaszaHuil JUIsi IPUMEHEHUS MpeKapIu-
aJBHOTO ylapa He CyILecTByeT!

Kak Tonbko mosiBUTCS AehUOPHILIATOP - HAJIOKHUThH
NEKTPOJBl Ha TIpyap nHocrpajasiiero. Hauars ananums
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putMa cepaua. Bo Bpems aHanu3a putMma npeKkpaTuTh KOM-
MPECCUU TPYIHOM KIIETKH.

Paspsn Ne 1. Ecniu 1o JaHHBIM MOHUTOPHHTA IOJI-
TBepxaaerca Hannuue OXK wim Taxukapauud ¢ MIHUPOKH-
MU KOMILJIEKCAMH - HaHecTH ofuH paspsn (360 Ik - npu
MoHo(dazHoM ummnynbce, 150-200 [Ix - nmpu Oudasnom),
MUHUMU3HUPYS May3bl MEXIY NpeKpalieHueM KoMIpec-
CUW TPYIHOH KJIETKM W HaHECEHHeM paszpsiia. MUHUMHU-
3alusl May3 JOCTUraeTcsl TeM, YTO Cpa3y Mocle aHalu3a
pUTMa, BO BpeMs 3apsiiku 1ehuOpIILISITOpa MPOIOIKAIOT
KOMITPECCHU TPYIHOM KICTKH, U YOUPAIOT PYKH TOJBKO B
MOMEHT HaHeceHUs paspsaa. [lay3za Mexay npekpaiieHu-
€M KOMIIPECCUH TPYIHOHN KJIETKH U HaHeCEHUEeM pa3psa

KPUTHYHA U JJOJDKHA COCTaBIISATH He Oosee 5 cex. Beerna
MIOMHUTH O 0E30IaCHOCTH peaHuMaTopa M OKPY>KarOIIHX
pu npoBeaeHnu aepuopuusimn!

Bcerna HaHOCAT TONBKO OMUH pasps AepUOPHILIs-
TOpAa, CIEAYIOMMI pa3psii HAHECTH TPU HAJIMYMH COOTBET-
CTBYIOLIMX [TOKa3aHUH 1ocie nposeaeHus 2 MuH. T.e. cpazy
JKe TI0CTIe HaHECeHUs! paspsiia, He Tepsisl BpeMEHH Ha Ipo-
BEpKy puTMa, HeMeuleHHO Bo300HOoBHTH CJIP 30:2 B Teue-
HHE 2-X MHH - JJa)K€ €CJIU MepBbIH paspsiz regudpuinistopa
BOCCT@HOBHMJI HOPMaJIbHBI PUTM Cep/la, HadyaJbHbIE CO-
KpaIlIeHHUsI Cep/ilia CIMIIKOM C1adble U peKue, 1 TpeOyeTcst
NoJIepIKKa MX M3BHe. KauecTBEeHHbIE KOMIIPECCHH IPYJHON
KJIETKH MOTYT YJIy4IIUTh aMIumTyny u 4acroty ®X u mo-

HeT co3HaHwmAa

HeTt HopmanbHOro abixaHva ?

=

BbI3BaTb IKCTPEHHYI0 Cnyxby

CeppeyHo-nero4vHas peaHnmayuma (CJ1P) 30:2

OueHUTL cepaeyUHbIA pUTM

PuTMm, noggaowminca
pednbpunnayun (Onbpunnauna

Xenypoukos / enygoukoBasn
Taxukapaua 6e3 nynbca)

PuTm, He noaaaowWnnca
pedubpunnayun
(3nekTpomexaHnyeckasn
Anccoymauma / Acuctonnsa)

BoccraHoBneHue
CMNOHTaHHOTO
KpoBoobpalyeHus

1 pa3pnag
MuHUMK3MpOoBaTL
nepepbiBbl
B IEACTBUAX

HEOT/NIOKHbIE MEPOMNPUATUA

B MOCTPEAHUMALWMOHHOM

NEPWOAE

Wcnonb3oeartb anroputm ABCDE

HAoctuub uenesoin Sa0, 94

HemepaneHHo NpoaonKnTb
CJIP B TeueHue 2 MUH.
MuHUMKM3MpoBaThL
nepepbiBbl B AEACTBUAX

12 oTBEAEHNAX

kpoBoo6palieHua

Hoctyb HopmansHoro PaCO,

3aperncTtpuposats Kl B

JNeynts n) PUYUHY OCTaHOBKN

HemeaneHHO NpoAoIKUTL
CJIP B TeYeHue 2 MUH.
MuHUMKM3MpoBaTh
nepepbiBbl B AENCTBUAX

OBecneynTb KOHTPONbL
Temneparypbl Tena

JIEYUTb NOTEHUMUANIbHO OBEPATUMBIE MPUYMHBI OCTAHOBKW

BO BPEMA CNP

KPOBOOBPALLEHUA
= O6ecneunTb 3PHeKTUBHBIE KOMMPECCHI FPYAHON KNETKN Tunokcma TpomB03 - KOPOHAPHOI MAK NETOUHOI ApTEpUIN
= MUHWMW3IWPOBaTE NepepbiBbl B AeWCTBMAX [wnosonemwa HanpaseHHbIN NHeBMOTOpaKC
= Hauarb kucnopogotepaniio wno- / runepkanuemma / TamnoHapa ceppua
= Vcnonb3osath KanHorpaduio meTabonuueckme NpU4nHbLI TokcuHb! (oTpaBneHuna)
fnotepmuma / runeprepmua

= [locne obecneyeHna NPOXOANMOCTIA fbIXaTeNbHbIX My Teil
creumani3upoBaHHBIMK YCTPOMCTBAMM - NPOBOAMTHL
HenpepbiBHbIE KOMMPECCUM FPYLHON KNeTkn

= OBecneunTs COCYANCTBIA AOCTYN

PACCMOTPETb BO3MOXHOCTb MPUMEHEHUA

= YNbTpaseyKoBbIX METOLOB

(BHYTPMBEHHBI MW BHYTPUKOCTHBIN)
= BEOAWTL apeHanuH Kax/asie 3-5 MUH.
= BeecTu ammofapoH nocne 3 paspafa aedubpunnatopa

= YCTPOWCTB ANA MEXAHWHECKOW KOMNPECCUM rPYAHOM KNeTKu ansA oGneryeHna
TPaHCNOPTUPOBKN M OKa3aHWA NOMOLLM

= KopoHapHo# aHrmorpadum 1 YUpeckoXHOro KOPOHapHOTO BMELLATeNbCTBa
® JKCTPaKopnopanbHbIX METOLOB Ku3HeobecneueHna

Puc. 5. Pacuuupennsle peanumayuoHHble MEPORPUAMUSL
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BBICHTh BEPOSITHOCTh YCIICIIHOH JaeduOpmmisinun ¢ nepe-
BOJIOM PHTMa B reMOJIMHAMU4eCcKH 3P PeKTHBHBIHA. JI00bIe
TIepephIBBI B KOMITPECCHUSIX TPYIHOH KIETKH JOJDKHBI ILIa-
HUPOBATHCS JINJICPOM PEaHUMAIMOHHOM OpHUrasl 3apaHee.
YenoBeka, BBITIOMHAIOIIETO KOMIIPECCUH TPYTHOM KIIETKH,
HEOoOX0MMO MEHSTh KayK/Ible 2 MHH.

ITocne 2-x mun CJIP ocTaHOBUTBCS U IPOBEPUTH PUTM
10 MOHUTOPY, 3aTpa4yrBasi Ha 5T0 MHHHUMAJILHOE BpEeMsI.

Pazpsin Ne2. Ecnu cHOBa MO JJaHHBIM KapAMOMOHHU-
Topa BesiBIsieTcss DK uiam Taxukapaus ¢ IUPOKUMH KOM-
TUIEKCAMHU - HAaHECTH BTOPOH pas3psia (TOH ke MOIIHOCTH
win Oonbine, 150-360 [Ix mis OudasHoro paspsiaa) U He-
MeuieHHO Bo300HOBHUTH CJIP 30:2 B TeyeHune 2-X MUH.

ITocne 2-x mun CJIP ocTaHOBUTBCS U IPOBEPUTH PUTM
10 MOHUTOPY, 3aTpa4yrBasi Ha 5T0O MHHHUMAJILHOE BpEMsI.

Paspsn Ne3. Ecnu cHoBa BoisiBisieTcst XK umu ta-
XMKapJ¥s ¢ NIMPOKHUMHU KOMILJIEKCAMH - HAHECTH TPETHH
paspsin (TOH e MOIMHOCTH WK 0oJbllie) U Oe3 may3 mpo-
nomkuth CJIP 30:2 B Teuenue 2-x MuH. [locne HaHeceHus
TPETHETO pa3psiia BOSMOKHO BBEJICHUE JIEKapCTB (aJpeHa-
nuH | mr, amuonapon 300 Mr, BHyTPUBEHHO WM BHYTPHU-
KOCTHO) mnapautensHo ¢ nposenenuem CJIP. Cunraercs,
YTO €CIIM BOCCTAHOBJECHUE KPOBOOOpAlIeHUS HE ObLIO
JIOCTHTHYTO MOCJIE JAHHOTO TPETHETO paspsizia, aipeHalInH
MOYKET YITy4IIUTh KPOBOTOK MUOKAp/a U MOBBICUTD ILIAHCHI
Ha ycnex Je(puOpHUIsIINY IPH ClieyolieM paspsizie. Bre-
JICHHE JIEKapCTB He A0JkHO npepsiBath CJIP u 3axepxku-
BaTh TAKHME BMEIIATENILCTBA, KaK Je(hUOPHILISLIHIS.

Jlanee - olleHMBaTh PUTM CEP/LIA 11O KapAHMOMOHHUTO-
py kaxsle 2 MuH. [Ipu coxpanennu @XK win Taxuxapauu
C NIMPOKUMHU KOMIUIEKCAMH - IPOAOJDKATH 110 OITMCAHHOMY
QJITOPUTMY, BBOJMTH aJIpEHAIINH 110 | MT' B/B, BHyTPHBEHHO
WM BHYTPUKOCTHO KaXJIble 3-5 MHH. 10 BOCCTaHOBIICHHS
a¢dexTrBHOTO KpoBoOOpaiieHus. [Tocne maToro paspsaa
nepuodpruIsTOpa HEOOXOMMO OTHOKPATHO BBECTH 150 MI
aMHOJIapOHa BHYTPUBEHHO WJIM BHYTPUKOCTHO.

ITpu pa3Butun acuctonuu unu BOA - cm. Anroputm
JielcTBUI B ClTyuae Onpe/iesIeH!s] pUTMa, He MOJIaI0IIero-
cs1 tehuOpILISIINY.

[Tpn BBISIBICHUM TIO MOHHUTOPY OpPraHWU30BAaHHOTO
pHUTMa cep/ilia WM MOSIBICHUS TPU3HAKOB BOCCTaHOBIICHHS
3¢ GEKTHBHOTO  KPOBOOOpaIieHus  (Ie/iCHANPaBICHHBIC
JIBIDKCHUS, HOPMAJIbHOE JIBIXaHHE, Kalllelb; MOBBIIICHHE
etCO, 1o MOHHMTOpPY) HEOOXOMMMO MajbIIMPOBATh ITYJIbC
Ha MarucTpajbHOW apTepuy, IOTPaTHB Ha 3To He Ooiee 10
c. [lpn Hanmmuuu mynbca - Ha4aTh JICUCHHE 110 allTOPUTMY
rocTpeaHrManonHoro nepuoza. [Ipu orcyrcrBum mysbca
(MM COMHEHMH B €ro HalMuun) - npopoivkutb CJIP 30:2.

AJITOPUTM /IeHiCTBHUI B cJIyyae onpeneeHust

pUTMa, He MOIAI0IErocsl AePuOPHILIAINT

(acucronusi, BIA)

Hauare CJIP 30:2 u BBecTu aapeHanuH | ML, Kak
TOJNBKO OyneT oOecriedeH JOCTyN (BHYTPHBEHHBIH WM
BHYTPUKOCTHBIN). [Ipn Hanmm4nm KapMOMOHHUTOpA - TOJ-
KIIIOYUTh €ro K OOJILHOMY. ATpOINWH TIPH acHUCTOJIMH M
BDA npuMeHsTh He PeKOMEH/I0BaHO (MCKIIOYEH U3 PEKO-
mengamumii ¢ 2010 1)

[TpoBepuTh MNPaBUILHOCTh HAJOXKEHUSI DJIEKTPO-
noB OKI'! IMpn Hanuuun P-3yOnoB Ha QonHe acucromnu
(ventricular standstill, acucronus >xemynoukoB) ciemyer
MIPUMEHUTD AJIEKTPOKAPANOCTHUMYJISLIUIO.
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OOecneunTh MPOXOJUMOCTh ABIXaTebHBIX MyTeH U
HCKYCCTBEHHYI0 BeHTUiALuUIO jerkux. [Ipogomxurs CJIP
B TEUCHUE 2-X MUH.

ITocne 2-x mun CJIP npoBepuTh pUTM MO KapJHOMO-
HUTOPY, 3aTpayuBasi Ha 3T0O MUHUMaJIbHOE BpeMsl.

IIpu BeIABNEHHMH acucTonuU - MponomkuTh CJIP,
BBOJIUTH aJipeHaIMH | Mr kaxjsle 3-5 MUH. BHYTpUBEH-
HO Uiy BHyTpukoctHO. Ecnu B mponecce CJIP nosiBummchy
NIPU3HAKK BOCCTAHOBJICHHS KPOBOOOpAIIEHHs, BBE/ICHHE
aJ[peHaHa ClIeyeT MPUOCTaHOBUTH U npojosmkats CJIP
JIO OKOHYAHHMSI JIBYXMHUHYTHOTO IIHKJIA.

[Ipy BBISBICHMM 1O MOHUTOPY OPraHW30BAaHHOTO
pUTMa Cep/Ilia WK MOSBICHUS IPU3HAKOB BOCCTAHOBJICHUS
s¢dekTHBHOrO KpoBooOpalieHus (LleJIeHaNpaBICHHbIC
JIBIDKCHUS, HOPMAJIBHOE JIBIXaHHWE, Kallelb; IMOBBIIICHHE
etCO, 1o MOHHMTOpPY) HEOOXOAMMO TAIbIIUPOBATH ITyIbC
Ha MarucTpajbHOU apTepuH, IIOTPaTHB Ha 3To He Ooiee 10
cek. IIpu HanuunK mynbca - Ha4YaTh JIGUEHHUE 110 AITOPUTMY
MoCcTpeaHUMaIMoOHHOro nepuoaa. [Ipu oTcyTcTBUM Mybca
(MM COMHEHMH B €r0 HAJIMYUH) - TpoaoukuTh CJIP 30:2.

HckyccTBeHHAsT BEHTHIISINUSI JIETKHX

Bo Bpemst CJIP nckyccTBeHHYIO BEHTUIISIIIUIO JIETKUX
ClJIE/IyeT MPOBOAUTH C AbIXaTebHBIM 00beMOM 6-8 MII/Kr
(MM 10 BUJMMOTO TOJbeMa TPYJHOM KJIETKH OOJBHOIO),
yacToTOl ApixaHuii 10-12/mun, FiO2 100%. I'unepBeHTH-
JSIMS yXyALIaeT ucxopl tedenust. [locie natybanuu Tpa-
XeH (MM yCTaHOBKH HAaJIrOPTAHHOTO BO3/IyX0OBOJIa) HYKHO
M0 BO3MOYKHOCTH ITPOBOJIUTH HENPEPBIBHBIE KOMITPECCHU
IpyAHOMN KJIEeTKU U HenpepbiBHY0 VIBJL.

CocynucThlii 10CTYN U JIeKAPCTBEHHbIE

npenaparsl

PexomeH10BaHHbBIE TyTH BBEICHUS JIEKAPCTBEHHBIX
npenapatoB npu CJIP: BHyTpuUBEHHBII WM BHYTPUKOCT-
Hbid. Bo Bpemst CJIP HeoOXonuMo yCcTaHABINBATh KaTeTep
B nepu(epruecKylo BeHY, HE CIeIyeT NpepbBaTh KOM-
MIPECCHU T'PYIHOM KJIETKH /sl YCTAaHOBKH LIEHTPaIbHOTO
karetrepa. [locne BBeneHUs JIEKapCTB B MEepUPEPUUECKYIO
BEHY €€ cJeIyeT MPOMBITh He MeHee yeM 20 MJI COIeBOro
pactBopa u noxHATh Ha 10 - 20 cek. A8 yCKOpeHUs 10-
CTaBKHM Ipernapara B IIeHTPaJIbHBIH KPOBOTOK. AMHO/IApPOH
HEO0O0X0IMMO BBOANTH B IIEHTPAILHYIO HIIH KPYITHYIO IEpH-
(epruecKylo BeHy Ha pa3BeAeHUH 5% TIIOK0301 10 00be-
Ma 20 M. BHYTpUKOCTHBIN TOCTYIN HCIONB3YIOT, €CIH HE
yaaeTcs 00ecneynTh BHY TPHBEHHBIM.

JIupokauH - o0najaeT CBOMCTBAMU aHTHAPUTMHYEC-
koro mpenapara I knacca. [lokazanus st BBEACHUS - T
’Ke, 4TO Ul aMuoAapoHa. Vcnonbs3yeTrcs npu 0TCyTCTBUU
nocieanero (1 Mr/kr, He 6onee 3 Mr/kr B TeueHue | yaca;
nHdy3us 1-4 mr/70 xr/MuH), HO HE SBJSIETCS TIPENapaToM
BbIOOpa. D(DPEKTUBHOCTD JINJIOKaNHA CHU)KACTCS TTPH TH-
MOKAJIMEMHUU W THIIOMarHueMun. He BBOIUTBH JIMJIOKauH,
€CJIM JI0 3TOTO UCTIOIB30BAJICSl AMUOJIAPOH.

Marnust cyabdar - nmoxkasaH MpH >KeNyI0YKOBBIX U
HaJDKEITY/I0YKOBBIX apUTMUSIX, pa3BUBAIOLIMXCs Ha (oHe
TMIIOMarHieMHu; apuTMuu no tumy torsades de pointes,
MHTOKCUKAIMSAX JAUTOKCHMHOM. HauanmpHast moza 2 r (8
MMOJb) 3a 1-2 MUH, NOBTOpHBIE J03HI - uepe3 10-15 mun
(oTedecTBeHHBIH penapar - 1,25 T B 5 Mi1 pacTBopa).

Kanabuus xaopun - nokasan npu DM/] Ha ¢one ru-
NepKaJIMEMUH, THITOKAJIbIIUEMUH, TTEPET03UPOBKU OI0Ka-
TOPOB KaJIbIIUEBBIX kKaHanoB. Hauanenas go3a 10 ma 10%
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pactBopa (6,8 MMoIb Kanbius). [Ipu BHE3aTHOH 0CTaHOB-
K€ KpOBOOOpAIIEHNSI BO3MOXKHA OBICTpasi MHBEKIUS, MPH
JICYCHUH apUTMUI - TOJIBKO MEJJICHHASL.

Bukap0oHat HaTpus - Ha3Ha4YaeTCs BO BCEX CIIyda-
SIX JUTUTENBHBIX PEaHUMAllMOHHBIX MeporpusiTuii (6oiee
30 MHH) JUIS KOPPEKIMH aIu103a, Ha (JOHE KOTOporo Oy-
OyT Hed((PEKTUBHBI IPyTHe JICKAPCTBEHHBIC Ipenaparkl.
Beonuts 50-100 mi 8,4% pactBopa (1 MMomb/kr, He OoJiee
0.5 MMonb/kr Kaxzaple 10 MUH) 1MOJ KOHTPOJIEM KHCIIOT-
HO-OCHOBHOTO COCTOSTHHMSI KPOBH. BBOZSAT B/B 1OJIOBHUHY
pac4eTHOH /10361, 3aTeM - BTOPYIO MOJOBUHY TIPH HEO0OXO-
JIMMOCTH, JTOOMBAsICh yMEHBIICHUS Ae(UIMTAa OCHOBAHHI
JI0 5 MMOJIB/JI.

BHuyTpuBenHas nHdy3us - 0CTaHOBKa KpOBOOOpale-
HUSI MTPAKTHYECKH BCEIZa COTMPOBOXKIACTCSI aOCONOTHON
WM OTHOCUTEIBHON T'MIIOBOJIEMHEH, MO3TOMY MOKa3aHa
BHYTpHBEHHAs! HH(Y3UsI KPUCTAJUIONOB. Mcnonb3oBaHue
PAacTBOPOB INTIOKO3bl YXYALIAE€T HEBPOJIOTHUYECKUE UCXOABI
JICYCHUSL.

OUOPUHOMUTHYECKUE TIpenaparbl IMPUMEHSIIOT MPU
OCTaHOBKE KpOOOOpalIeHUs!, BEI3BAHHOH TpoMO0IMO0IH-
elt merouHoit aprepun. Yoxe npoBogumasi CJIP He siBnsiercst
MIPOTUBOMNOKA3aHUEM JUIsi pUOPHHOM3a B TAHHOW CHTYya-
. [Tocne BBenenns: pudbpunonuruxa CJIP cremyer mpo-
Jomkars B TedeHue 60-90 MuH.

Ecnu ©X nn taxukapus ¢ IUPOKUMHU KOMITIEKCa-
MH Pa3BWIINCh B IPUCYTCTBHH MEIUIIMHCKOTO MepCoHaa,
B YCJIOBUSIX MOHUTOPHUHTIA U JIOCTYIEH JIe(UOPHILIATOD, TO
HEO0OXOAMMO cpa3y HaHECTH TPH MOCIEA0BATEIbHBIX pa3-
psna nepudpmiIATOpa, OBICTPO OLICHHUBAS MOCIE KAXKAO0TO
paspsiia puT™M Mo KapanoMoHUTOpy. Eciu mo kapauomo-
HUTOPY 3apETHCTPUPOBAH OPraHM30BaHHBIN PUTM (T.c. HE
@K unu acuctonus) - MpOBEPUTH MyJIbC HA COHHOM apTe-
pun. Eciin Heah(heKTHBHBI TpH TIOCIIEI0BATEIBHBIX Pa3psi-
na - Hadats CJIP 30:2.

[Mepcucrupyromas GXK/ KT ¢ mmupokumMHu KoMIUIEK-
caMHM SBJISIeTCA MOKA3aHUEM K YPECKOKHOMY KOPOHApPHO-
MY BMENIATENILCTBY Uil YCTPAHEHHs NMPUYMHBI apUTMUH,
T.c. TpoMOO3a KOPOHAPHOU apTepuu. B HaHHOW CHTyaIUu
0OJILHOMY BBIIOJTHSIIOT YPECKOKHOE KOPOHApPHOE BMella-
TenbeTBO mpu npopospkatomeiicss CJIP. B takom cimyuae
CIIelyeT pacCMOTPETh BO3MOXKHOCTb HCIOJIB30BaHUS yC-
TpoicTB i MexaHuuyeckoil CJIP Ha BpeMs TpaHcnopTu-
POBKHM OOJILHOTO M MPOBECHUS YPECKOKHOTO KOPOHAPHO-
IO BMEUIATENIbCTBA.

YerpoiicTBa 171 MeXaHM4eCKOH KOMIIPecCHH

TPYIHOH KJIETKH

[Tpumenenne nomoOHbIX yctpoiictB npu CJIP Bo3-
MOHO 11pu ipoBeniernu CJIP Bo BpeMst TpaHCIIOPTUPOBKH
OOJIBHBIX, ITPU JUTUTEILHBIX PEAaHUMALMOHHBIX MEPOIIPHS-
TUSIX (HarpuMep, TP TUIOTEpMUN ), Tpu iposeaeHnn CJIP
BO BpeMsI UPECKONKHOTO KOPOHAPHOTO BMEIIATENbCTRA.

MoOHHMTOPHHT BO BpeMsl IIPOBE/IEHHUS

pPacHIMpPeHHbIX PeaHHMANHOHHBIX MEPONPHSITHI
»  KimHWueckue Npu3HaKu: MOMBITKH BAOXa, ABUKEHHS U
OTKpBIBAaHHE IV1a3, HAJIMUUE CEPACYHOTO0 PUTMA U IylbCa
HAa IIEHTPAJIBLHON apTepHuH, PeaKus 3pauKoB.

e YcrpoiicTBa ¢ 00paTHO# CBs3bi0. [1om00OHBIE yCTpOii-
CTBa MOTYT OBITH IMOPTATHBHBIMHU HJIM WHTETPHUPOBAHHBI-
MU B aedubpustop. /laroT 3ByKOBbIE WM BH3yallbHbIC
MO/ICKA3KK MO DIIyOMHE M 4acTOTe KOMIIPECCHH, CTETICHH
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JICKOMIIPECCHH, 33Jal0T 3BYKOBOM METPOHOM YacTOTHI
KoMIpeccuil.

e VHBa3uBHBI MOHUTOPUHI TeMOJAMHAMUKU. Bo Bpems
CJIP crnemyer cyutarh ONTHMAIBHBIME KOMIPECCHU TPY/-
HOH KJIETKH, 00€CIIeYHBAIOIIHE TUACTOIINIECKOE IaBICHHE
B aopTe BBILIE 25 MM PT. CT.

* Kamnorpagus npu nposenenuu CJIP Moxer ObITh UH-
(opMaTUBHA B CIEAYIONIMX CUTYALUsIX: MMOATBEPKICHUE
MIPaBUJILHOTO MOJIOKEHHSI MHTYOallMOHHOM TPpyOKH, MOHH-
TOPHHT 4acTOThI JbIxanus Bo BpeMsi CJIP u npemymipexe-
HUC THIICPBEHTHIISAIIUHM, MOHUTOPHUHT KAa4eCTBa KOMIIPEC-
cuil rpyAHOM KIETKH.

*  VIBTPa3BYKOBOE HMCCIIEIOBAHHE MTO3BOJISIET TUATHOCTH-
poBarh 00paTHMble PUYUHBI OCTAaHOBKH KpOBOOOparie-
HUsl (TMIIOBOJIEMUSI, TaMIIOHaAa CepAlld, HaNpsHKCHHBINA
ITHEBMOTOPAKC U T.1.)

e llepeOpanbHas OKCHUMETPHS IO3BOJISIET HEHMHBA3UBHO
OLICHMBATh PErMOHAIBHYIO CaTypalMio TeMOIIIOOMHA B CO-
cyzax royoBHoro mosra (rSO2).

* 3a00p aHaIN30B KPOBH /ISl OLICHKH HapyIICHUIH KUCIIOT-
HO-OCHOBHOTO COCTOSIHUSI, BBISIBICHHUSI METa0OIMYECKUX
HAPYIICHUA, TUITO-/TUTICPKATUCMUH, MHTOKCKAIIUH U JIP.

OcClIOXKHEHHSI ~ CEep/IeUHO-IETOUHON  peaHUMAaliH:
pasyBaHHeE JKeIy/IKa, Pa3phIB JIETKOTO C PAa3BUTHEM ITHEB-
MOTOpakca, nepesioMbl pedep, IPYAHHBI, Pa3pbIB IIEUYCHH,
9IMOOINUECKUE OCTOKHEHHUS.

JleueHue KU3HEYTPOKAKIMINX TAXH-

u OpaauapuTMuii

KoppekTHoe BBISIBICHUE U JICUCHHE apUTMUH y 00JTb-
HBIX B KPUTHYCCKUX COCTOSHHSIX MOXET MPEIyNPCIUTh
pa3BUTHE OCTAaHOBKH KPOBOOOPAILCHMSI MM €€ PELUANB
1oCJjIe YCHENHOM nepBUYHON peannmaru. OneHka apuT-
MU CBOAMTCS K JIBYM OCHOBHBIM (DaKTOpaM: OLEHUTH CO-
CTOSTHHE TMAIMeHTa (CTa0mIbHOC/HECTAOMIBHOEC) U TIPUPO-
Iy ApUTMHH.

Hanuume mnam oTcyTCTBHE HEONAronpHsTHBIX TPH-
3HAKOB M CUMIITOMOB OYJIET ONpPEAENSTh aJTOPUTM Jieye-
HUSE JU1s1 OOJIBIINHCTBA apUTMHUH:

1. brenHple KOXKHBIE MOKPOBBI, XOJOAHBIA JIUIKUNA TIOT,
HapyIICHHUS CO3HAHMS, THIOTCH3Us (cucroimueckoe AJ]
MeHnee 90 MM pT. cT.).

2. OOMOpPOK - TIOTEepsi CO3HAHMS BCIICACTBUC CHIDKCHHS
MO3TOBOT0 KPOBOTOKA.

3. CepneuHas HEJOCTaTOYHOCTh. B 0CTpBIX cuTyanusix oHa
MOXXET MaHH(ECTUPOBATH OTEKOM JIETKMX W/WIIM TOBBIILIE-
HHEM JIaBJICHUS B SIPEMHBIX BEHaX, YBEINUCHUEM IICUCHH.
4. Nmemust MUOKap/a.

ITocne ompenencHUss puTMa Cepilla U HATUYUA/OT-
CYTCTBHUSI HEOJArOoNpHUsTHBIX MMPU3HAKOB, BO3MOXKHBI Clie-
JIYIOIINE BapUaHThI HEMEUIEHHOTO JICUCHHS] apUTMHH:

1. DnekTpuyeckoe (KapAHOBEPCHUS, KAPTUOCTUMYIISIIHS ).
2. MenukaMeHTO3HOE (aHTHapUTMHYecKue (U JIpyrue)
Ipenaparsl).

Peanumayuonnvie meponpuamus é neouampuu

Ba3oByr0 peaHuMaNu0 HEOOXOIUMO HAYMHATH C
MSATH UCKYCCTBCHHBIX BIIOXOB.

Ecnu criacarenb ofuH, OH JJOJKEH TIPOBECTH PEaHH-
Manuio B TeueHue | munyTsl uinu 5 muknos CJIP npexne,
YeM OTIPaBUTHCS 3a MOMOUIBIO. [l MUHUMHU3AIMKU T1ay3
B CJIP, oTrpaBisiach 3a MOMOIIBIO, MaJEHBKOTO peOEHKa
MOYKHO HECTH € CO00Ii Ha pyKax.
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VY nereit 0cOOCHHO Ba)KHO HE IaBUTh HA MATKHE TKa-
HU B 00J1aCTH MOA00PO/IKA - ATO MOXKET BBI3BaTh 00CTPYK-
LIUIO JIbIXaTeJIbHBIX ITyTEH.

Y MJaJieHIeB B [TOJI0KEHUH Ha CIIMHE T'0JI0BA OOBIYHO
COTHYTA, 4TO MOXET NOTPebOBaTh HEKOTOPOTO Pa3rHOaHus
u morbéMa ropdoposka. [Ipu npoBeieHN HCKYCCTBEHHO-
TO JIBIXaHUsI MJIaJICHIIaM MOXKET IOTPeOOBaThCSI HAKPHITh
CBOMM PTOM OJIHOBPEMEHHO POT M HOC MilajieHua. Y Je-
TeH cTaplie rojia UCKYCCTBEHHOE JIbIXaHUE TIPOBOJIUTCS 1O
OOBIYHON METOJIHKE.

[Tocne mpoBeeHUs] MSATH Ha4YalbHBIX MCKYCCTBEH-
HBIX BJIOXOB HEOOXOIMMO MPOBEPUTH HAIMYNE TIPHU3HAKOB
BOCCTAHOBJICHHUS CIIOHTAHHOTO KPOBOOOPAILICHHUsT (JIBHKE-
HUSI, Kalllelb, HOPMaJbHOE JIbIXaHUe), MyJbca (y MIlajieH-
LIEB - Ha IJICUEBOM apTepuH, y JeTel cTaplie - Ha COHHOM),
norparuB Ha 310 He Oosee 10 cek. [Tpu BbIsIBICHUM NpH-
3HAKOB BOCCTaHOBJICHHS 3()(PEKTUBHOTO KPOBOOOpAIICHHS
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CJIE/lyeT MPU HEOOXOAMMOCTH IIPOJIOJKATh HCKYCCTBEH-
Hoe Jipixanue. [Ipu oTcyTcTBHM PHU3HAKOB A PEKTUBHOTO
KpPOBOOOpAIIEHH s - HAYaTh KOMITPECCHH TPYAHON KIICTKH.

Kommnpeccun rpyiHoit KJIETKH HY»KHO OCYIIECTBIISITh
Ha HIKHIOIO YacTh TPYAMHBI, Ha 1/3 nepeane-3aaHero nua-
MeTpa TPYIHON KIICTKU peOeHKa.

Y MIlazieHIIeB KOMIIPECCHU T'PYIHOM KJIETKH BBIIOJ-
HSIOT JABYMSI TTaJbLIaMH [IPU HAJIMYHMU OJIHOTO cliacaTesst u
M0 LUPKYJISIPHOW METOAMKE TPH HAJIMYMU JBYX criacare-
neid. st aToro 1Ba OOJIBIIMX Najiblia HY)KHO HPUIIOKUTH K
HIDKHEW TOJIOBHHE TPY/AWHBI, HAIIPAaBUB KOHYMKH aJIbIIECB
B CTOpPOHY ToJIOBbI peO&Hka. Kuctsimu obenx pyk HyX-
HO OOXBAaTHTh HW)KHIOIO YacTh I'PYAHOH KJIETKH peO&HKa.
[Manb1p! TODKHBI MOAJEPKUBATH €ro cruHy. [Ipu aro0oi
U3 9THX METOAMK CIIEeyeT IPHKUMaTh TPYIUHY MO MEHb-
1Iel Mepe Ha OJJHY TPETh IepeHe-3aJHET0 pa3Mepa Ipya-
HOM KJIETKU WIIM Ha 4 cM.
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