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KoncynbTanTbl:

JlaHHOEe PYKOBOICTBO MPEACTABISIET COOOM METOIMYECKUE
peKoMeHaalnK, chOpMUPOBaHHBIC OJarogapst 00beTMHEHHBIM
yCeuusiM HauboJjiee aBTOPUTETHBIX KapAWOJOTMYECKUX Opra-
Huzanuii CILIA u EBporibl: AMepuKaHCKON KOJUIETMU Kapau-
onoroB (ACC), AmepukaHckoii accoumanuu cepaua (AHA)
u EBponeiickoro ob6mectBa kapauonoros (ESC). Hacrosmue
PEKOMEHIAlMU TIO JICUSHWIO TAIMEHTOB C XETYTOYKOBBIMU
HapylIeHUsIMM pUTMa cepiua M NpodUIAKTUKE BHE3AMHOMN
CepIeYHOM CMEpPTU MPEACTaBISIOT CO00M HOKYMEHT, chop-
MHUPOBaHHBI HAa OCHOBAHUU CYLIECTBYIOIIMX PEKOMEHIALMIA
10 UMITTAHTAIIMM YCTPOWCTB, MMPOBENCHNIO MHTEPBEHITMOHHBIX
BMEIIaTeIbCTB, a TAKKE HOBBIX TAHHBIX, IOJTYYSHHBIX B PE3yJIb-
TaTe MPOBEICHMS UCCIICIOBAHUI Y TTALIMEHTOB C XKeJIyI04YKOBbI-
MU HapyIIEHUSIMU PUTMA CEPAILIA.

ACC/AHA/ESC 2006 Guidelines for Management

of Patients With Ventricular Arrhythmias and the

Prevention of Sudden Cardiac Death-Executive Summary

MexayHapoaHble KINHMYECKHE PEKOMEHAAIMH MO BeJEHUIO
NANMEHTOB C JKEJTYN0YKOBBIMH APUTMHUSAMH M NPOQUIAKTHKE
BHE3aMNHOIi ceplevHoii cMepTH, pa3padoTaHHble AMePHUKAHCKO
KOJLIeTHell KapanoJioroB, AMepHKaHCKOi acconuanmeii cepana
u EBponeiickum 0011ecTBOM KapauoJoros

COAEP)XXAHMUE

1. BBeneHnue (knaccudukalusi 1 ypoBHU J10Ka3aTEIbHOCTH)
A. IIpodunakTuyeckoe UCIOJb30BaAHNE UMITJIAHTUPYEMbIX
KapauoBEPTEPOB-Ae(PpUOPUIIITOPOB: peKOMEHIALUU
B paMKax OIyOJIMKOBaHHOTO PYKOBOJICTBA
b. Kitaccudukanus kexyT0uKOBBIX apUTMUI 1 BHE3AITHOM
CepAeYHON CMEPTU
2. Dnuaemuonorus (cayyau BHE3alHON CepleyHOi CMEPTH)
3. KiimHnyeckue MposiBIeHUST Y OOJIBHBIX C JKETyTOYKOBBIMU
apUTMUSIMUA ¥ BHE3AITHOM CEPIEeYHON CMEPThIO
4. DnekTpoKaparorpaMma B IokKoe
5. Harpy3ouHbie mpoObl
6. AMOyIaTOpHOE 3JIEKTPOKApPAUOTrpauIecKoe MCCIIea0Ba-
HHE
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7. MeToauKu perucTpauuy 3JeKTpPOKapAuorpaMMbl U pas-
JIMYHBIE METOIBI €€ OLIEHKU
8. OyHKIIUS JIEBOTO KeTyI0UYKa M METObI €T0 BU3yaTN3aIun
A. Dxokapauorpadus
b. PanuoHyknuaHbie METOABI
B. Koponaporpadust
9. Dnekrpodusnonornieckoe uccaenoBaHe
A. DekTpoU3noNIoTHIecKoe HCCiaeloBaHue Y OOJbHBIX
C MILeMUYeCcKOoil 601e3HbI0 cepaLa
b. Dnekrpodusnonornueckoe uccienoBaHUE Yy OOTbHBIX
C 0OMOPOYHBIMU COCTOSTHUSIMU
10. 3HayeHUe aHTUAPUTMUYECKHUX MTPenapaToB
A. B-AnpeHo0I0KATOPbI
b. AMurogapoH u corajnoi
11. OcoOble COCTOSTHUS, TIPY KOTOPBIX MOTYT OBITh Ha3HAUYCHBI
aHTUApUTMUYECKUE Mperaparbl
A. XKenynoukoBble TaXuapuTMHUU, MPU KOTOPBIX HE MOKa3a-
Ha UMIUIAaHTALMS KapAnoBepTepa-neduopuisiTopa
b. PentunuBupyromue XexynoukoBasi Taxukapaus/puopui-
JIALUS KeJTYyI0YKOB Yy OOJIbHBIX ¢ UMIUIAHTUPOBAHHBIMU
KapIuoBepTepamMu-aeuopuIITOpaMU ¢ 4aCThIMU 000C-
HOBaHHBIMU pa3psiiaMu
12. UmmianTrpyeMble W HapyXHBIE KapauoBepTepbl-1eduod-
PUJLISTOPBL
A. ABTOMaTHYeCKUI HAPYXHbII AeDUOPUILISTOD
b. KaTterepHas abnsuust
B. Xupypruueckoe jeuyeHue apuTMuii
I'. PeBackynsipuszauusi MuoKapiaa ¢ LEJbIO JICUEHUS apuT-
MU
13. UHTeHCUBHOE JIeueHre OTAETbHBIX BUIOB APUTMUN
A. Jleuenue npu ocmanogie cepoya
b. AputmMuu, CBSI3aHHBIE C OCTPHIM KOPOHAPHBIM CUHIPO-
MOM
B. XKenynoukoBasi Taxukapausi, cBs3aHHasi ¢ WHMapKTOM
MUOKap/a ¢ HU3KUM YPOBHEM TPOTTOHMHA
I'. YcroituuBas MoHOMOpdHAs XeayqI0uKoBasi TaXuKapaust
J1. TToBTOpsIOIIasicss MOHOMOPGHAs XKeTYI0YKOBas TaXuKap-
nus (Repetitive Monomorphic Ventricular Tachycardia)
E. ITonuMopdHas xenynoukoBast TaXUKapaus
XK. KenynoukoBast Taxukapaus «torsades de pointes» (1o
TUITY «ITAPYIT»)
3. Bo3BpartHast xenymoukosas Taxukapausi (Incessant
Ventricular Tachycardia)
N. KnuHuuyeckure 0coOOEHHOCTH
14. 2KenynouykoBble HapylleHUs puTMa M BHe3aIlHasl cepieu-
Hasi CMepTh, CBSI3aHHBIE C OTAETbHBIMU 32007 BAHUSIMUI
A. IucyHKIIMS JIEBOTO XeNyIouKa BCIENCTBUE TIPEIIIeCT-
BYIOILIETO MH(apKTa MUOKapaa
b. IMopoku knanaHoB cepua
B. BpoxaeHHble MOpokHu cepala
I'. MeTtaboanyeckue 1 BOCIaauTeIbHbIe 3a00J1€BaHUS
I. MuokapauThl, peBMaTUUYEeCKUe 3a0oJieBaHUS
U 9HI0KaPIUThI
2. UHdunbTpaTUBHBIE KAPAUOMUOTIATUN
.DHIIOKPUHHBIE HAPYIIIEHWs] U CaXapHBI 1uadeT
4. TepMuHanbHasg cTaausl MOYEYHOW HeEOOCTaTOY-
HOCTH
5. OxupeHue, mueTa U aHOPEKCUs
J1. bone3nu nepukapaa
E. JlerouHas aprepuaabHasi TUIIEPTEH3US

w
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K. TpaH3UTOpHBIE ApUTMUM, BEI3BAHHBIC OOPATUMOI MPU-
YUHON
15. KenynoukoBbie apuTMUM Ha (hOHE KapaAUOMUOIIATU I
A. IunaTauoHHasl KaparuoMuonaTus (HeuleMuueckasi)
Bb. T'uneprpodurueckast kKaparuomuonaTus
B. AputmMoreHHast AUCTUIA3UST TIPABOTO XKETyI0IKa
I'. HeiipoMmbllieuHble 3a001€BaHUS
16. CepneyHast HETOCTAaTOYHOCTh
17. CuHAPOMBI FTeHETUYECKUX apUTMUI
A. OCHOBHBIC KOHIICTIIUM CTpaTU(PUKALIUU prUCKa
b. Cunapom ymmHeHHoro nuntepBayia QT
B. Cungpom ykopouyeHHoro mHTepBasia QT u cuHapoM
Bpyrana
I'. Karexonamunepruyeckas nmonuMopdHast XeryI0uKoBast
TaXUKapIaust
18. ApuT™MUU NIpU CTPYKTYPHO HOPMAIBHOM Cep/Ilie
A. VnyronaTuyeckas XeJlyIouKoBas TaXuKapaust
B. DnexTponuTHBIE HapyIIEHUS
B. ®usnueckre hakTOPBl M TOKCUYHBIE BEIECTBA
I'. Kypenue
J1. JTunuabt
19. XKenynoukoBble apuTMUM 1 BHE3aITHAs cepieuHast CMepPTh
Y OTIEJIbHBIX TPYTITT HaCceTeHUST
A. CriopTcMeHbI
B. ITon u 6epeMeHHOCTD
B. IMoxwunble maimeHTbl
I'. [TarMeHTHI IETCKOTO U TIOAPOCTKOBOTO BO3pacTa
1. BoibHBIE ¢ MMITIAaHTUPOBAHHBIMU KapIHOBEPTEPAMM-
neuopuIIATOpaMu
E. MHTokcukanus cepaeuHbIMU TITMKO3UIaMU
XK. Cunnpom ymmaenHoro nHtepBaia QT, HIympoBaH-
HBII TIPEMOM JIEKapCTBEHHBIX MPENapaToB
3. TOKCUYHOCTb, CBsI3aHHasi C MpPUEMOM OJIOKATOPOB
HaTPUEBBIX KAHATIOB
W. Tepeno3npoBKa TPUIMKITUIECKUX AaHTUIETIPECCAHTOB
K. TokcMYHOCTh, MHAYIIMPOBaHHAST IPYTUMU JIEKapCTBEH-
HBIMU TIpernapaTaMmu
20. BeiBoabI

CnmMcok cokpaueHuit

AATT — aHTHApUTMMYECKME MpernapaThbl
AB — aTPUOBEHTPUKYJISIPHbIN
AHJI — aBTOMATUYECKUIA HAPYXHbII 1eDUOPpULISTOP

BJIHIIT — 6nokazna sieBoit HOXXKM myuka ['mca

BIIC — BPOXIIEHHBII MTOPOK cepaLia

BCC — BHe3aIHas ceplcyHasi CMepTh

BTJI2K — BbIHOCSIIMIA TPAKT JIEBOTO XKEJIyI0YKa

BTIIK — BbIHOCSIILIMIA TPAKT MTPaBOTO XeJayaouKa

T'KMIT — runeprpoduyeckas KaparuoOMUOIIaTUs

T'JIK — rurepTpodus JIeBOTo XeayaodKa

AKMIT — nuiatauroHHas KapAMOMUOTNATUS

KA — XeJIyIOYKOBbIE ApUTMUU

KT — XeJIyIOYKOBasi TaXuKapaust

P C) — XeTyIOYKOBasi IKCTPACUCTOIIUS

HNBC — uuiemMuyeckas 60s1e3Hb cepala

WK  — ummniaHTUpyeMblii KapauoBepTep-aeduopuiis-
TOp

nm — uH@apKT MUOKapaa

KAT — KOpOHapHasi aHTuorpadust

KAPAMIOAOIMA (KARDIOLOGIIA), 7, 2011



KT — KOMIIbIOTEpHast ToMOrpadust

JIK — JIEBBIN Xelyn04ueK

JITT — JIEKAPCTBEHHBIE TTperaparhbl

MKP  — MexayHapoJHble KIMHUYECKUE PEKOMEHAANU
MPT — MarHUTHO-pPe30HaHCHasi ToMmorpadusi
HYXT — HeycToiiunBast XeJyT0uyKoBast TaXUKapIust
OUM  — ocTpblit H(MAPKT MUOKapIa

OKC  — ocTpblii KOPOHAPHBIN CUHAPOM

oC — 0OMOPOYHbBIE COCTOSIHUS

OCH  — octpas cepreuHast HEIOCTaTOYHOCTD
OOKT — omHodoToHHas smuccuonHas KT

T2K — TIPaBbIi XeJlya10ueK

HXT  — HamxenymoykoBasi TaXMKapavst

CH — ceplevyHast HeOCTaTOYHOCTh

CC3 — CepICYHO-COCYUCThIE 3200JI€BaHUS

CCO — CEpIICYHO-COCYIUCTBIE OCTOKHEHMUSI

OB — dpaxius BeIOpoca

@B JIXK — dpaxiusa BeIOpoca JeBOTO KeTyI0uKa

DK — GUOPWLTALHUS XETYI0YKOB

XCH — XpOHMYECKas ceplevyHast HeA0OCTaTOYHOCTh

OKI — BJIEKTpOKapauorpaMmma

DOU  — s1aeKTpodU3NOIOTNIECKOE UCCIICIOBAHNE
AMIOVERT — HCClIeOBaHME aMUOJapOHa B CpaBHe-
Hum ¢ UK]I

AVID — uccnenoBanue AAII no cpaBHenuto ¢ MKJ]

CABG Patch nccrnenoBanue — HMccnenoBanue mo mpodu-
JIAKTUYeCKOMY HCITonb3oBaHnio MKJI y 60IbHBIX ¢ pUCKOM
pPa3BUTHS apUTMUIT TIOCTIE OTTepaIiy Ha cepiie

CASH — Cardiac Arrest Study Hamburg — Tam0Oyprckoe
HCCIIeIOBaHNE OCTAHOBKU Cep/lia (TSpMUHBI paBHO3HAYHBI)
DEFINITE — ounenka MKJI B jeyeHUU HEUIIEMUYECKON
KapIuOMMOITaTUN

LQTS — cunapom ynamHeHHoro nHtepsaia QT

MADIT II —Multicenter Automatic Defibrillator Implantation
Trial 11

MUSTT — Multicenter UnSustained Tachycardia Trial
NYHA — New York Heart Association — Hplo-Mopkckas
acconuanus cepaua

SCD-HeFT — wuccnenoBanue mnpoduraktuku BCC mpu
3CH

SCNSA — ren SCNS5A HaTpreBOro KaHajaa KapaIuOMUOLUTA

1. Beeaenue
(kAaccupmKaumMs M ypoOBHM AOKA3aTEAbHOCTH)

A. Ilpopuaaxmuueckoe ucnoav3osanue UMNAGHMUPYEMBIX
Kkapouosepmepoe-degpubpusasamopos (UKJ]): pexomenoa-
UUU 8 pamMKax onyoAuK08aHHO20 PyK0BOOCHea

[Moceanuii BapuaHT MeXIYyHAPOIHBIX KIMHUIECKUX PEKO-
meHaauuit (MKP) mo uMmiaHTaluuy saeKTpoOKapauoCTUMY-
JIITOpa M aHTUAPUTMHUUYECKUX YCTPOWCTB, pa3pabOTaHHBII
ACC/AHA/NASPE B 2002 r. [1]; MKP 1o BeneHMIo manm-
eHtoB ¢ UM ¢ noambemom cermeHTa ST, pa3paboTaHHbIE
ACC/AHA B 2004 r. [2]; MKP no npodunakruke BCC,
pazpabdotanusie ESC B 2001 1 2003 rr. |3, 4]; MKP no nuna-
rHoctuke u jeuyeHnio XCH, paspa6orannbie ESC B 2005 1.
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[5] u nononHenHbie MKP 1o nuarHocTuke v BeIeH!0 B3pocC-
neix mamueHToB ¢ XCH, paspa6oranneie ACC/AHA B 2005
r. [6], BKJIIOUAIOT OPOMHOE KOJMYECTBO 3aC/yKHMBAIOIIMX
0co00ro BHUMaHHUS PEKOMEHIALMi IO WCMOJb30BAHUIO
UK]I (taba. 1). PekoMmeHgauuu misi MpOBENESHUS] UMILJIAH-
tatun MKJI ¢ menpio mepBuuyHoil npodunaktuku BCC,
OCHOBaHHbBIE Ha 3HAYeHUU BEJMYMHBI (hpaKIMu BbIOpOCa
(®B), ObUIM TPOTUBOPEUYMBBI, MOCKOJBKY MCCIEIOBATEIN
HCIIONB30BaIM pa3inyHble 3HaueHuss OB s BKIOueHust
B TIPOTOKOJI MCCIIENIOBAHUSI, B TO BpeMsI KaK CpeIHue 3Haue-
Hust @B B TakuxX MccaenoBaHUSX OBUIM CYIIIECTBEHHO HUXE,
YeM TOpPOTrOBbIE, UCIOJb3yeMble IS BKJIIOUEHUsI OOJBHOTO
B MPOTOKOJ. AHaJIM3 KIMHUYECKUX SKCIEPUMEHTATbHBIX
JAHHBIX B TIOATPYNIIAX, OCHOBBIBAIOIIMICS HA 3HAYEHUU
@B, He ObLT OCHOBOITOJIATAIONINM JJISI UCTIOTB30BAHUS, UTO
MPUBEJIO K TOJYYEHUIO MPOTUBOPEUUBBIX PE3YIbTaTOB ITUX
KJIMHUYECKUX UcTbITaHuiA. [Ipy 2TOM HU B OAHOM HUCClIeno-
BaHUU HE TIPOBOIMIIACH PAHIOMM3AIIUS C MPOMEXKYTOUYHBIMUI
sHaueHusiMu ®B. Hanpumep, HET HU OMHOTO KITMHUYECKOTO
HUCTIBITaHUsI, B KOTOPOM Obl McClienoBagach TpyIa MnaiueH-
ToB ¢ ®B nmnanasone ot 31 10 35%. 151 TaknX GOJBHBIX ITPO-
JOJIKAIOT MCTIONBh30BAThCS PEKOMEHIAIMU, pa3paboTaHHbIE
Ha OCHOBE NaHHBIX, MMOJyYeHHbIE U3 UCCIIEIOBAHUIA, B KOTO-
PBIX TPUHUMAJIHM y9acThe MaireHThl moarpymmbsl ¢ @B <30%,
¢ OB <35%, wiim ®B <40%.

[Mpusnasas a1 HecooTrBeTcTBUS, KoMuteT 110 paspaboTke
naHnHeix MKP peuwn sty mpoGsiemMy, COCTaBUB peKOMeHAa-
LMK, IPUMEHUMBIE K MaliMeHTaM co 3HaueHruem @B, Haxoms-
LIMMCSI KaK B OMpPEIeIeHHOM Juarna3oHe, TaK U HUXe ompe-
JeIEHHOW BeMMYWHBI. BpiOGop Hanbosee COOTBETCTBYIOIIETO
KJ1acca pekomeHaauuii (tadi. 2) Obl1 OCHOBAH Ha pe3ysibTa-
Tax BCEX MCCENOBaHUI, B KOTOPBIX YyYACTBOBAIU MalUEHThI
¢ ®B B npenenax 1aHHOTO auarna3oHa. TeM caMbIM BO3MOX-
Hble TipoTuBopeunsi B MKP Obutu cokpallieHbl, 1 OLIMOKU
W3-3a TIOJTYYEHHBIX JIOKHBIX BHIBOIOB, OTHOCSIIIIUXCS K TPYTI-
ITaM HEeUCCIIeOBAHHBIX MAIlMEHTOB, ObITM MUHUMU3MPOBaHbI
(Tab:. 3). BaxXHO OTMETHUTD, YTO BKCMEPThHI MOTYT PACCMOTPETh
Te Xe caMble JaHHbIe M WHTEePIIPETUPOBATH X MO-APYTOMY.
[TombITKa yCpemHUTh pa3IMuHbIe MCCIeNI0BAHUS HEU3MEHHO
MPUBOAUT K Pa3dpocy B TOJKOBAHUM TMOJYYEHHBIX DKCIe-
pUMEHTalIbHbIX NaHHbIX. KpoMme Toro, Moryt konedarbcst
pasmuuust mexny monxogamu B CILIIA u EBpone K mpume-
HEeHUIO 3TuX pekomeHmauii. MKP cocraBisiioTcst U3 peko-
MEH/Ialuii, OCHOBAaHHbBIX Ha OOILEAOCTYTHON MEIULIMHCKOMI
nutepatype. BMecte ¢ TeM peanusanusi 3TUX peKOMEHAALNI
OyneT 3aBUCETh OT (PMHAHCOBBIX, KyJAbTYPHBIX W COLUATTBHBIX
Ppa3nMyuuil B KaXI0W OTAEIBHO B3ITOM CTpaHe.

b. Kraccugpurkauua nceayoouxosvix apummuii u 6He3anHoi
cepoeunoii cmepmu. Jlannaa kaaccugpurxayuonnas mabau-
ua npedcmasiena 04 pykoeodcmea 6 padome u 66e0eHuUs
6 MKP (maba. 4).

2. nMAeMHOAOTHS
(cAy4an BHe3anHoOWM CepAeHHOi CMepTH)

Arnuaemuoorust (reorpacgpuyeckasi yactora 3a00JIeBaHUIA)
BHe3anHoi cepaeyHoit cMeptu (BCC) usmeHsieTcs 1o mepe
pacripocTpaHeHust (YHKLIMOHAIbHBIX MTOKAa3aTeleil UIIeMU-
yeckoit 6one3nu cepaua (MBC) B pasnuuHbIx pernoHax |[3].
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Tabanua 1. MexxAyHapoAHble KAMHMYECKMEe PEKOMEHAALIMM, HEKOTOPbIE MOAOXKEHHsI KOTOPbIX NepekAuKaloTcs ¢ PekomeHAaumsamu no
A€YEHMI0 MALUEHTOB C XXEAYAOUKOBbIMU apUTMHUIMU U MPOIMAAKTHKE BHE3aNHOH cepaedHoi cmeptn ACC/AHA/ESC

JlokymeHT Kewm Bbimy1ieHo Ccpinka
PykoBoacTsa
BHesanHas cepieyHast CMepTh ESC Eur Heart J 2001;22:1374—450
CuHKoIEe ESC Eur Heart J 2004;25:2054—72
TecTsl ¢ huzHUECKON HATPY3KOI ACC/AHA Circulation 2002;106:1883—92
?;aempoxapzmocmmynmopbr 1 aHTUAPUTMHUYECKUE YCTPOIC- ACC/AHA/NASPE Circulation 2002:106:2145—61
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MaJIuAMU Cepﬂe‘{HO—COCyﬂVICTOﬁ CUCTEMBI

TabAnua 2. KAacCbl NOKa3aHWi U YPOBHM AOKa3aTeAbCTB

Knaccol noxazanuii

1. IMosnoxeHust, Npu3HaHHbIE aOCOTIOTHO TOKa3aHHBIMU M/WJIN B OTHOILIEHUY KOTOPBIX CYIIECTBYET SAMHOAYIINE O MOJb3e 1 9D HEeKTUBHOCTH
(TOIt WJIM MHOW AMATHOCTUYECKOI MTPOLIEAYPBI MM METO/IA JIEICHNST)

11. TToI0OXeHMsI, B OTHOIIEHUH KOTOPBIX MMEIOTCS TIPOTMBOPEYMBBIE CBUIETEILCTBA U/ WU HET €AMHOMYIINSA OTHOCUTEIBHO UX MOJIb3bI ¥ 2(HEKTUB-
HOCTH (IMarHOCTUYECKOM MPOLIEAYPhl UJIM METO/IA JICYECHHS] )

« Ila. [TpeobanaroT moKa3aTeabCTBA WIIM MHEHHMS B ITOJIB3Y TOM MM MHOM TUATHOCTHYECKOM MPOIETYPhl MIIM METONIA JICYCHMS
« [Ib. ITonb3a 1 3¢ HEKTUBHOCTD TMATHOCTMYECKOM MPOLIENYPhl WIIM METOIA JICYeHHsI MeHee 0OOCHOBAHbBI I0KA3aTeIbCTBAMU M MHEHUEM SKCIIEPTOB

II1. TTotoxXeHwMsI, B OTHOLIIEHHE KOTOPBIX MIPU3HAHO a0COJIOTHO JOKa3aHHBIM U/MJIK UMEETCsI O0lilee eMHOMYILNE, YTO JaHHAsT TUATHOCTHYECKAst
MpoLeaypa UK METO/ JISYSHUsI He SIBJISIIOTCS MOJe3HbIM 1 3(D(HEKTUBHBIM, 8 B HEKOTOPBIX CJIydasiX MOXKET MPUHECTH BPeL

Ypoeru dokazamenvcme
A. TIpy HaIMYMM JaHHBIX GOJIBILIOTO KOJMYECTBA PAHAOMU3MPOBAHHBIX KIMHUYECKUX UCCIEI0BAHMI

B. Ipu orpaHMYEeHHOM KOJMUYECTBE PAHAOMU3NPOBAHHBIX M HEPAHIOMU3MPOBAHHBIX UCCICAOBAHMI MM TAaHHBIX MyOJIMKALMNA B MEIULIMHCKOMN
JIuTeparype

C. OtHocuTcs K PEKOMEHOAIUAM, OCHOBAHUEM IJISI KOTOPBIX CITYKUJIO MHEHHE SKCIIEPTOB

B CIIA exeronno nmpoucxonut ot 200 000 mo 450 000 cayua-
eB BCC [9—14].

Takast BemunHa pazdopoca 00yCIOBIIEHA UCITOIb3YeMbIMU
kpurepusmu BkiodeHus. B nenom yactora BCC B EBpore
corocTaBuMa ¢ JaHHBIMU, peructpupyembivu B CIIA [3],
CO 3HAYMMBIM reorpaduueckuMm paszdopocom. OmpenereHue
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BCC, ocHoBaHHOE Ha BpeMEHHBIX XapaKTepUCTUKaX, B 3Ha-
YUTEJILHOU CTeTIeHU OTpeNesIsieT SMUIEMUOTOTMUYeCKUe TaH-
Hele [15]. [Tponopius Bcex eCTeCTBEHHBIX CMEPTHBIX Cllyda-
eB B pe3ynbrate BCC cocraBisiet 13%, Korma MCIOIb3yeTcsI
0oHOYAacoBoOI KpuTepuii nnarHoctuku BCC ot Havasa mosiB-
JneHus cuMrnromMoB. OmHAKo WCClieOBaHUWE, TIPOBEICHHOE

KAPAMIOAOIMA (KARDIOLOGIIA), 7, 2011



PexomeHaaLmm

Tabanua 3. HecootserctBne MKP ACC/AHA/ESC no AeueHMIO MaLMeHTOB C KEAYAOUKOBbIMM apuTMHAMM 1 npochraakTike BCC
u Apyrux Pekomenaaunin ACC/AHA wn ESC no nposeaennio UKA-Tepannmn AAs npoBeAeHust nepeuuHoi npocpraaktukn BCC ¢ ueabio

yMeHbllleHHsi 061e CMEPTHOCTH 3a cueT cHkenns BCC

I'pynmbl manueHToB, Mpea-

PykoBo/ICTBa 1 KJIacC peKOMEHIAINIA C YPOBHSIMU J10KA3aTeIbHOCTU* IJTST KaXKI0M TPYIIIIbI

CTaBJICHHbIC B pCKOMEH/IA~ 2005 ACC/AHA 2005 ESC 2004 ACC/ 2002 ACC/AHA/ KommeHTapun
LUsIX HF HF AHA STEMI NASPE PM and ICD MKP ACC/AHA/ESC XA u BCC
ALK u UM b anaunese, Kaacc I; Knacce 1la; ﬁﬁ;agcackgsy 61,1/11: gg}?{iiiﬁlzci{x—
®BIXK 30% wmm Menee, Knace I; VII: B <y o Knace Ia; VII: B patax, P !
NYHA 11. 1T VII: A VI B enTol ¢ JAJI2K 1 UM B aHamHe3e.
’ Knace I; YII: A
JJI2K u UM B aHamHe3e, Kaace I-
DBJLX ot 30 1o 35%, Knace Ila; YII: B VI A ’ HET HET
NYHAII, 111 ’
JIJI2K u UM B aHamHe3e,
DBJTXK ot 30 no 40%, YKT, HeT HeT Kaace I; YJI: B Knace 11b; YII: B
MOJIOKUT. 9HT0D DU
Jns nanenToB ¢ 2KA u BCC 6bu1
JIUTK u UM B aHamHese, pacumpen auanazon ®BJIXK ¢ 30% no
DBJIXK 30% win MeHee, Knacce Ila; YI: B HeT HeT HeT 35% wunu MeHee, KoTopbie umenn JJIK
NYHAI u UM B anamue3e u NYHA 1.
Knacce Ila; YI: B
JIJI2K u UM B aHamHe3e,
DBIIXK ot 31% no 35% win HeT HeT HeT HeT
menee, NYHA 1
Hemmenmieckas KMII, Knacce I; Bcil)(:: P;IE;()E I:aolfr?:go;z:sqiiu
DBJTXK 30% win meHee, Knace I; YII: B 7 HeT HeT P ] P .
NYHA 11. 111 VII: A naureHThbl ¢ HemmeMuyeckoit KMIT,
’ NYHA 11, I11. Kzrace I; Y/I: B

Henmemuyeckas KMII, Kuace I
DBITX ot 30% no 35% wiu  Knacc Ila; Y: B yﬂccA ’ HET HET
menee, NYHA 11, 111 ’
Heumemnueckas KMIT,
DBIIXK ot 31% no 35% win HeT HeT HeT HeT
meHee, NYHA I

st maruenToB ¢ 2KA u BCC 6bu1 pac-
Heunmemunueckas KMII, mpen auanazon ®BJTIXK ¢ 30%
DBJIX 30% nnu meHee, Knace I1b; VII: C HeT HeT HET 110 35% Wi MeHee, KOTOpble UMEJTH

NYHA I

Heumemnyeckyio KMIT u NYHA 1.
Knacce 11b; YII: B.

Ilpumeuanue: BCC — BHe3amHasi cepaevyHasi cMepTh; KA — xeiynoukosble aputMun; AJIK — aucdyHkuus aesoro xenynouka; UM — uHdapkT
muokapaa; ®BJIK — dpakiwmst BeiOpoca sieBoro xenynouka; KMIT — kapauomuonartus; sH109PU — sHp0KapauaibHOe 3JIeKTPODU3NOIOTHIECKOe
uccienoBanue; Y2KT — ycroitumBasi XeaynoukoBasi Taxukapaus; Yl — ypoBeHb 10Ka3aTeJIbHOCTH.

B Maactpuxe (Hunepnanmsl), B KOTOPOM MPUHUMAIU yyac-
THE BCE KUTEJIW ITOTO HACEJIEHHOTO ITyHKTa, IMOKa3ao,
yto yactotra BCC cocraBuia 18,5% cpenn BceX CMEpPTHBIX
cllydyaeB MPU MCIIOJb30BaHUU 24-4aCOBOTO KpUTEpUs aua-
rHoctuku BCC [16]. [IpumeHeHue 24-4acoBOTr0 KpUTEPUs
nuarHoctuku BCC yBenmmuuBaeT MO0 BCEX €CTECTBEHHBIX
CMepPTEJbHBIX CITy9aeB, OTHOCSIIINXCS K KaTeropuy BHe3all-
HBIX, HO YMEHBIIIAeT TOJII0 BCEX BHE3ANMHBIX €CTECTBEHHBIX
CMEPTHBIX CTy4aeB, KOTOPbIe MPOUCXOIST M3-32 KApAUOJIO-
ruyeckux 3aboseBanmii [15]. TIpubnusutenbHo 50% Bcex
cMepTeii 1o npuunHe MBC sBisioTcs: Hemnpencka3syeMbIMKI
U CKOPOTEUHBIMU U MPOUCXOIST B TEUEHUE KOPOTKOTO MPO-
MeXyTKa BpeMeHU (MTHOBEHHO, B TeueHue | 4) mociie Havana
W3MEHEHUI B KJIMHUUYECKOM CTaTyce OOJTHHOTO, C HEKOTO-
pPBIM TeorpaduIecKrM pa3dbpocoM B TPYIIIIe KOPOHAPHBIX
CMepTeli, KOTOpbIE SIBJISIIOTCSI BHe3anmHbIMuU [17].

CoxkpallleHre CTaHIAPTU3NPOBAHHON 1O BO3PACTY JIETalb-
Hoctu B pedyabTare XCH He mompasymeBaeT yMeHBIICHUS
KOHKPETHOTO YMCJIa JIETATbHBIX MCXOIOB 3a00JIeBaHMIA cep-
nua uiu BCC [18, 19] u3-3a pocTta YMCICHHOCTU U CTapEHMS
Hacenenust CILIA u EBporbl u yBeamueHusI pacpocTpaHeH-
Hoctu UBC [20].

KAPAMIOAOIMA (KARDIOLOGIIA), 7, 2011

Tloarpynmsl ManMeHTOB U MPOTHO3 PHCKA

CymectByet 3 ¢hakTopa, KOTOpbIe BIUSIOT Ha BO3MOXHOCTb
BBISIBJICHUS] MALUMEHTOB U TMOATPYII MallMEHTOB, MMEIOIIUX
Beicokuii puck BCC, a Takxke Ha BBIOOp CTpaTerMmuyeckoro
noaxona K npoduirakruke BCC:

* AOCOJIIOTHOE YMCJIO M YacTOTa Pa3BUTUSI COOBITHUSI B TTOJI-
rpyrnmnax rnamueHToB (puc. 1)

* KiamHuyeckue moArpynbl, B KOTOPBIX BCTPEYAIOTCS
ciayqan BCC

» 3aBucumoctb pucka BCC Bo BpeMenu [14].

Oowas yactora cayyaeB BCC B CILA cocraBnsier ot 1 10 2
Ha 1000 Hacenenus (0,1—0,2%) B To/1 ¢ HEKOTOPBIM Pa36po-
COM B OIleHKaX, OCHOBaHHBIM Ha DPa3INIUSIX MCTOYHUKOB
JaHHBIX. DTa OoJIbllIasi MOMYJSILIMOHHAs 6a3a BKIIIOYAeT Kak
nauveHToB, Yy Kotopbix BCC sBisieTcss mepBbIM KJIMHUYEC-
KUM TIpOSIBJIEHWEM 3a00JIeBaHUS cepilla, TaK U MalueHTOB,
y Kotopbix BCC MoXeT ObITh CIPOrHO3UPOBAHA C BBICOKOI
TOYHOCTBIO, TaK KaK OHU OTHOCSITCSI K TpPYINaM BBICOKOTO
pucka (cM. puc. 1).

Bonee BbicOkMe ypoBHM aHaim3a pUCKa MOTYT OBITH
NOCTUTHYTBHI TIPU OTIpelesIeHUH OoJjiee OTHEJNbHBIX IO~
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Puc. 1. Abcomotnoe unco u yactora BCC B o0mieit momyisiuu u B
cnenudryecKUX rpynnax nanueHTos B Tedenue 1 roga. K oomeii
NOMYJISILMN OTHOCUTCS HeceIeKTUBHAS TPYINA JuL cTapiue 35 jer u
MOATrPYNIbI MANMEHTOB BHICOKOTO PHCKA C MHOXKECTBOM (haKTOPOB
PUCKA BOHHKHOBEHHS MEPBOT0 KOPOHAPHOTO COOBITHS.

KimHnyeckue wuccienoBaHusi, B KOTOPBIX TMPUHUMAIW Yy4yacTue
MalMeHTbl,  OTHOCSIIMECS K  CreuudUIecKuM  TpyIinam,
MpecTaBlIeHbl B MpaBoii yactu pucynka. AVID — Antiarrhythmics
Versus Implantable Defibrillators; CASH — Cardiac Arrest Study
Hamburg; CIDS — Canadian Implantable Defibrillator Study;
MADIT — Multicenter Automatic Defibrillator Implantation Trial;
MUSTT — Multicenter UnSustained Tachycardia Trial; SCD-HeFT
— Sudden Cardiac Death in Heart Failure Trial. ®B — dpakiust
BbiOpoca; XCH — cepaeunast HemoctatouHocTh; OUM — uHbapkr
muokapna. Monuduimposato ¢ paspemenust Myerburg RJ, Kessler
KM, Castellanos A. SCD. Structure, function, and time-dependence
of risk. Circulation 1992;85:12—10

Tabanua 4. Kaaccndpmkaums »KeAyAOuKOBbIX apUTMUI

rpyni. MexXay TeM COOTBETCTBYIOIee KOHKPETHOE YMCIIO
JIETaIbHBIX MCXOIOB MMeEeT TEeHACHLMIO K CHUXEHHUIO,
IIOCKOJIBKY OTH ITOATPYIIIBI CTAHOBSTCS IPUOPUTETHEE,
OrpaHUYMBasT BO3MOXHOE BO3IEHCTBHE BMeEIIaTeIbCTBA
HauMEHbIIEeH 10U Beeit monynsiuuu [21].

3. KAnHnueckune nposiBAeHus

y GOABHbIX C )KEAYAOUKOBbIMU apUTMHMIMH
M BHE3arnHoW CepAe4YHOM

CMepTbio

KA moryTt BeTpedaThes y JIOAed CO CTPYKTYPHOI MaTo-
jorueit cepaua mam 6e3 Hee. CyliecTByeT TecHas B3au-
MOCBSI3b MEXAY KIMHUYECKUMU MPOSIBICHUSIMU apUTMUU
(Tabn. 5), cTeNeHbIO UX TSIKECTHM U XapaKTepOM IaToJio-
ruud cepauna. Hampumep, reMomuHaMUYeCcKW CTaOWIbHAsI
u xopoiuo nepeHocumas KT MoxeT BcTpeuaTbesl y Malu-
eHTa ¢ mnepeHeceHHbIM paHee UM m muchynkumein JIXK.
IIporHo3 m Mmoaxon K BEAECHUIO TaKUX OOJBbHBIX WHAWBU-
IyaJlbHbl W 3aBUCAT OT TSIKECTW CHMIITOMOB M XapakTepa
OCHOBHOTO 3a00JIeBaHMSI.

4. Pernctpaums srektpokapanorpammbi (IKI)
B MOKoe

Pekomennanun

Knace I

Bcem mamueHTam ¢ KeJyJOYKOBbIMH HAPYHIEHHSIMH PUTMA
NMOKA3aHO MNPOBOAUTH PErUCTPALMIO 3JIEKTPOKAPAMOTrPAMMBI
(OKT) B nokoe B 12 oTBeneHusx (A).

Knraccuguxayus KA no kaunuueckum nposeienusm

KA acuMITOMaTUIHBI

OTCyTCTBI/Ie CUMIITOMOB (7)

lFemonnuamuyeckn KA ¢ MUHMMAILHBIMKI
crabunbHasg KA MIPOSBIEHUSIMU, TAKM-
MM Kak cepalieoueHue

[TauueHT uyBCcTBYeT cepaLieOUeHUs B IPyAH, FOpJie, Wi LIeU U OMMChIBAeT UX KakK:

+ OuyueHue cepaledueHnit CXoxue ¢ TeM1, KOTOpble BO3HUKAIOT TPH ObICTpoM Gere
» HenpusiTHoe olylieHue cepaleoreHuit

 OmyneHust MpomyLUIeHHbIX COKPAIleHUIi cepia WK nay3

[MaeHT onuchiBaeT TIPECUHKOTIIC KaK:

[Mpecunkone

» TlonoBokpyxeHue
+ OmynieHue Havaia moTepyu CO3ZHAHUS

(7)

* YacTUyHyI0 NOTEePIO0 CO3HAHMSI

BuesamHas TIOTEPA CO3HAHWA C HEBO3MOKHOCTBIO ITOIACPXKMBATH BEPTUKAJIBHOE

CuHkorie
TeMoaMHAMMYECKH
HecTtadbunbHas KA
BHesanHas cepnevHast
CMepTh

TIOJIOKEHUE TEJIa, KOTOPOEC HE CBA3aHO C MPOBEACHUEM aHECTE3NHU C MOCICAYIOINM
CITOHTaHHBIM BOCCTaHOBJIEHUEM CO3HAHUAA. l'[auvrel—rr MOXET IMOTEPATH CO3HAHWsA, B TOM
YHUCJIC U TP HAXOXICHUHN B TOPU3OHTAJIbHOM IMOJIOXKEHUN

(7)

CMepTb, HACTYNMBLIAS B PE3YJIbTaTe BHE3AITHO Pa3BUBLIEHCS OCTAHOBKM KPOBOOOpa-
LIeHMsI, 0OBIYHO B pe3yJbTaTe HapyleHWil puTMa ceplia, KoTopasi npousolia B teye-  (7a)
HUe | yaca OT Havyasia MosiBJACHUs] CUMIITOMOB

CMepTh, HACTYMMBLIAS B Pe3y/IbTaTe BHE3AITHO Pa3BUBIIEHCS OCTAHOBKM KPOBOOOpa-

BuesarHast cepaeuHasi  1ieHMsI, OOBIMHO B pe3yJibTaTe HAPYLICHUIT pUTMa Cep/ilia, KOTopasi TPOU30IILIa B Teue-
CcMepTh Hue | yaca oT HavaJsia MOSIBJICHUSI CUMIITOMOB U T10 TIOBOJLY KOTOPOii, ObUIM MIPOBEACHBI

(7)

3¢ deKTUBHbIE MEMUIIMHCKIE BMEIIATEIbCTRA (1e(pUOpMILISIINS )

Dnexkmpokapouoepaguueckas kraccupuxayus KA

ITponomxkutenbHocTh 2KT oT 3 kKoMIiekcoB 10 30 ceKyHI.

KT siBnsietcst HapyLLIEHHEM pUTMa CepAlia, KOTOPOe XapaKTepu3yeTcs: HaTn4nem

He MeHee 3 KeTyITOUYKOBBIX KOMIUIEKCOB ¢ YacToToii 6osee 100 yaapoB B MUHYTY (M- )
Holi 1tikita 6ostee 100 mc)
Heycroitausas KT MotovopdHas KT HeycroitunBas )K:l“, “MeloIast oaruH MophOoIIOTnIecKrii Kitacc KoMruiekcoB QRS )
Ha MoBepxHOCTHOM DK
Heycroituubas 2KT, Bo Bpemsi KoTopoii KoMmriekebl QRS npencrabneHsl 2 u 6osee Mop-
Tommopdnas KT domnornueckumu kinaccamu. JnnHa unkia KT Haxoqutes B ananasone ot 600 1o 180 mc Q)
60 KAPAMOAOIMMA (KARDIOLOGIIA), 7, 2011
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IIpodoarncenue mabauypt

Ycroituubast KT Monomopdnas KT

Momumopdnas KT

KT ¢ umpkyssinueit
HMMITYJIbCA MO0 HOXKaM
myyka ['mca o MexaHusmy
pe-entpu (bundle-branch
re-entrant tachycardia)

JBynarnpasieHHast KT

Torsades de pointes

TpeneTaHMe XKEJIyI0YKOB

DuOPMILISIIMS KeTya04-
KOB

Imuonoeuneckas kaaccugpurxayus KA
HUBC

CeplieuHast HeI0CTaTOY-
HOCTh

BpoxieHHbIe TTOPOKK
cepaua

Hesponornueckue
3a0051eBaHUs

CTpyKTypHO HOpMaJbHbIe
cepaua

CHHIPOM BHE3AITHOM
CMEPTH Y HOBOPOXKIEHHBIX

IMponomkutenbHocTh KT 60ee 30 cekyHn, B TeueHue 30 ceKyHI TpeOyeTcs mpeKpalle-
Hue KT BciencTBre reMoIMHAMUYECKOTO KOMITpOMUCca

Ycroituusast KT, numeroiiast oqHy koHdurypaiuio Komruiekca QRS Ha moBepXHOCTHOI
OKI

Ycroitunas 2KT, Bo BpeMst KOTOpoii Ha moBepxHOCTHOM DKI' n3MeHsieTcst KoHdurypa-
1mst komrutekca QRS. [Innna nukiia KT Haxonurest B auarazode ot 600 mo 180 mc

2KT pasBuBaetcst BCIeACTBHME peaan3aliii MeXaHu3Ma pe-eHTpH B cucteme ['ica-
IMypxkunbe. O6p19HO, Ha ToBepxHOCcTHOM DKI peructpupyercst KT ¢ KoHbuUrypaumeit
komruiekca QRS mo tuny BJIHIIT, yacto Bo3Hukaet y nauueHToB ¢ JIKMII

KT c anbrepHaLmeii aeKTpuueckoit ocu cepaia KoMmruiekcoB QRS Bo (poHTaNBHOI
IJIOCKOCTH, YacTO CBsI3aHa C MHTOKCUKAIIMEH CepleuHbIMU TIIMKO3UIaMU

KT accounnponana ¢ ysenmmueHuem nHTepBanioB QT v QTc, DKI Bo BpeMs aput-

MMM XapaKTepU3YeTcsl «CKPYUYMBaHMEM» HaIPaBIeHHOCTH KomIuiekcoB QRS Bokpyr

M303JIEKTPUYECKON JTMHUN

“rurmmuHast” KT, KoTopast HaurHaeTcst B pe3yibTate 2KD ¢ MHTepBaiaMy CLETICHUS
o Tuny “short-long-short”

“nerurmuHast” KT, Kotopast HaurHaeTcs B pe3yiibTate 2KD ¢ MHTepBajaMu Clerie-
HUS 10 TUMy “normal-short”

OpranuzoBaHHas (KoJeOaHWs IUIMHBI UKIIA He MpeBbIaoT 30 Mc) XeTyaIouKoBast
apUTMMSI C YACTOTOM aKTUBAIIMU XeTyI09KOB 0K0Ji0 300 B MMHYTY (JUTMHA LIMKJIa —
200 mc), xapakTepusymoliasics MoHOMOpdHOI KoHdurypaimeit komruiekcoB QRS
Ha noBepxHOCcTHOU DKI' 1 OTCYTCTBHEM M303JIEKTPUIECKOTO MHTEpBaia MEXIY COCell-
HUMM XeJTyI0YKOBBIMU KOMILJIEKCAMU
Bbicoko4acToTHbli1, 00b14HO Gosiee 300 ynapos B MuHyTy/200 MC (JUIMHA LIMKJIA COCTaB-
sistet 180 MC 1 MeHee) HeperyJIsSIpHbIi JKeJTyJJOYKOBbIf PUTM ¢ BBIPaXKeHHO Bapuadesib-
HOCTBIO JUIMHBI LIMKJIa, MOP(OJIOrMU U aMILIUTYAbl KoMIuiekca QRS

JunaraunoHHast KapamoMuonaTtus

KaleI/IOMI/IOl'IaTI/II/I

T'uneprpoduueckast KaparoMHronaTus

ApUTMOreHHast JUCIIa3usi MPaBoOro Xeyyaouka

(7)
(7)

(7)

(7

(7)

(7)

(7)

(7)

TabAmnua 5. KAMHMYeckne NposiBA€HMS Y MaLMEHTOB C )KEAYAOUKOBbIMM apUMTMUAMM M BHE3aMHON CEPACUHON CMEPTbIO

* ACUMITOMAaTHYHBIC MALMEHTHI ¢ HaJMuneM win 6e3 DK -u3meHeHmit
* [lanMeHThI C CUMIITOMaMU, XapaKTePUCTUKA KOTOPBIX TIOTEHIINATBHO MOXET CBUIETEILCTBOBATH O HAIMYUY KETyTOYKOBBIX aPUTMUIA

CepniieoueHust
Onpiiika
Bosb B rpyan

CuHKore u TIPpECUHKOTIC

» I'eMonnHamMuyecku crabuiibHas Kejly104KoBas TaxuKapaus
« I'eMonnHamMuyecky HecTabUIbHAS XKeJTyJ0UKOBask TaXUKAPAUs

« CepueuHblii apect

Acwucronus (cuHyc-apect, AB-61okana)
KenynoukoBasi TaxvuKapaust
DuOpUILIALNS KeTyT0YKOB

9J16KT‘DOMCX8.HH‘{€CK&H Auccouuranmsa
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Peructpauust 12 orBeneHmii crangaptHoii DKI B mokoe
MTO3BOJISICT BBISIBUTH HE TOJIBKO Pa3JIMUHBIC BPOKICHHBIE aHO-
Manuu, cBsi3aHHble ¢ 2KA n BCC (HanpuMep, CUHIPOM YT~
HeHHoro nHTepBaia QT, CMHIPOM YKOPOYEHHOTO MHTepBaIa
QT, cunapom bpyraga, aputmoreHHas aucruiasust I12K),
HO U ONPEIeIUTh UHBIC 2JIEKTPOKapAUOrpauIecKrue CUMII-
TOMBI (HampuMep, MPU3HAKU 3JIEKTPOJUTHBIX PAacCTPOICTB,
HapylIeHus MpoBoauMocTH 1o cucteMe [uca—IlypkuHbe,
TUIIEPTPODUIO JIEBOTO XKEIYyI0UKA).

5. Harpy3ouHbie npo6bi

Pekomennanun

Knace I

1. Harpy3ouHbie npoObl peKOMEHIOBAHbI B3POCJIBbIM MAIMEH-
TaM C yMEPEHHbIM WM BbICOKMM PUCKOM BO3HUKHOBeHusi UBC
1O BO3pacCTy, NOJY M CUMITOMAM, NPOBOLMPYIOIUM HLIEMUYEC-
Kue usmenenus uiam 2KA (B).

*Cm. mabn. 4 6 donoanennoix MKP, paszpabomauneix ACC/AHA
6 2002 e., 6 omHoutenuy Haepy304HviX npod [22] ona danvheiueeo pass-
ACHEHUA.

2. Harpy3ounbie mpoObl HE3aBUCHMO OT BO3PACTA MOKA3AHBI
NANMEeHTaM ¢ Bepu()UIMPOBAHHBIME PaHee WM Mpe/IoJiaraeMpi-
mu 2KA, Bo3HUKaIOmuMK Ha (hoHe (PU3MUECKOil HATPY3KH, BKIIIO-
yasg karexosiamuu3aBucumyio KT, Ui yCTAHOBKHM JMATHO32
U OmpesieJieHNs IEPeHOCHMOCTH TaxuKapanu nanueHToMm (B).

Knacc Ila

Ilenecoo6pa3Ho WMCNOJIb30BAHME HATPY30YHBIX NPOO st
onenkn 3(GeKTHBHOCTH KaTeTepHOil a0JSIMU Yy NANUEHTOB
¢ auarHoctupoBannoii 2KA, Bo3nnkaromieii Ha one puznyeckoi
Harpy3ku (B).

Knacce I1b

1. Ilenecoo0pa3Ho mpoBeeHHE HATPY30YHBIX MPOO y Manu-
E€HTOB C XKeJyJI0YKOBbIMH HAPYHIEHHSIMA PUTMA, HU3KOH Bepo-
aTHocTbio pa3Butusa UBC nmo Bo3pacTy u moJy, a TakxKe y JIHI
C APUTMHSMH, COMPOBOKIAIONIMMUCS KIMHIIECKAMH MPOsIBIIe-
nusivu (C).

*Cm. maba. 4 Ymounenus MKP ons nposedenus Hacpy304HbiX npoo
[22] 6 uensx danvheiluieco 00vICHEHUs 6epOSMHOCMU B03HUKHOBEHUS
HUbC.

2. IleaecooOpa3Ho nNpoBeeHNe HATPY30YHOTO TE€CTHPOBAHHS
B Npouecce 00C/IeN0BAHMS MANMEHTOB CPEIHEr0 M CTApIIero
BO3pacTa C HAJIMYHMEM KeTyJ0YKOBbIX 3KcTpacuctoa (2KJ)
Ha OKIT B orcyrcrBue unpix cumnromoB MBC (C).

Knace ITT
Cm. maoa. 1 donoanennvix MKP 0as nposedenus: Haepy304HbiX npoo
[22] npu Haauvuu npomueonokazanuii (B).

OKI' ¢ Harpy3koil OOBbIYHO MCIOJIb3YETCS s KJIUHU-
YecKol OLEHKM cocTosiHMsl mauueHToB ¢ KA. Yaimie Bcero
ee MPUMEHSIIOT JUISl BBISIBJICHUST 0e300JieBOi (JIAaTEeHTHOIN)
(opMbI HIIEMHUN y MTALMEHTOB ¢ rmomo3peHueM Ha MBC kak
OCHOBHOTO 3a0osieBaHus [22]. Y O0JIbHBIX C U3BECTHOI paHee
unn 6e3oonesoii ¢opmoit UBC, nim kaparnomuonaTussMu
Hajmure 4acThix 2KD BO BpeMsl WK TIOCJIE TIPOBEIECHMS TeCTa
ACCOLIMMPYETCS C OOJIBIIMM PUCKOM BO3HUKHOBEHUS TSIKE-
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JIBIX CEPIEYHO-COCYAUCTHIX ocoxXHeHUM (CCO), HO He sIBIIsI-
etcst npeaukTopom BCC [23—25]. Tem He MeHee TIOSIBJIEHHE
KD B pesynbTare MpoBeNeHUsI TecTa ¢ HaTPy3KO y TTpaKTU-
YECKU 3M0POBBIX JIIOACH He OKHO CIIY>KUTh OCHOBaHUEM TSI
Ha3HAYeHUsI JIEYSHUSI, €CIM TOJBbKO OHO HE CBSI3aHO C 3ape-
TUCTPUPOBAHHON UIleMUelt niu noarsepxaeHHon KT.

6. AMOGyAaTOpHOE
3AeKTpoKapAuorpagpuyeckoe UccAeAOBaHHe

Pekomennanumn

Knace I

1. Amoyaaropnas peructpauus DKI' nmokaszana ais Bepucdu-
Kallud apUTMHHU, onpe/esieHns n3MeHenuii uaTepsaia QT, 3youa
T, cermenta ST, a TakkKe Ml OUEHKH PUCKA WM NMPHHSATHS
peleHusi 0 Ha3HAYeHuu Tepanuu (A).

2. XoarepoBckoe monuTopupoBanune DKI' mokaszaHo mamm-
€HTAM C He3HAYHTEIbHOI CHMIITOMATHKOI, YTOOBI ONpPeIeNTb,
BBI3BAHA JI OHA TPAH3UTOPHBIME apuTvmusivu (B).

3. IMniaHTHpyeMble 3aNiChIBAIOIIAE YCTPOMCTBA MOKA3AHbI
NanyeHTaM co ¢Ja0o0 BbIPaKEHHOH CHUMITOMATHKOW, KOTO-
pasi, BO3MOXKHO, CBS3aHA C APUTMHSIMH, HANpPUMEp, B Ciydae
ooMopounbix coctostamii (OC), ecid NpU MOMOLIM OOBIYHOTO
JMATHOCTUYECKOTO 3JIEKTPOKAPAUOrpaIecKoro HCCienoBa-
HHSI HEBO3MOXKHO YCTAHOBHUTD CBSI3b MEXKIY HAPYIIEHHMEM PUTMA
cepamna u pa3purueM cumnromatukm (B).

Hcronb3oBaHue MPOIOIKUTEILHOIO WIM MEPUOANIECKO-
ro aMOyJIaTOPHOro 3JieKTpoKapauorpapuu MOXKET OKa3aTb
IIOMOIIlb B AMATHOCTHKE IPEANojIaraeMoil apuTMUHM, yCTa-
HOBJIEHUM YACTOTHI €€ BO3HMKHOBEHMS U CBSI3aHHBIX C HEil
CHUMIITOMOB, a TaKXe IUIsl ee KOHCTaTallmu. B aToM cirydae
Tak>Xe MOTYT ObITh BepuULMpPOBaHbl 0e300JeBbie (POPMBI
HILEMUN MUOKAp/a.

7. Metoauku 3anmcu IKI
M pa3sAMYHble METOAbI ee OLeHKH

Pekomennanumn

Knacc IIa

Ilenecoodpa3Ho ucnojb3oBaHue u3MeHenwit 3yoma T mis
YTOUYHEHHsI IMATHOCTUKY U BbIsIBJIeHHs ()AKTOPOB PUCKA Y MALM-
€HTOB C JKeJTyJI0YKOBbIMH HAPYHICHUSIMH PHTMA WM Y NAIMEH-
TOB C BBICOKUM PUCKOM UX pa3BuTug (A).

Knacc IIb

IIpumenenue Metonos 3amucu DKI', Takux kak DKI ¢ ycm-
JIeHHeM CHTHAJIa, WCCJe0BaHHe BapualdelbHOCTH W TYypOy-
JICHTHOCTH PHTMA Cepaia, YyBCTBUTEJILHOCTH Oapopediekca
BO3MOJKHO Y nmamueHToB ¢ 2KA ¥ nanueHToB ¢ BHICOKUM PUCKOM
Pa3BUTHS YTPOKAIOIMUX KU3HKA apuTvuii (B).

UccnenoBanus no oneHke adhdexktuBHoctu MK/, ocodbeH-
HO MHoroueHTpoBoe uccienopanne MADIT-II, BeinBUHYIH
Ha TIEpPBbIN TJIaH HEOOXOAMMOCTh pa3pabOTKM HOBBIX MHC-
TPYMEHTOB IJISI BBISIBJIEHUSI MAlIMEHTOB C BBICOKUM PUCKOM
Bo3HUKHOBeHUs KA nu BCC. B Hacrosiiiee Bpemsi CylecTt-
BYIOT MHOTOYMCJICHHBIE METOIUKH JIUIST OLIEHKU 3TOTO PUCKa,
HO Ha JAaHHBI MOMEHT AIMMWHUCTpalUeil MO KOHTPOJIO
32 Ka4eCTBOM IUILEBLIX MPOAYKTOB U JEKAPCTBEHHBIX Ipe-
maparoB CIIIA yTBepXXIeHbI TOTBKO IBE U3 HUX — 3TO PETUC-

KAPAMOAOTMS (KARDIOLOGIIA), 7, 2011



Tpauusi curHan-ycpenHeHHoir DKI u oleHKa anbTepHaluu
T-BoaHBI.

[lepCIeKTUBHBIMU TaKKe SIBJISIOTCS METOIMKH OLICHKU
BapuabeIbHOCTA PUTMA CEpILa M UyBCTBUTEIBHOCTU Oapo-
pedraekca.

8. OYHKUMA AeBOTO YKeAyAOUKa
M METOAbI €r0 BM3yaAH3aLMH

Pexomennamumn

Knace 1

1. Ox0KI' pekomMeHIOBaHA MAIMEHTAM C KEJIYI0YKOBBIMU
HApYIIeHUsIMH PUTMA C MOJ03PEeHHeM HA CTPYKTYPHYIO MATOJIO0-
ruio cepana (B).

2. Mposenenne DxoKI' peKOMEHIOBAHO MAMEHTAM C BBICO-
KHM PHCKOM pa3BuTus yrpoxkatommx xusuu 2KA wm BCC
€ KApIMOMHONATUSAMH (IUIATALMOHHOI WK TunepTpoduyecKoit
kapmuomuonatueii, AJITT2K), mocTuH(hapKTHBIM KapanocKiepo-
30M W POACTBEHHUKAM MALNMEHTOB C HACJIEICTBEHHBIMH 3200.1€-
Banusavu, ceg3anabiMu ¢ BCC (B).

3. Harpy3ouHble mpoObl ¢ BO3MOKHOCTBHIO BH3yaJIM3alUu
(Ox0KT nim u30TONMHOE MCCaenoBaHne, 0AHOGOTOHHAS 3MHC-
croHHas KomnbioTepuast Tomorpacusi [ODKT]) nas eisBiaenus
0€e300.1eB0¥i (hOPMBI UILIEMUH PEKOMEHIOBaHBI NanueHTam ¢ 2KA,
¢ ymepeHnbiM puckom passutusg UBC no noay, cumMnromMaTike
¥ BO3PACTY; NAIMEHTaM, MOJYYAIOIUM Cep/ieYHble TIMKO3U/IbI;
nanueHTam ¢ runeprpodueii JIZK; nanueHTaM co CHIKeHHEM
cermenta ST B mokoe Oosiee 1 MM, manuMeHTaM ¢ CHHAPOMOM
WPW (Boasha—ITapkuncona— Yaidta) uim npu HAIMIHU 0J10-
KaJipl JeBoii HoxKKH my4ka [uca (BJIHIIT) (B).

4. Tect ¢ (apmMakoIOrHIecKoil HATPY3KOil W BO3MOXKHOC-
Tbi0 Bu3yaau3amun (OxoKI' uiam u3o0TOmHOE HCClenoBaHUE
ODKT) pekomeHayercsi 1is BbisiBIeHHS 0e300/ieBoii (hopMbI
uieMnd y nanueHToB ¢ 2KA W yMepeHHbIM PUCKOM Pa3BHUTHS
MBC no Bo3pacty, CHMIOTOMATHKE, MOJY, KOTOpble (PU3UYECKH
He CIOCOOHBI BBINOJIHUTH HATPY304HYyI0 npo0oy (B).

Knacc I1a

1. ITpoBenenne MarHuTHO-pe3onancHoii Tomorpaduu (MPT),
PEHTreHOBCKO# KommnbioTepHoit Tomorpaduu (PKT) cepaua nim
PAZIMOHYKJINIHON aHrHorpaduu 1esieco00pPa3Ho y NAIMEHTOB
¢ KA B Tex cayyasx, korga DxoKI' He mo3BoJisieT TOYHO ole-
Huth ynkmmo JIZK n 12K u/wim BeISBATL MX CTPYKTYPHbBIE
usmenenus (B).

2. Koponaporpacdus (KI') MokeT ObITh BbINOJHEHA ISl BEPH-
dukanmu WM MCKIIOYeHHS HAJMHYMS CTEHO30B KOPOHAPHBIX
aprepnii y namuenToB ¢ UBC u yrpoxamommvu xuzan 2KA,
nepeHecHnX panee OCTAHOBKY CepIeYHO-COCYIUCTON JesTeb-
HOCTH BeJeACTBHE BepuUIMPOBAHHON TaxuKapauu, (puéopui-
JISIIMH JKeTyI0YKOB WM TPENeTAHHS JKeMYI0YKOB («CepaedHbIit
apecT»), C yMEpPEHHbIM WM BBICOKHM puckoM passutusi UBC
1o BO3pacTy, cumnromatuke u noay (C).

3. Bmsyammszauus JIZK nenecoo0pasHa y maunMeHTOB ¢ MMII-
JIAHTUPOBAHHBIM PeCUHXPOHU3UPyIoIM ycrpoiictBom (C).

A. Dxokapauorpadus (DxoKT)

OxoKI' — MHCTpyMeHTallbHBIN METOJ BU3yalu3alluu
MUOKapAUaIbHBIX, KJIaNIaHHBIX U BPOXKIEHHBIX U3MEHEHUI
cepllia, KOTOPBIi B BULY CBOCH 9KOHOMUYHOCTH U JOCTYII-
HOCTU HauboJiee 4yacTo nmpumeHsieTcs, B otauuue or MPT
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u PKT cepnua [26, 27] (taba. 6). Kpome TOoro, mMeToau-
Ka TMO3BOJISIET OLIEHUBATh CUCTONMYECKYIO (yHKImo JIK,
XapakTep IBMXEHMSI MX CTEHOK, OIpenessiTh (pakinio
Boeiopoca (DB) [28].

TabAmnua 6. CoCcTosHMS, CBSI3aHHbIE C BO3MOXXHOCTBIO Pa3BUTHS
YKEAYAOUYKOBbIX apMTMMUI1, KOTOPbI€ MOTYT ObITb AMArHOCTUPOBAHbI
npu nposeaednn Ixokr.

Hosonorus JIvarHocTuyeckast TOUHOCTh
JAKMIT Bricokast
Mimemuyeckast KapIMoOMUONaTUst Bricokast
I'uriepTeH3ust ¢ pa3BUTHEM yMe-

PEHHOBBIPAXXEHHOM TUIepTpodun Boicokast

JIEBOTO KeJTyI0uKa

gzan:y]:po@mecxaﬂ KapIMoMu- Bhicokas
KranaHHble MOpoKu cepaua Bricokast

ALITX CpenHsist
Cunapom bpyrana Huskast

b. PaguonykiuaHbie MeTOAbI

[Tepdysunonnas ODKT muokapaa ¢ MCIOIb30BaHUEM
duznyecKoin Harpy3ku uind (GapMakoJIOrMYeCcKUX IIperna-
paToB WCITONb3yeTCSA y TMALMEHTOB ¢ Mmomo3peHueM Ha KA,
OCJIOXKHEHHBIE WINeMUEel WIN Y TallMeHTOB, KOTOpble HEe B
COCTOSIHMU MEePEeHECTH (PU3NYECKYIO HArPy3Ky WIM Y KOTOPbIX
BO3HUKaIOT u3MeHeHus Ha DKI B mokoe, 4To orpaHU4YMBaET
€€ TOYHOCTb IIJIsI OOHAPYKEHUS UIIIEMUU.

B. Koponaporpacdus

VY GOJIbHBIX C YIpOXKaIOIMMMU XU3HU KA WM BBIKMBIINX
nocine BCC, xoponaporpadust (KI') mmeer Gojbioe nmua-
THOCTUYECKOe 3HAueHWE ISl BBISIBJICHUS] WJIM UCKITIOUSHUS
BBIPAXXEHHOTO CTEHO3a KOPOHAPHBIX apTEPUIA.

9. dAaekTpohM3noroTMueckoe HccaeaoBanme (SMOU)

DHAo0KapAMaIbHOE 3JIEKTPO(hU3NOIOrMUYEeCcKOe HccienoBa-
Hue (OHIToO®DU) ¢ mncrnonp3oBaHUEM (PapMaKOIOTHIECKUX
CPEICTB MOXET OBITh UCITOJIb30BAHO IS OLIEHKHN KIMHUYEC-
KOW 3HAUMMOCTU apuTMuUM U crpaTtudukaunu pucka BCC.
DHI0DDU Takke MCTOIB3YeTCs JIST MHIYKIIUU U Bepudu-
kauuu KT, koHTpoas addekTuBHOCTH HazHaueHHON AAT,
MPOBEIEHHOU KaTeTepHOU abMsluu, OINpeneieHus pucka
passutus KT wiu BCC, B aumarHoctuke oOMOpPOKOB, IS
orpe/ie/ieHUsT MOKa3aHWii K MMILIaHTallMU KapauoBepTepa-
nedubpuisitopa [29—32].

A. OHp0D DU y 60/IbHBIX HIIEMIYECKOil 00JIE3HBIO cepaia

Pexkomennanun

Knace I

1. DHpoDPU peKoMeHI0BAHO MaNeHTaM, nepenecm M
¥ UMEIOIMM CUMITOMBI (YYalleHHoe cepaieouenue, nperoomMo-
POYHbIE 1 0OMOPOYHBIE COCTOSIHUSA), MPENOJIAraoN1e HaInne
XT (B).

2. Do DPU pekomennosano namuentam ¢ UBC B xone mpo-
penenns aonsun 2KT 11g kouTpoda ee adpdexkrusnoctu (B).

3. OunodDPU nenecoodpazno y nanuentos ¢ UBC nus nua-
THOCTHKH TAXMKApIMii ¢ mMpoKuMH Komiviekcamu QRS, mpu
cunapoMe yaymmHeHHoro unTepsana QT nescHoii aTuoaoruu (C).
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Knacce I1a

DH1oD DU 1nenecoodpa3Ho y NMANMEHTOB C HEYCTOWYMBOI
KT, nepenecumx MM, c¢ ¢dpaknueii BbIOpoca JIeBOro KeJy-
nouka (@B JIXK) paBHoii unmm menee 40% nns ctpatudukanun
pucka BCC (B).

OHIoDDPU nna ouenku sdpdektuBHOcTH AAT B HacTo-
ST MOMEHT TIPOBOAMTCS penko. Jlo cux Top ocraercs
CITOPHBIM BOIIPOC O MPOTHOCTMYECKOM 3HAUYeHUM Tperera-
HUS U QUOPWIISILIMY KEeTyI0YKOB, MHIYLUPOBAHHBIX B X0
nccienoBanusi. OrpaHUYEHHOCTb JAHHBIX B OTHOLLIEHUU TIPO-
THOCTMYECKOTO 3HAUYeHUsT WHIYIIMPOBAHHOTO TpeTIeTaHUs
KEJTYIOYKOB TIPEATIOJIaraeT, YTo 3Ta apUTMUS MOXET SIBIISITh-
cs BaXKHOI KOHEUHOM TOYKOM MpoToKoa SHT0DDU.

B. Ou10D®U y 60IbHBIX ¢ 00MOPOYHBIMH COCTOSTHUSMHU

Pexkomennanun

Knace I

OHnoDDPU nokazaHO MANMEHTAM ¢ 0OMOPOKAMH HEW3BECT-
HOii 3THONOTNH, HapymeHueM ynkuun JIZK niau 3a601eBannem
cepamna co CTPYKTYpHbIMH u3MeHeHusivu (B).

Knacc Ila

DHp0D DU nokazaHo NaMeHTaM ¢ 0OMOPOKAMH C TPeaNoJia-
raeMbIMH Opaan- WM TAXMAPUTMHSIMH, Y KOTOPBIX NPOBeIEHHE
HEMHBA3MBHbBIX JNATHOCTHYECKHUX HCCJIEJOBAHUII HEe MO3BOJIsIeT
c/IeIaTh OKOHYATEIbHBINA BHIBOJI O MPUPOJIe 0OMOPOYHBIX COCTO-
sauii (B).

O6mopouHoe coctosgHue (OC) — mnpexonsiiuii CUMIITOM,
KOTOPBIII MOXET ObITh BbI3BAH HAPYILIEHUSIMU pUTMa Cepila
y JWII KaK ¢ HAJIMINEM CTPYKTYPHOU TMATOJOTUU CepMla, Tak
n 6e3 Hero. DHNODDPU wucnonb3yeTcs: Ml TOKYMEHTATbHOTO
YCTAHOBJIEHUST WM UCKIIIOYEHUST apUTMUU Kak mpuurHbl OC.
B HauGonblieit crerneHu oHo mokazaHo manueHtam ¢ UBC
u muchynkimeit JIK. DHnoO®PU oObYHO He SIBISIETCS Tep-
BBIM IIIaTOM JTMArHOCTUKY, a B OOJIBIIEN CTENeHW TOTOJTHS-
IOIIMM TOJIHOE O0C/IeI0BaHKE y MALMEHTOB 3TOM KaTeropHM.
OTcyTCTBUE KOPPEISIUUMU MEXIY CUMITOMAaMU U JOKYMEH-
TaJbHBIM BBISIBICHUEM apuUTMHUM, OOHAPYXeHHOW BO BpEMsI
aHI0D®DU, MOXeT TPUBECTH K TEPEOIeHKe WM HeIOOLEH-
K€ TMPOTHOCTMYECKOTO 3HAUYEHHUs TMOJYYEHHBIX PE3YJIbTaTOB.
Hampumep, MoxeT ocTaThCsl HEBBISIBIEHHBIM TPAH3UTOPHOE
NeiiCTBUE JTIEKapCTBEHHBIX CPENCTB, KOTOPOE MOXKET TPUBECTH
K pazputuio OC. Y HEKOTOpBIX OOJBHBIX CIIENyeT pacCMaTpu-
BaTh Jpyrue NpUIMHbl 0OMOPOKOB, MPEXIE BCETO HEBPOJIOTH-
YECKOW 3TUOJIOTUU.

10. 3HaueHune AHTUAPUTMHUYECKHUX MpenapaTtos

Hcnonb3oBanue AAIl mpu OCTPBIX COCTOSIHUSIX OIMCAHO
B pasnene 13 (MHTeHcHBHOE JieueHUe Crienn(MUUecKuX apuT-
mumii). AAIl Moryr OBITh KiaaccH(pUIMPOBaHBI MO 4-ypOBHE-
Boit cxeme Vaughan Williams (kimace I: GioKaTopbl ObICTPBIX
HaTpueBbIX KaHayoB, kiacc I11: B-agpeHo6nokaropsl, kiace I11:
0JI0KAaTOpbl KalMeBbIX KAHAJOB, BJIMSIONIME Ha PEMoJsipu3a-
1m0, Kiacc [V: aHTaroHUCTHl KaJbLIMEBLIX KaHaioB) [35], wiun
10 KIIMHUYECKU PeJIeBAHTHOMY MPUHIMITY — «CUIIMITMaHCKUI
ram6ut» [36]. Kimaccudukamus Vaughan Williams HecKoIbKO
ycTapena, TockonbKy AATT MMEIOT CIOXHbBIE MEXaHU3MBI Jieiic-
TBUSI, KOTOPBIE HEJTb3s1 OMHO3HAYHO OTHECTU HU K OTHOMY yKa-
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3aHHOMY KJ1accy. Dr1a KiaccuduKalys UMeeT psii OrpaHUUYEHUI,
ocobeHHo 1ipu BbiOOpe AAIT st eueHust G0JbHBIX CO CIeLU-
¢uyeckoit apurmueii. CornacHo «CULMIMAHCKOMY TaMOUTY»,
npemioxeHHomy B 1991 r., knaccuduuupytor AAIT Ha ocHOBe
MeXaHu3Ma MX JIeWCTBUS U apUTMOTeHHBIX 3((PeKTOB.

A. B-Anpeno6.10KaTopbI

Ot npenapathl 3GGEKTUBHBI TSI JIUSHUST KeTyIT0UYKOBOIM
SKCTPACUCTONIMU, OHU TaKXKe CHUXAIOT 4YacTOTY BO3HUKHO-
Beusi BCC B crektpe CCO y OGOMBHBIX KaK C CEpACYHOI
HenoctarouHocThio (CH), Tak 1 6e3 Hee. 3-AIpeHOOI0KaTOPHI
SIBIISTIOTCST ©6€30TMacHBIMUA ¥ 3((MEKTUBHBIMM aHTHAPUTMHUYEC-
KUMU CPeNCTBAMM, KOTOPbIE MOXHO CUMTaTh OCHOBOM JIeKapc-
TBEHHOI aHTMapuTMUuecKoi Tepanuu (AAT) [37, 38].

B. AMuogapon u corajion

Bormpoc o BIusiHuM aMuoIapoHa Ha BEIKMBAEMOCTb B JIOJITO-
CPOYHOM IIEPHOJIE OCTAETCSI OTKPBITHIM. BOJIBIIMHCTBO MCCie-
JOBAHUI He MTOKA3a/I1 IIPEUMYIIECTB aMIOJAPOHA B 3TOM OTHO-
LIEHUY 10 CPaBHEHMIO C IIane6o. Psaa KIMHUYIECKUX UCTTbITa-
HMIA ¥ OJIVH MeTa-aHaJIu3, BKIIOYaBIINI HECKOIBbKUX KPYITHBIX
MCCIIEIOBAHMIA, TPOJEMOHCTPUPOBAIN CHIKeHKE yacToThl BCC
IpY Ha3HAYEHUU aMMOJAPOHA Y IMALMEHTOB C AUCGhYHKLMEH
JIK mocne nepenecenHoro MM u Heumemunyeckoit JKMIT
[39—41]. OnHako uccnenoanue SCD-HeFT, B kotopoM orie-
HuBanach adekTuBHOCTL NTpodumnaktuku BCC y mauueHToB
¢ 3acroitHoit XCH, He BBISIBWIO IPEMMYILECTB aMUOAAPOHA
10 CPaBHEHUIO ¢ TUIaLe00 y OOJILHBIX 3TOM Kateropuu (8§, 42].

Hasnauenue cortaiona, Kak ¥ amMmuomapoHa, 3GheKTUBHO
it nofasieHust 2KA, HO BBI3bIBaeT BbIpaxKeHHBIE IIPOAPUT-
MoreHHbIe 3(DGEKTHI ¥ He IIPUBOIUT K JOCTOBEPHOMY YBEJIU-
YEHMIO BEKUBACMOCTH.

11. OcoGble COCTOsIHMS, NPU KOTOPBIX MOTYT
ObITb Ha3HaYeHbl AHTUAPUTMHMYECKHE NpenapaTbl

JleyeHne amMuOIapoOHOM MOXET OOCYXIAThCS B OCOOBIX
cutyanusx [43]. B yacTHOCTH, BTOPUYHBIN aHAJIU3 pe3yJibTa-
TOB pslla UCCIICAOBAHUI CBUIETEIBCTBYET O TOM, UTO Ha3HA-
YeHMe aMHOJapOHa B COUYCTAHMM C [3-agpeHoOJ0KaTopamMu
MOJIOKUTEJIBHO BIUSIET HAa BBKMBAeMOCTb [44, 45].

A. XKeyn0ukoBble TAXHAPUTMHHM, IPH KOTOPBIX HE MOKA3aHA
HMILIAHTANNS KapanoBepTepa-nededpunisaropa
-AnpeHo0J0KATOPBI  SIBASIOTCS HAyaJlbHOM Tepamueit
y OOJbHBIX 3TOI KaTeropuu. B ciyyae, eciau ata Tepamnus
HeaddeKTHBHA, BOBMOXKHO Ha3HAYEHUE aMUOIaPOHA WK COTa-
JI0JIa C TIOCTIeAYIONUM MOHUTOPUHTOM TTOOOUYHBIX 3(DPEeKTOB.

Bb. PennauBupyiomue Kejayn0o4koBasi Taxukapaus/(puopui-
JSIMs KeTYJOYKOB Y OOJBHBIX € WMILUIAHTHPOBAHHBIMU
KapanoBepTepaMu-ae)e0puiLIsaTOpaMi ¢ 4acThIMH 000C-
HOBaHHBIMH Pa3psaaMu

Takast cuTyausi B CBOMX KpallHMX TMPOSIBIEHUSIX Ha3blBa-

eTCsl apUTMUYECKUM ILITOPMOM U OOYCIOBIMBAET HEOOXOMMU-
MOCTb OTIOJTHUTETbHOTO HazHaueHuss AAT u/vmm mipoBeneHust
kareTepHoit abnsiuu st KoHTpossi Han KT u ymeHblueHus
konmyectBa paspsinoB MKJI. B atux ciyyasix coranosn siBasieTcst
abdeKTUBHBIM MpenapaToM [Uis MPeaypeskIeHNs MPeaCePIHbIX
u KA [46]. CoueTaHHOe UCIIOIb30BaHKE [3-aIpeHOOIOKATOPOB
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U aMHOJIapOHA PacCMaTPUBAETCS KaK albTepPHATUBHBIN MOIXO.
B psame ciaydaeB MoxeT ObIThb 2((HEKTUBHBIM BHYTPUBEHHOE
Ha3zHaueHNe aMUO/IapOHa.

12. UMnAaHTUpYeMbIe M HapY)XKHble
KapA1OBepTepbl-AePUOPHAAITOPDI

B HecKOJIBKUX TIPOCTIEKTUBHBIX MHOTOIIEHTPOBBIX KIIMHM-
YeCKMX MCCIeIOBaHMSIX JOKA3aHO YBEIMYEHNE BbIKMBaeMOC-
™ TIpy uctonb3oBanun MK/I-Tepanuu B rpymnmax maiueHTOB
BbIcOKOTO pucka pazsutuss BCC ¢ muchdynkuumeit JIK mocne
nepeHeceHHOro UM M HeuleMu4ecKoil KaparuoMuonaTheit
[8, 47—53] (puc. 2).

HUK]JI-Tepanusi Mo cpaBHEHUIO ¢ OOBIYHON WJIA TPagULIMOH-
Hoii AAT accoummpoBaiach CO CHUKEHUEM CMEPTHOCTH ¢ 23
10 55% (IMOYTH MCKIIOYUTETbHO 3a CYET YMEHBIICHUS Yuciia
ciyyaeB BCC) B 3aBUCMMOCTU OT IpyMIibl pUCKa MALlMEHTOB,
MPUHUMABIIMX YYacTUE B KJIMHUYECKUX MCIBITAHUSAX. DTH
MCCIeN0BaHMSI MOTYT OBITh TOApa3ie/ieHbl Ha 2 TUIa — Tep-
BbIll — MO oueHKe nepBuuHoii npoduiaktuku BCC (kiuHu-
YyecKue MCIbITaHUSI, B KOTOPbIE ObUIM BKJIIOYEHBI MalIMEHThI
0e3 Bepu(UIIMPOBAHHBIX PaHee YTPOXAKIINX XU3HU KA niu
X CUMIITTOMAaTUYECKUX 3KBHMBAJCHTOB); BTOPOIl — I10 OLIEHKE
BropuyHoii npodunakruku BCC (uccrienoBaHus ¢ yyactuem
OOJIbHBIX, MEPEHECIUX «CePACYHBII apecT», UMEIOIIUX BEpU-
¢unmposannyo Ha DKI yrpoxatoryto xu3Hu KT nim 601b-
HBIX C HEOOBSICHUMBIMU OOMOPOKaMU, 00C/IeIoBaHNE KOTOPBIX
MPEeIoIaraeT BBICOKYIO BEPOSITHOCTh TOTO, UTO npuunHoit OC
ObLJ1a XKeJTyI0YKOBasi TAXUapUTMUS ).

Tpaiin,
ron, ny6nukauum OTHoOLIEHHE LWaHCOB O®BJIX, Ap. npusHaku
VADIT-I, 1996 T{ﬁ":ﬂ <35 %, HXT, 30U+
! _ KynupoBaHHblit
[0 1997 _0|62_1016 ~900 cepaeyHblii apect
GABG-Patch, 1997 ' __1|0n7—— <35 %, +CY-9KT, ncne AKLL
|n=191 KynupoBaHHbiii
CASH, 2000 0,83 CepaeyHblii apect
CIDS, 2000 | n=659] KynupoBaHHblit ceppeyHblii
’ 0,82 apecT unu cuHkone
VIADIT-Il, 2002 ; 69”:‘232 <30 %, nocne IM
JEFINITE, 2004 =458 | <835 %, HKMM, X3 unn HXT
0,65 674 <35 %, B Te4. 6-40 cyT. nocne UM,
JINAMIT, 2004 | n= Hapy aBTOHOMHOA
1,08 byHKUMM cepaua
3CD-HeFT, 2005 _Ol;‘;ﬂs <35 %, nocre MM wnu HKMI
T T =T T T T T
o4 06 08 10 12 14 1,6 1,8
Mpeumyiectso
KA

Puc. 2. «<boapmme» uccienosanus, nocssmennsie NKJI.

OTHOLIEHWE 1IAHCOB  (BepTHKalbHasi JiMHUSA) W 95%—it
JIOBEPUTEbHBIN MHTEepPBaJ (ropu30oHTaJIbHbIE JINHUM),
NIEMOHCTPUPYIOIIMII 4YacTOTy CMepTeil OT JII0ObIX MPUYMH B
noarpynne nauuveHtoB ¢ MKJl B cpaBHeHMU ¢ mMalMeHTaMu
6e3 UMKJ. * — BKIOYaeT TOJIBKO TAIMEHTOB, ITOJYyYaBIINX
Tepanuio  MKJ u amuomapoHom B wucciaemoBaHuum CASH.
[Monuble Ha3BaHWsl TpailoB mpencrasieHsl B Appendix 3.
AKIII — aopTokKopoHapHOe IIyHTUpOBaHue; 3SHA0-DDPU —
SHIOKapAMaIbHOE  3JIeKTPO(dU3MOIOTUYECKOe  MCCIIeOBaHUE;
JUIK — muchyHkums jeBoro xeiaymouka; ®BJIXK — dpakius
BbIOpOCa sieBoro xenynouka; UM — undapkr muokapna; HKMIT
— HeumeMuueckasi kapauomuonatusi; HXKT — HeycroiiuuBas
JKeJTyIouKoBast Taxukapaus; KO — KenynouKkoBast 9KCTPACUCTONNS;
CY-OKI — curnan-ycpeaneHHast OKI.
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PexomeHaaLmm

A. ABTOMaTHYECKHil HAPYKHDIii 1e(puOpHILIATOD
I[IpuMeHeHMEe aBTOMATUYECKOTO HapyXHOIro neduod-

pwuisgtopa (AH/) moxer ObiTh 3GGEKTUBHBIM MPU €ro
HCITOJIb30BAaHUM B TeYeHUE HECKOJbKUX MUHYT ITOCIe
BO3HMKHOBeHUs Gubpuuisauun xeaynoukon (D2K). AHJI
aBisieTcsl 3(pHeKTUBHBIM, 0€30MaCHBIM U OBICTPBIM METO-
IIOM TIpOBeIeHUST IeUOPUIISIIUN GOJTBbHBIM, Y KOTOPBIX
«CepAeYHbI apecT» BOZHUKAeT BHe cTallMoHapa [54, 55].

MecToHaxoX/IeHUE COOTBETCTBYIOILIETO YCTPOMCTBA
nMeeT KpaliHe BaxkHOe 3HauCHUE 1T YMEHBIICHUS BpeMe-
HU OT Hayajla OCTAHOBKM cepIlla IO Hadaja MpOBEICHUS
nepubdpuaguun. Yceunus ¢eaepaibHbIX BllacTei, BiacTei
IITAaTOB M OKPYroB HampaBlieHbl Ha pas3meleHne AHJI
B IIIKOJIaX, CIIOPTUBHBIX COOPYKEHMSIX, MECTaX C BBICOKOI
IUTOTHOCTBIO HACeJICeHUsI, adporopTax, a TakKKe Ha caMoJie-
Tax ¥ TPAHCITOPTHBIX CPEICTBAX MOJTUIIECKIX 1 TTOXKAaPHBIX
[56—58].

b. KaTtetepnas aéasmus

Pexomennanuu

Knace I

1. KarerepHasa a0asmus noKa3aHa nmanyeHTaM, He OTHOCS -
mUMCS K Tpynne Hu3Koro pucka passutusi BCC, yka3anHoit
Bblllle, EepeHeCIINM paHee pe3nucTeHTHYI0 K AAIT MmoHoMoOp-
¢uyto KT; naumenram He nepeHocsmum AAT, wiu Tem, KTO
OTKa3bIBAKTCS JJIHTEIbHO ee moaydats (C).

2. KarerepHs a6asnusi moKa3aHA MANUEHTAM C PelUIUBH-
pyromeii KT no mexanusmy re-entry no Hoxkam nyuka Iuca
(bundle branch reentry) (C).

3. KarerepHas a0asAnus MoKa3aHa B KauyecTBe JOMOJIHHU-
TeJabHOM Tepanuu nanueHTam ¢ UKJI, koTopsie mepeHec-
JIM HECKOJIbKO 3MHM30/10B INOKOBBIX Pa3psJoB B pe3yJbTaTe
npoaokuTeabHoii 2KT; mpu 3TOM mepemporpamMmmpoBa-
HHe YCTPOCTBA M/MJIH M3MEHEHHE JIeKAaPCTBEHHOI Tepanuu
Hed(p(eKTHBHO M/WII HeMpHeMJIeMO, a TaKkKe MaNUeHTaM,
KOTOpble OTKa3bIBAIOTCA JJauTeNbHO moJgydats AAT [59,
60] (O).

4. KarerepHas a0uasuyms MoKa3aHa MalyeHTaM C CHHIPO-
Mom WPW, peaHuMHpPOBAHHBIM MOCJEe OCTAHOBKHU cepAua
B pe3yjabTaTe pa3BuTHd (PUOPHILIANUM TMpeacepauii ¢ vac-
THIM AHTEPOrpaJHbIM MNpOBeJeHHEeM 4Yepe3 AOMOJHUTEJb-
HbI/i TMPOBOAAINMI MyTh M MOCJeAyIoUeld TpaHchopmanmei
B @K [61] (B).

Knacce I1a

1. Karerepnas aGasimus MozxKeT ObITh MOKA3aHA MANMEHTAM,
He OTHOCAIMMCH K rpymme Hu3koro pucka BCC, yka3anHoi
BbIllIe, MMEIONIMM CHMITOMATHYECKYI0 HEYCTOWYMBYI0 MOHO-
Mopduyw KT, pesucrentHyio Kk AAT; manuenram, He mepe-
HocsmuM AAT, wiu TeM, KTO OTKa3bIBAIOTCH JJIMTEJbHO ee
noay4ats (C).

2. KarerepHas a0onsums MoxKeT ObITh MOKA3aHA MANMEHTAM,
He oTHocAumMcs K rpymne Hu3koro pucka BCC, yka3zanHo#
BbIllle, UMEKIUM CHUMITOMATHYECKYI0 YACTYI0 MOHOMOP(hHYIO
pe3ucteHTHYI0 K AAT 2KD; manuentam, He nepeHocsammm AAT,
WM TeM KTO OTKa3bIBaeTCs JJIUTENBHO ee noaydarhb (C).

3. KarerepHas a0iauus MOKeT ObITh NMOKA3aHA MAIMEHTAM
¢ ¢enomesom WPW, ¢ BeanunHoii 3¢dekTrBHOrO pedpax-
TOPHOTO TEepPHO/a NOMOJHUTEIbHOr0 AB-coenunHennsi Menee
240 mc [61] (B).

65



PekomeHaaLmm

Knacce IIb

1. Karerepnas aGasmus 2KD Ha OCHOBAHHM PEruCTPANUHN
NOTEHHAJIOB BOJIOKOH ITypKunbe MokeT 00CyKAaThCs y NALM-
€HTOB C 3NMH30]aMH «aPUTMHYECKOTO ITOPMA», 00YCJIOBJIEHHOIO
yacteivi napokcusmamu 2KT, kotopbie mpoBommpyorcs KD
Mopdoiornyeckoro Kiaacca anamormgnoro KT [62] (C).

2. KarerepHas aGJsimus no moBOAY 0eCCHMITOMHBIX YACTBIX
KD moxer odcyxaaTbes A1 NPOGUIAKTHKA APUTMOTEHHOM
kapmuomuonatuu [63] (C).

Knacc I1I
Karerepnas a0nsius 0eCCUMITOMHBIX, OTHOCHTEILHO PeJi-
kux 2KD He paccmaTtpusaetcs (C).

B. Xupypruueckoe JieueHre apuTMHii

MeToauKy PSIMOTO XUPYPTUIECKOTO UCCEUEHUST TN PEe3eK-
LIMs apUTMOTEHHOTO oYara ro-rnpexxHeMy UCIOIb3yeTcsl B Bey-
X XUPYPIMUYECKUX IIEHTpaxX y MaIlMeHTOB C PELMIUBUPYIO-
et AAT, pedpakrepHoit K MHOXXecTBeHHOM KT: y maiiueHToB
¢ UKl 1 yacTbIMU 1IOKOBBIMU pa3psiiaMu; y OOJbHBIX C paHee
HeahdekTuBHoit PYA. Xupypruyeckoe jedyeHHe OOYCIOBIIU-
BaeT HEOOXOAMMOCTD TIIATEIbHON MpeaoInepallMOHHON MOAro-
TOBKM M WHTPAOIIEPAIITMOHHOTO OMpEACICHUS UCTOYHUKA WU
WCTOYHMKOB TaxuKapauu. JIsi SIMMUHAIMU apUTMOTEHHBIX
YYacTKOB B Psifie LIEHTPOB MCMOJb3YIOT MOAXOMA, OCHOBAaHHbII
Ha pesekuuu pyouos. [IpoBeneHue JIeBOM IIEHHO-TPYAHON
CUMITaTUYECKON TAHTJMO3KTOMHMM TIPUBOIUT K YMEHBIICHUIO
9gacToThl apuTMoreHHbIX OC y TTAaIIMeHTOB ¢ BPOXIEHHBIM CHH-
npomoM yuuHeHHoro uHtepBana QT (LQTS) u ucnonb3yercst
KaK IOTIOJTHUTEbHAsI Tepamnusl y OOJbHBIX 3TO KaTeropuw,
HECMOTpSI Ha KOMOMHUpOoBaHHOe npuMeHeHne M KJI-Tepamuu
U P-anpeHo0JI0KaTOPOB; orepalusl TAKXe MOXET ObITh MPOBe-
JleHa MalueHTaM ¢ YIUIMHEHHbIM UHTepBajioM uHTepBajioB QT,
He TIEPEHOCSIINM [3-aapeHo0a0KaTophI [77].

I. PeBackynsipu3anusi MHOKAp/Ia C HeJIbI0 JIeYeHNs] aPUTMHIA

O030p ucCleI0BaHUIi, TOCBSIIEHHBIX AaHHON Mpobieme,
CBUIETEIBCTBYET O TOM, PEBACKYJSIpU3alUsl MHOKapaa TMpu-
BOJIUT K YBEJIMYEHHUIO BBDKMBAEMOCTH U CHUXCHMIO YaCTOTBI
passutusg BCC B otnasieHHOM nepuone HabmoaeHus |78, 79].
Ecmu teuenne UBC ocnoxusiercst pazsutueM KA, ocoOeHHO
y MalMEHTOB C MOpaXeHWEM CTBOJIA JIEBOI KOPOHAPHOU apTe-
pPUM ¥ IPOKCUMAJTbHBIX OTIEJIOB TEPEIHEH MEXKKETyI0YKOBO
BETBH, TO CYIECTBYET BBICOKAst BEPOSITHOCTh TOTO, YTO peBac-
KYJISIpU3alivs MAOKapa TIO3BOJIUT CHU3UTH YaCTOTY Pa3BUTHSI
Y YMEHBIIUTD TSKECTh TEUCHUS] ApUTMUUECKOTO CUHIPOMa, a 'y
HEKOTOPBIX MALMEHTOB MOJHOCTBIO €T0 YCTPAHUT.

13. UHTeHCHMBHOE AeueHue OTAEAbHbIX BUAOB
ApPUTMHHI

A. JleueHue 0CTAaHOBKH cepana

OcTtaHOBKa cepllla XapaKTepusyeTcsl pe3Koil IoTepeit
3 GHEKTUBHOTO KPOBOTOKA, JOCTATOYHOM JUISI TOrO, YTOOBI
BBI3BATh IIOTEPIO CO3HAHUSI, KOTOPask B OTCYTCTBUE JIEYEHUSI
MPUBOIUT K cMeptu. Hambosee pacmpocTpaHeHHBIE MeXa-
HU3MbI ocTaHOBKM cepana — DX u KT (cm. pasgen 4).
B psine ciydaeB «ceplaeyHbIil apecT» BOBHMKAET B Pe3yjibTaTe
BBIPAaXKEHHOM OpaIMCUCTONINM, ACUCTOIMHU WU DJIEKTPOMEXa-
HMYECKOM TUCCOLMALINN.
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Pexomenoauuu

Kaacc 1

1. Ilpu momo3peHMM HAa pa3BUTHE OCTAHOBKH CepALA HJIH
yIpo3e ee BO3HMKHOBEHHs, IEPBbIM IIATOM SIBJISIETCS AKTMBU3a-
sl OTBETCTBEHHOI KOMaH/bI (T.€. JI0Ieii, KOTopbIe OYAYT oCy-
HIECTBJIATH HIKENePeYuc/IeHHbIE THATHOCTHYECKHE U JiedeOHbIe
MepONpPHUSATHS), CHOCOOHOI BBISIBUTH KOHKPETHbIE MeXaHH3MbI
¥ 0Ka3aTh Heo0XoauMyIo nomouipb (B).

2. Cpa3sy ke J0DKHO ObITh HAYATO NMPOBeJEHHE CepAeYHO-
serouynoii peannMaiuu (CJIP) (A).

3. Bue crammonapa npu Hamuwuuu AHJI, mociaennmii mos-
JKeH ObITh HeMeIJIEHHO WMCNOJIb30BaH; KPOME TOro, NOJIKHA
ObITh MPOBEJeHA NMPOTHBOUIOKOBASI TePaNus COIJIACHO AJro-
puT™Mam, coxepxammMcs B pykooactsax mo CJIP [80, 81],
pa3padoTaHHBIX AMePUKAHCKOIl acconnanueii cepaua (AHA)
COBMECTHO ¢ MeXIyHApOAHBIM KOMHUTETOM MO peaHuMAIUN
(ILCOR) n/umm EBpomeiickum CoBeToM N0 peaHMMAIUN
(ERC) (C).

4. JInst GOJIbHBIX, Y KOTOPBIX PA3BUTHE «CEPIEYHOrO ApPecTa»
Bo3HHKaeT B pesyibTaTe KT, B ciiyuae pa3BUTHS penyIM-
BAa APUTMHM TOCJE NPUMEHEHHS MAKCHMAJIbHOTO HAPYKHOTO
nedudpumpyromero moka (360 JIxx st moHohasHbIx aeduo-
PWLIATOPOB), TPEANOYTHTEIHHO BHYTPHBEHHOE HA3HAYEHUE
amuoaapona (B).

5. Y nanuenTtoB ¢ pemumuBupyomumu KT uim Hetaxuapur-
MHYECKUMH MEXaHM3MAMH OCTAHOBKH CEpPAlla PEKOMEHIyeTcs
CJIeZI0OBATh AJITOPUTMAM, COJepKAMUMCS B ToKyMenTax mo CJIP
[80, 81], pa3padorannbiv AHA coBmectHo ¢ ILCOR u / wm
ERC (C).

6. Bo Bpems npoBeieHHS PEAHUMANMOHHBIX MEPOMPUATHI
JIOJDKHBI MOHMUTOPHPOBATHCS M KOPPEKTHPOBATHCS OOpaTHMbie
¢akTopbl, CHOCOOCTBYIOIIME PA3BHTHIO OCTAHOBKH Cepila
(TMIOKCHS, 3JIEKTPOJMTHbIE HAPYIIEHHUs, MeXxaHuyecKue (hak-
Topsl 1 runepsoJemun) (C).

Knacc Ila

B ciyyae, ecaim BpemMsl OT Hayaja Pa3BUTHS <«CepPIEYHO-
ro apecTa» NPeBHINAET 5 MHUH, NMPOBeIeHUI0 Nehn0pULIAIIHA
JIOJDKHBI peqmecTBoBaTh Kpatkue (oT 90 no 180 c) mepuomant
CJIP (B).

Knacce I1b

OmHOKPATHBII MPEKOPAUATBLHBII YIap MOKET HCIOIb30BATh-
csa peanuMartosioravu i Havana CJIP npu ovyeBumHOii ocrta-
HoBke cepana (C).

CoBpeMeHHBIE MEPOTIPUSATUSI TI0 KU3HEOOEeCIeYeHUIO,
KpOMe TeX, KOTOpbIE€ HEMOCPEACTBEHHO OTHOCSTCS K 3JIEKT-
pPUYECKUM METOAAM KOHTPOJISI 32 TaXUAPUTMUSIMU, TTPUBEIU
K TIOSIBJIEHUIO KOMIUJIEKCHBIX TIPOTOKOJIOB B Ka4eCTBE PYyKO-
BOJCTBA JUISI PEAHMMATOJIOTOB. DTU NOKYMEHTBI, OIyOJu-
koBaHHble AHA [80] u ERC [81], oxBaTbIBalOT IIMPOKUI
CIEKTP KJIMHUYECKUX YCIOBUI U aHaIU3 MeXaHU3MOB. OHU
obecrieunBaloT ympasieHre nHbopMalumeit, mpenHazHaueH-
HOUW 111 OCOOBIX YCJIIOBMI, TaKMX KaK BO3PacT OOJIbHOTO
(OT MJIaIEHYECKOro 10 CTap4yeckKoro), ero mnatodusunosuo-
TMYECKOe COCTOSIHME U BEPOSITHOCTh BbIKMBaHUS. B cBs3u
C MHOTOO0Opa3neM CYIIECTBYIOIINUX OOCTOSTETLCTB OTBETHBIE
AJITOPUTMBI CJIOXKHBI M TIO3TOMY [IJISI AETAJIbHOTO 3HAKOMCTBA
C HUMU YUTATETb MOXET 00PATUTHCS K UCXOTHBIM JTOKYMEH-

KAPAMOAOTMS (KARDIOLOGIIA), 7, 2011



Tam [80, 81]. bynyun MKP, 3T 1OKyMEHTBI UMEIOT ypoO-
BeHb AokaszaTeabHOCTH C, HO OHU pa3paboTaHbl Ha OCHOBE
COYECTaHUS Pa3HOOOPA3HBIX MCCICHOBAHMI W 3aKITIOYCHUI
CMEUMAIICTOB B JWana3oHe OT YPOBHS JIOKa3aTeJIbHOCTH
A, B win C. CokpallleHHbIe BEPCHUM, MCIOJb3yeMble TMpHU
TaXMapUTMUUYECKUX U HETaXMAPUTMHUUYECKUX MEXaHU3Max
OCTAaHOBKM CepJla, MPeACTaBJICHBI Ha PUC. 3 B MIOJHOM TE€K-
cre MKP.

B. Aputmun, cBI3aHHbIE C OCTPHIM KOPOHAPHBIM CHHIPOMOM

BepositHocTh paszButus @K (B TeueHue 48 4 oT Havaa pas-
BUTHSI OCTporo KopoHapHoro cuHapoMa [OKC]) cHuzkaercst
B pe3yJibTaTe MPOBEIEeHUS] MHTEHCUBHBIX PEBACKYISIpU3ALU-
OHHBIX MEPOTIPUSATUI, OTPAHUYMBAIOLINX pa3Mep MHMapKTa,
W HasHaueHWs [-agpeHobiokaTtopoB [82]. DK, Bo3HUKAIO-
mas B nedtore OKC, accouumupyercsi ¢ yBeJUUEeHUEM CMep-
THOCTU B CTallMOHape, HO He MPUBOIUT K €€ YBEIUYEHUIO
B OTIAJICHHOM nepuoae HabmoneHus [83].

[MpodumrakTudeckoe Ha3HAYeHUE JTUIOKAMHA, BO3MOXKHO,
cHkaeT yactoty passutuss ®XK npum OKC, HO mpuBomgut
K YBEJIMUEHUIO CMEPTHOCTH (BEPOSITHO, B pe3ysibTaTe pa3BuU-
TUsI OpaguKapanuu), YTO MPUBETO K OTKA3y OT ITOW TaKTUKU
nedenust [84]. Pexomenmyercst mpoduiakTiueckoe HaszHa-
yeHue P-agpeHobsokaropoB npu OMM, Tak Kak mperapa-
Thl 3TOM TPYMIbl CHUXAIOT YacTOTy BO3HUKHOBeHUsT DXK.
B nomnonuenue k neuenuto @K pekomeHmyeTCs] KOPPEKIUSs
9JIEKTPOJTUTHBIX HApyIIeHU (TUTTOMarHUeMWW U TUTIOKAJTH -
emun) [85].

B. KenynoukoBass Taxukapaus, CBsi3aHHas ¢ WH(APKTOM
MHMOKApP/a ¢ HU3KAM YPOBHEM TPONIOHUHA

Pexomennanyun

Knace I

Boabnbie ¢ ycroituuBoii 2KT, y KoTOpbIX mOBpexaeHne,/
HEKpPO3 KapIHOMHOIMTOB MOATBEPKAAETCS HeOOJbIINM MOBBI-
HIEHHEeM YPOBHsI KapauoCnenu(puIHbIX OUOMAPKEPOB, TODKHbBI
NoJIy4aTh JeYeHHe, aHAJIOTHYHOE TOMY, KOTOpOe MPOBOAUTCS
y namueHToB ¢ ycroitunBoii 2KT 0e3 moBbiieHHs: ypoBHS OHO-
mapkepos (C).

I'. YcroitunBass MoHOMOp(HAS KeTyI0YKOBAS TAXUKAPIHS

Pexomennanyuu

Knace 1

1. Ecim 1uarHo3 oKOHYATEIbHO HESCEH, TO Mpeanoiaraercs,
YTO TAXMKApPAUsA C MHUPOKMMH Komiuiekcamu QRS sBasercs
KT (C).

2. PekoMeHayeTcsi MpoBeleHHE HAPYKHOUW JJIEKTPUIECKO
KapIuOBepPCHH C NpeIBAPUTE/IbHOI COOTBETCTBYIOLIEH cenanuei
Ha JII00OM 3Tare JiedeHus 0OJIbHDIX C NMOI03PEHHEM HA YCTONYM-
BY10 MOHOMOPGhHYI0 KT ¢ reMoIuHAMMYECKUM KOMIIPOMHCCOM

©.

Knacc I1a

1. BHyTpuBeHHOe BBeJeHHEe NMPOKAWHAMHKIA (WM aiiMaIMHA
B HEKOTOPBIX €BPONECKMX CTPAHAX) NONMYCTMMO B KayecTBe
HAYAJIbHOTO JIeYeHUsl MAIMEHTOB C YCTOHYMBOil MOHOMOP(hHOM
remoauHamudecku craouiabnoi 2KT (B).

2. Y manMeHToB ¢ yCTOiYMBOii MOHOMOPhHOI reMoMHAME-
yeckn 3HAuuMOil KT, pe3nuCTEHTHOH K 3JIeKTPOMMITY.IbCHOI
Tepanuu, Wi peluauBUpYIOIIeii, HECMOTPS HA BBeJEHHE MPO-
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KAMHAMU/IA WM IPYTHX NPENapaToB, JOMYCTAMO BHYTPUBEHHOE
BBenenne amuoaapona (C).

3. IIpekpamenue BHyTpHcepaeuynoii DKC Moxer ObITh
3¢ eKTUBHBIM NPH JIeYEHUH YCTOWINBO MOHOMOPGHOI penu-
musupywomeii KT, HecMoTpsi Ha mpoBeldeHUe 3JEKTPUYECKOI
kapauosepcun u Beenenne AAII (C).

Knacc I1b

BHyTpuBenHOe BBeneHHE JHIOKAMHA MOXKET OBITh IIeJeco-
00pa3HbIM IS JiedeHUs] OOJbHBIX CO CTAOWIIBHOW YCTOYMBOI
mMoHomopdHoii 2KT, o0yc/ioBjIeHHOH OCTPOil MuIeMHeld WIN
uHgapkrom muokapaa — UM (C).

Knace IIT

Biokaropbl KalblueBbIX KaHAJIOB, TAKHe KAaK BepamamMui
U JUITHA3EeM, He JOJDKHbI MPUMEHATHCS Y MALMEHTOB C TAXH-
Kapaueil ¢ mupoknvu Komimiekcamu QRS nemssectHOro mpo-
HCXOXKIEHNs1, 0COOEHHO Y MANMEHTOB ¢ MUC(HYHKINE MHOKapaa
B anamue3e (C).

Koppekims moTeHIIaabHO MPUUYMHHBIX WA OTSATYAOIINX
YCJIOBUI, TaKUX KaK TUITOKAJIUEMUS U WIIEMMUSI, SIBIISICT-
csl MPUOPUTETHBIM HarpasieHueM Tepanuu. KynuposaTb
KT HeoOXomaMMO KakK MOXHO ObICTpee, JaXxe ecad OHa
XOPOIIO MePEHOCUTCSI. DTOU LN MOXHO JOCTHYD C TIOMO-
LIBIO 3JIEKTPUYECKON KapauoBepcuu, HazHaueHust AATT mimn
¢ nomoibio Metonuku DKC. Ha mepBom stame jedyeHus,
KakK MpaBuUjI0, UCTIOJIb3yeTCs BHYTpuBeHHOE BBeneHue AAII,
TaK KakK 3TO IOCTYITHO W He TpeOyeT MpOBEICHMSI aHEeCTe-
3un. BHyTpuBeHHOe BBeIeHHE aMUOMapOHA He SIBISETCS
uaeajbHO METOAMKOW KyMUPOBAHMS IeMOAMHAMUYECKU
cradbuibHO MOHOMOpP(hHOM KT. g yMeHbLIEHUST YaCTOThI
JKEJTYIOYKOBBIX cokpalneHuii Ha ¢poHe KT mim Kynupoa-
Husg MmoHoMmopdHoit KT Gosiee nesecoodbpa3HbIM MpencTaB-
JIsIeTCsl BHYTPMBEHHOE BBelIeHME TpokKaumHamuaa [86, 87].
[Tockonbky BHYTpMBEHHOE BBEACHUE MTPOKAMHAMUAA MOXKET
MPUBECTHU K TIPEXOSIIICH TUTTOTCH3UH, 1IeJIecO00pa3Ho Hala-
IUTHh TTOCTOSIHHBIA MOHMTOPUHT apTepUaIbHOTO HaBJICHMS
U IpYTUX TTOKa3aTeseit cepaeuyHO-COCYIUCTOM CUCTEMbI, OCO-
OeHHO Ha (oHe 3aCTOMHON CcepaeyHON HEeAOCTATOYHOCTU
win Tsexesoit nuchynkuum JIK [88]. Ecimm KT obycnosieHa
WIIeMUeil MHUOKapaa, TO OIpaBIaHO BBEACHUE JIMIOKAaWHA
[89, 90].

J. Iloropsawomasica  MoHoOMopdHas  Kelya04KoBas
taxukapausi  (Repetitive Monomorphic Ventricular
Tachycardia)

Pexomennanyuu

Knacc IIa

BHyTpuBeHHOE BBeIeHHE aMHOAAPOHA, [3-aJAPEH00I0KATOPOB
U mpokamHaMuza (MO0 coranoja WM aiiMaauHa B EBpome)
MOZKET OBITh 1IeJIeCO0OPA3HBIM NPH JIeYeHNH TIOBTOPHOW MOHO-
mopdHoii 2KT, paccmarpusaemoii B pamkax kak UBC [91], Tak
¥ WIMONATHYECKOro BapuanTa TeyeHus apurvuu (C).

TToBTopHass MmoHomopdHast KT xapakrepusyercst JIeKTpO-
Kapauorpaduyecku yactoii KD M mapokcusaMaMu HEyCTOM-
yuBoit kemymoukoBoil Taxukapauu (HY2KT) ¢ snuzomamu
CHHYCOBOTO pUTMa. ApUTMUS BO3HUKAET Y OOJBHBIX B COCTO-
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SIHUM TIOKOSI M CaMOIPOM3BOJBHO TpeKpalllaeTcs U Habo-
naetcst Oomplyio yactTh Bpemenu [92]. HecmoTpst Ha To 4TO
IaHHAsg TCPMUHOJOTHUS MOXKET OTHOCUTHCA K Pa3IMUHBIM
10 MEXaHU3My apUTMHIM, OOBIYHO OHA XapakTepHa ISt
ununonatuyeckoit KT u3 BeixogHoro TpakTta ITXK [93—95].
CuMrnromMmaMy 3TOW apUTMHUM MOXET OBITH ceprlieOueHue,
pexe pasBUBaeTCs apUTMOreHHas KapauomuomaTtus [96].
Y MHOrMX TAIMeHTOB apUTMMS IPOTeKaeT OGEeCCUMIITOMHO.
Y HeKOTOpbIX MpoBOLUpPYeTCs hU3nvyeckoit Harpy3koi [97].
Y maumMeHTOB €O CTPYKTYPHBIMM 3a00JI€BaHUSIMU CEpIIIa,
B YaCTHOCTH, C TIOCTUH(AaPKTHBIM KapIUOCKIEPO30M, TaHHBII
BapuMaHT TeYEeHHs apUTMUYECKOTO CUHApPOMa BCTpedyaeTcs
OCTaTOYHO penko [91]. ¥V OGoabHBIX 3TON KAaTeropuu Ha3Ha-
YeHUe [-aapeHOO0JOKATOPOB WM OJOKATOPOB KabIIMEBBIX
KaHaJoB yacTto ObiBaeT apdekTuBHbIM. KateTepHas abasuus,
Kak TpaBwiIo, 3G dEeKTUBHA IS JIeYeHUs TaXUKapaIuid, JIOKa-
JIM30BaHHBIX B BhIXogHOM TpakTte 12K [98].

E. lloammopdHas xesry109K0Basi TAXUKAPAUS

Pekomennanun

Knace I

1. ITamuenTtam ¢ ycroituuBoii mosmmopdnoii 2KT ¢ Hapyme-
HHEM TeMOJMHAMHUKH TMOKA3aHO MpOBeleHHEe JJIEKTPHIEeCKOi
KapIHOBEPCUM NMocie COOTBeTCTBYIOIEH cenanuu (B).

2. IManuenTam ¢ penuauBupymomeii mojumopdHoii 2KT noka-
3aHO BHYTPHBEHHOE BBeeHHE [3-aIpeH00JI0KaATOPOB, OCOOEHHO,
ecJI TO/03pPeBAeTCsl WIIEMAS] MHOKApPAAa WM OHA He MOXKeT
ObITh HcK0YeHa (B).

3. BHyTpuBeHHOe BBeleHHE AMHO/APOHA IEJIECO00PA3HO
y NanMeHToB ¢ penuausupyomeii noaumopdHoii 2KT B oTcyre-
TBHE 3JIEKTPOKAPANOTPAGUIECKAX TNPH3HAKOB AHOMAIBHOI
penoisipu3aniu, CBSI3aHHON C BPOXKIEHHBIM WM TMPUOOPETEH-
HbIM cuHIpoMoM yauHenHoro uarepsaia QT (LQTS) (C).

4. Cnenyer 00CyKIaTh NMpoBeleHHe CPOYHOIl aHrHorpadum
W PeBACKYJISIPU3ANMH MHOKAPIA Y MANMEHTOB C MOJMMOPQHOIT
KT, B TOM ciIyyae eciii He MOMKET ObITh MCKJIIOUEHA HINEeMUs
MHOKapaa Kak nmpuyuHa aputmun (C).

Knacc IIb

BHyTpHBeHHOE BBeleHHE JINI0KAWHA MOKET ObITh 3(hekTHB-
HbIM 1151 JiedeHus: nosmmopdHoii 2KT, 00ycioBieHHO# ocTpoii
umemueii wm UM (C).

[1pu ycroituusoii nonumopdHoit KT, Kak npasuio, Tpedy-
eTcsl MPOBeJICHUE HEOT0KHOM 2JIEKTPUUECKON KapIMOBEPCHUH.
BHyTpuBeHHOE BBeaeHHE [(-aapeHOOJIOKATOPOB JOCTOBEPHO
MPUBOIUT K CHIKCHUIO CMEPTHOCTH Y TIALIMEHTOB C IMOJIMMOP-
(noit KT, pazpusiieiica Ha hoHe OWM [99]. Y 3THUX GOIBHBIX
TaKXXe MOXET ObITh 11€J1IECO00PA3HO BHYTPUBEHHOE Ha3HAUEHNE
amuonapoHa [80, 81, 100—102]. Cneayer obcyxXnaTh npoBe-
JIEHUEe CPOYHOI aHTHOTpaduu y MAIMEHTOB ¢ MOJUMOPMOHOM
KT, B TOM ciyyae eciii He MOXET OBITh MCKJIIOUEeHA WIeMUSI
MMOKap/a Kak npuurHa aputMuu [103].

XK. KerynoukoBasi Ttaxukapausi «torsades de pointes»
(M0 THITY «ITHPYIT»)
Pekomennanun
Knace I
1. ¥V namuentoB ¢ KT mo tumy «mmpy3T» peKOMeHmyeTcs
OTMeHa JIIo0bIX JeKapcTBeHHbIX npenapatos (JIII), cnocoOnbIx
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NPHUBECTH K PA3BUTHIO TOii ADUTMHHU, U IPOBeIeHHE KOPPEKIMH
3JIEKTPOJIMTHBIX HApyIIeHuii (A).

2. IIpoBenenne BpeMenHoii U npoxoukuTebHoil DKC peko-
MennoBaHo mamueHTam ¢ KT mo Tumy «mMpyaT», MosiBieHHe
KOTOpO#i CBSA3aHO C Pa3BUTHEM CHMMITOMATHYECKO# Opaaukap-
in wm AB-0a0kansr (A).

Knacc Ila

1. ITammenram ¢ LQTS u Heckoabkumu smu3opamvm KT
M0 TUNY <«OUPYIT» [eNecoo0pa3Ho0 BHYTPHUBEHHOE BBeleHHE
cyabdara marausa. Cyiabdar marnus He Oyaer 3¢(eKTHBHBIM
y 00JbHBIX ¢ HOpMaTBHBIM HHTEpBaJoM QT (B).

2. Bpemennas u npogonkutenbias DKC pekomenayercs nanu-
enram ¢ KT mo Tunmy «mupyat», 00yC/IOBJIEHHOH HAIMYMEM Nay3
(B).

3. BHyTpuBeHHOe BBe/ieHHE [3-aIpeHO0IOKATOPOB B COYETAHMU
¢ BpemenHoii DKC sBiiseTCS HEOTIOKHOM Tepanueii y naiueHToB
¢ KT no tumy «mmpyaT» U cuHycoBoii Opaaukapaueii (C).

4. B KayecTBe BPEeMEHHOro JieUeHHs MAMUEHTAM C TSIKeJOi
pemuauBupymomeii 2KT mo Tumy «nmupy3T», 00yCJIOBIEHHO# pa3-
BUTHEM may3, 0e3 BpoxaeHHoro LQTS noka3ano HazHaueHue
usonporepunona (B).

Knacc IIb

1. Y nammenToB ¢ 2KT no Tumy «nupy3T» 1eecoodpa3Ho noja-
JIepKUBATH YPOBEHb Kaus B 1uana3one 4,5—5 mmoan/a (B).

2. BayTpuBeHHOE BBeJeHHE JHIOKAMHA VI MEPopabHoe —
MEKCHJIETHHA MOTYT HCNOJb30BaThes y mammentoB ¢ LQTS
u KT no tuny «mapyat» (C).

VBenuuenne nHtepBana QT u Hammume nmomumopdHoit KT
10 TUITY «ITUPY3T» MOXET BO3HUKATDh B 3 CiIy4yasix: BpOKIEHHOM
LQTS; B pesyabTate npuema JeKapcTBEHHbIX CPEICTB, YBEIU-
yuBatomux nHTepsaa QT; u y MalueHToB ¢ MPOrpecCUpyOlIUM
3a00J1eBaHNEM TIPOBOJISIIEH CHCTEMbI C Pa3BUTHEM OJIOKaIbI
cepaua.

3. Bo3spaTHas xkeaymoukoBas Ttaxukapaus (Incessant
Ventricular Tachycardia)

Pekomennanun

Knace I

PeBackynsipusanusi MMOKapaa M CO3JaHHe JIEKAPCTBEHHOM
0JI0KaIbl [3-aipeHopenenTopoB B pe3yabraTe HazHayeHns AAII,
TAKHUX KaK MPOKAMHAMHA/I W AaMHO/IAPOH PEKOMEHIOBAHO MAIH-
eHTam ¢ Bo3BpaTHOi nosmmMopdHoii KT, o0yciioBieHHoi ocT-
poii umemueii Muokapaa (C).

Knacc IIa

KomOuHupoBaHHOe BelneHHE, BKJIWYAKIIEE BHYTPHMBEHHOE
HA3HAYeHHe aMHOAAPOHA WJIM MPOKAMHAMMIA W BbINOJHEHHE
a0asmun 2KT, Moxer ObITh 3¢ ()eKTUBHBIM Y MAIMEHTOB C BO3-
BpaTHOii MoHOMOP(Hoii 2KT (B).

Knacc IIb

1. BHyTpuBeHHOE BBeJIeHHEe aMHOAAPOHA W [3-aapeHo-
0JIOKATOPOB OTHOBPEMEHHO WJIM MO OTAEJIbHOCTH MOTYT 00CYK-
JAThCs Y MAMEHTOB C «3JIeKTpHYecKuM mropmom» (C).

2. IIpoBenenue noaasastomeii (overdrive) DKC unau nposene-
HHe HAPK03a MOTYT 00CYKIaThCs y MANMeHTOB ¢ Bo3BpaTHOi 2KT

©.
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3. IlpoBeneHne CNIMHHOMO3rOBOW MOIYJSIMH (METON Jede-
HHUSI) MOJKET 00CYK/IAThCSl Y HEKOTOPBIX MAMEHTOB C BO3BPAT-
Hoii KT (C).

. KnunnyecKkue 0CO0EHHOCTH

CuHapoMm yacto peuumuBupyiomux smusonoB KT, Tpe-
OYIOLIMII IPOBEIEHUS KApAMOBEPCUM, IIOJIYYMJ Ha3BaHME
«OJICKTPUYECKUI TOPM». [1OCKOJIBKY OaHHBIA CHHIPOM
BCTpeYaeTcst JOCTATOYHO PEIKO, TO PYKOBOJICTBA I10 JICUEHHIO
OOJIbHBIX TOI KATErOPUMU OCHOBAHBI HA OMMCAHUM JIEYCHUS
€IMHUYHBIX CJIy9aeB U HA CETOMHSIIHUI JeHb HE CYIIECTBYET
HUY OITHOTO paHIOMU3UPOBAHHOTO MCCIeq0BaHMs. M3BecTHO,
YTO B OCHOBE €r0 BOBHMKHOBEHMSI JIEXKUT MHOKECTBO ITPUYLH.
BHyTpuBeHHOEe BBeleHUE [-aapeHOOJ0KATOPOB SIBJISETCS
eIMHCTBEHHBIM 3(P(EKTUBHBIM METOIOM JIEYEHUS Y OOJIbHBIX
C «3JIEKTPUYECKUM IITOPMOM», OOYCIIOBJICHHBIM Pa3BUTHEM
nonumoppHbix KT. KpaiiHe BakHO BBISIBJICHUE OCHOBHOM
MPUYMHBI BOBHUKHOBEHUS «3JIEKTPUYECKOTO IITOPMa», TakK
Kak TOJIBKO B OTOM CJIy4ae BO3MOXKHO IIPOBEICHME LIeJIeHAIl-
PaBIICHHOTO JICYEH WS,

14. J)KeAyAOUKOBble HapylleHUs pUTMa M BHe3amnHas
cepAeyHas CMepTb, CBA3aHHbIE C OTACAbHbIMU
3a60AeBaHNAMM

A. TuchyHkums 1eBoro Keaya04Ka BCJIeCTBHE MPeANIeCTBY-

ouiero nH(papKTa MHOKapaa

Pexomennauumn

Knace I

1. PexomenyeTcsi arpecCHBHBIIA MOAXO/ K JEUEHHIO cepaed-
HOIl HEeJOCTATOYHOCTH, KOTOPAsi MOXKET HAOMIONAThCA y psaa
0O0JIbHBIX C JIEBOXKENYI0YKOBO# TUCYHKIMEN BCJIeCTBHE MpPe/-
HIECTBYIOIEr0 MH(pAPKTa MHOKApIA M KeJyJ0YKOBBIMH HApy-
menusivu putma (C).

2. PekoMeHayeTCs arpecCHBHBIN MOAX0/ K JIeYeHUI0 HIIEMUN
MHOKapJa, KOTOpas MOXKET Ha0JogaTbes y psaa OOJIbHBIX
¢ KT (C).

3. Iammentam, peanmvupoBanabiM nocie DK, mnns cHu-
Kenusi pucka BCC npu HaaMumu moka3aHuii peKOMeHIOBAHO
BOCCTAHOBJIEHHE MPOXOANMOCTH KOPOHAPHBIX APTEPHil, TAK KaK
ocTpas MIIeMHsi MHOKapaa, Kak mpasuio, mposomupyer 2KT
(B).

4. BoabHbiM, peannvupoBannbiM nocie MK, B orcyTcTBHe
BO3MOXKHOCTH BOCCTAHOBJIEHHSI KOPOHAPHOTO KPOBOTOKA, NpH
HAJIMYMM YKAa3aHWii B aHaMHe3e Ha nepeHecenHblii UM, umero-
MIIM MPU3HAKA BbIPAKEHHOW MUCHYHKIMN JIeBOTO KeTyI0dKa,
KOTOPBIM NPOBOIUTCS MOCTOSIHHASI ONTHMAJIBHAS JIEKAPCTBEH-
Hasl Tepanusi U UMeeTcsl OJAroNpUsTHBIA MPOTHO3 BHLKUBAHMS
B TeYEHHe O/IHOTO roJa U 0oJiee J0KHA ObITh BBINOJIHEHA UMII-
nanramus UKL (A).

5. UK/I-Tepanus ¢ uejbio nepBuyHoii npopunakruka BCC
U CHIKEHHs OOlIeil CMEPTHOCTH DPEKOMEHIOBAHA NALMEHTAM
¢ mucynkuueii JIZK (PB JIXK ne 6oee 30—40%), ykazaHu-
eM B aHaMHe3e Ha mepeHecennslii UM (me pamee yem yepe3
40 nueit mocie UM), ¢ XCH II—III ®K no knaccudukamuu
NYHA, noryyaomum NoCTOSIHHYI0 ONTHMAJIbHYIO JIEKAPCTBEH-
HYIO TePANMIO U UMEIOIUM OJIArONPUATHBIIA MPOTHO3 ISl BBIKHU-
BaHHUS C XOPOmHM (DYHKIMOHANHLHBIM COCTOSIHHEM B TeUeHHe
roaa u oojee (A).
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6. Wvmnanranmua UKl asiaserca 3¢d¢eKTHBHBIM MeTOI0M
JiedeHusl, CHIDKAIONMM CMEPTHOCTD 32 CUET CHIZKEHHS YACTOThI
BCC y nanueHToB ¢ yCTOWYMBO# reMOIMHAMUYECKH 3HAYMMO#
KT, muchynkmueit JIZK, ykazanusvMu B aHamMHe3e Ha mepe-
HecenHbliit M, moJy4aoiiuMu NOCTOSIHHYI0 ONTHMAJIBHYIO
JIEKAPCTBEHHYIO TEPANUI0 M MMEIMUMH OJATONPUSTHBIH MpPo-
THO3 JUISl BbKMBAHHUSA € XOPOIIMM (hYyHKIMOHAJILHBIM COCTOSHU-
eM B TeueHue roaa u ooiee (A).

Knacc IIa

1. Imnanranusa UK] nesecoodpa3Ha y nanueHToB ¢ auc-
dynxuueit JIZK (OB JIK He 6o1ee 30—35%), 00ycioBlIeHHOI
npemmectByiommmM UM (He panee yem 4epe3 40 aneii mocie
M), I ®K no knaccupukammn NYHA, KoTopsie moay4aoT
NOCTOSTHHYIO ONITUMAJIBHYIO JIEKAPCTBEHHYI0 TEPANHUIO M HMEIOT
0J1IaronpHUATHBIA MPOrHO3 1Sl BbDKMBAHUS ¢ XopomuM (yHK-
[HOHAJILHBIM COCTOSTHHEM B Te4eHHe roa u 0oJee (A).

2. AMHOAApOH B KOMOMHAIMM C [3-aJApeH00J0KATOpAMHU
MOKET ObITh HA3HAYEH MANMEHTAM C YKA3aHWSMM B aHAM-
He3e Ha mepeHeceHHblii MM, c¢ npusHakamu auchyHKIUA
JIK n cumnromamu KT, ycToiiunBoii K MpoBOAMMOI paHee
Tepanuy; a Takxke naguentam ¢ cumnromavu KT, y KoTopsix
paHee Tepamusi [(-aapeHoOsiokaTopaMu ObLia Hed(deKTHB-
Ha (B).

3. IlpumMeHeHne cOTANIONA LEJECO00PA3HO ISl YCTPAHEHUS
cumnToMoB KT y nanuentoB ¢ nuchynkumeii JIZK, pa3pus-
meiicss B pe3yabrare mpenmectByiomero UM, y KoTopsix
paHee mnpoBoauMas Tepanus [(-aapeHoOsoKaTopamMHu ObLia
Hea(dekTusHa (C).

4. Vcnoab3oBaHWe IONMOJHHUTENbHBIX METOMOB JIeYeHHS
(KaTeTepHas a0JsALKUA, XUPYPrUYeCKas pe3eKuusi, Ha3HAYeHne
AAT aMnogapoHOM WM COTAJI0JIOM) [eJecO00pa3Ho y maum-
eHToB ¢ nuchynkmmeii JIZK, o0ycioBiaenHoil mpeamecTByio-
mumM UM, 17151 ycTpaHeHHs CHMIITOMOB, CBSI3AHHBIX C YACTBI-
mu 3nu3oaamu ycToiiuuBoii 2KT nim @K (C).

5. Tepanus aMHOJAPOHOM LeJIECO00PA3HA /I YMEHbIIEHHS
BBIPAJKEHHOCTH CHMITOMOB, BbI3BAHHBIX pPeUIUBUPYIONIE
remomuHaMudecku ctadouiabnoii KT y manuentos ¢ aucyH-
knueii JIZK, oGycaoBaenHoii nepenecennsiMm 1M, KoTopsiM
He MoxeT ObITh uMIIaHTUpoBaH VKJI uim onu oTkasbiBarorcs
oT npoBenenus onepamun ummiantamuu (C).

6. Umnnantauua UKJl nenecoodpa3Ha mpu JedeHUH
penuausupymomeii ycroitunsoii KT y manuenToB ¢ mepe-
HeceHHbIM paHee VIM ¢ HopMmaibHOW MM OJM3KO K HOP-
MaJIbHOM CHCTOJUYECKO (DYyHKIMEil JKelyT09KOB, MOJyda-
I0MUX MOCTOSTHHYIO ONTHMAJIBHYIO JIEKAPCTBEHHYIO TEPANUIO
U HMEWIMUX OJArONpUSTHBIA MPOTHO3 ISl BBIKUBAHUS
¢ XopomuM (PYHKIHOHAIbHBIM COCTOSIHHEM B TeUYeHHe rojaa
u 6oaee (C).

Knacc ITb

1. KarerepHas aG/sinus WM Ha3HAYEHHE AMHOJAPOHA MOKET
paccMaTpuBaThcsd Kak ajdbrepHatuBa ycraHoBke MKJI y manm-
€HTOB C PelUINBHPYIOUIEH reMoJMHAMUYECKH cTa0uabHOi 2KT
u ymepennoii muchynkuueii JIZK (OB 6oaee 40%) (B).

2. Tepanuss aMHOZAPOHOM MOXKET OBITH IeJecooOpa3Ha
y namuenToB ¢ muchynkuueii JIZK, o0ycoBieHHoii nMpeamecT-
ByomyuM UM, y KOTOPBIX MMEIOTCS TepeYrcieHHbIe OKA3aHus
K ummiantanun UKJI, Ho KoTopble 0TKA3bIBAIOTCA OT 3TOrO
Buza jevyenus (C).
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Knace III

1. He pekomeHnnyercs Ha3Hayenne AAT B nmpopuIaKTHIECKHX
HeJISIX ISl CHUZKEHHSI CMEPTHOCTH Y TAMEHTOB C HEYCTONYHBBI-
mu 0eccumnToMibivMu 2KA (B).

2. Y nanueHToB ¢ npeamecTyoumm MM He cieayer ncnoJib-
3oBatb AAII IC kiacca (A).

YV nauueHToB ¢ xpoHuueckoit hopmoit UBC BbIsBASIOT-
cs1 3 OCHOBHBIX THUIIA XKeJTYT0YKOBBIX Taxuaput™muii: HY2KT
(ompenensiemast 1Mo 3 wiu 6oJiee MOBTOPSIIOMINMCS CUCTO-
JlaM KeJTylIouka B psie, rmpomoJrkattiemcs 1o 30 co cko-
poctbio 100 yn/mun); yctoituuas XKT; octaHOBKa cepaiia
B pesyabrare KT mmu XK. CepreuHo-cocynucrass cmep-
THOCTh TIpU BcexX Tpex Bumax 2KA obycrnoBieHa Kak BCC,
Tak U He BHe3amHoil cMepThio. [lepeduncieHHbIe apuTMUKN
MOTYT BO3HUKATh TakxXe B pe3yjbraTe pasButusi UM wiu
Ha ¢oHe nporpeccupoBaHus CH. B 6oiblIMHCTBE CayyaeB
npobexku HY2KT y manueHTOB ¢ XpoHUYECKOU (hopMoit
HUBC Geccumnromubl. He cyliecTByeT maHHBIX O TOM,
yro nopasiieHue OeccumrnTomHoit HYXKT nocrosepHo
yYBeJIMUMBAET BbIXKMBAeMOCTb. JledeHue ycroiumBoit KT
y MaluueHToB ¢ XxpoHuueckoii dopmoit UBC ompenensercs
KIWHUYECKUMU TIPOSBICHUSIMU U YaCTOTOW BO3HUKHOBE-
Hus KT. Y mauneHTOB, MepeHecInX «CepAeYHbIN apecT»
u3-3a pasputusi PXK, Koropas pasBuiach He B MepBbIC
24—48 v mocne OWM, nmeeTcs BHICOKMI PUCK pa3BUTHUS
noBTopHoro anu3ona ®XK. Bce mamuentsl ¢ UBC oTHO-
cared k rpynne pucka BCC, u 6onpminHcTBo BCC npouc-
XOAUT Yy MalMeHTOB 0e3 TsKenou nuchynkuun JIK.

WMmvmnanraiusa MK] mokasaHa 111 yMEHbIIEHUSI pUCKa
BCC mammenTam nByx KaTeropuii: mepsasi — 6oibHbIe ¢ DB
JIK 40% wn menee, riepeHecinre OMM, y KOTOPBIX perucTpr-
pyiorcs crioHTaHHbie arn3oabl HY2KT, a Bo Bpemst sHToD DU
uHayuupyercss MoHoMmopdHas yctonuusas XKT; Bropas —
natueHTsl ¢ @B JIK 30% u menee, nepeHeciiie OUM (naB-
HOCTb OT MoMeHTa pa3Butust OMM 40 nHeit u 6onee), c XCH
IT v 111 ®K mno knaccudukaunu NYHA. Ipumenenue
AAT y manueHToB 9TUX KaTeropuii MOXET BBI3BATH Yrpoxka-
fo1me Xu3Hu mnpoaputmuueckue apdexrsl. MK/ -repanus
BCe yYallle MCroJib3yeTcs Y nanueHToB ¢ KA, KOTopble caMu
HE SIBJISIIOTCSl YIPOXAIOUIMMU KM3HU, HO OOYCIOBIMBAIOT
HeobxonuMocTh Ha3HaueHust AAT, KoTopast MOXXeT TpUBEeCTU
K pa3BUTUIO TIPOAPUTMUYECKUX I(PPEKTOB WU ObITH HEA(]-
(beKTUBHOIA.

b. Ilopoku K1anaHoB cepaua

Pexomennanun

Knace 1

KiuHuyeckass OUEHKAa COCTOSIHMS OOJIBHBIX C HMOPOKAMH
KianaHoB cepaua W 2KA, a Takxke BBIOOp TAKTHKH WX Jiede-
HHS JIOJDKEH OCYIIECTBJSTHCS HA OCHOBAHWM CYINECTBYIONIMX
B HAacTOsIIEe BpeMsl PEKOMEHIALMii 10 TUATHOCTUKY U JIeYEHHIO
MOPOKOB CepAla M PeKOMEeHJAUMil M0 TUATHOCTHUKY U JieYeHHI0
apurvmii (C).

Knacc I1b

IInacTuka uAM NpoTe3MPOBAHHE MHUTPAJILHOIO KJIamaHa
Y DAUMEHTOB C MPOJIANCOM MHMTPAJIBHOTO KJIANAHA, TXKeJIOi
MUTPAJIbHON peryprutanueii u Tsukeabivu 2KA ¢ mesibio CHUKe-
Hus pucka BCC He sBasiiorcs a0comoTHO Aoka3anHbiMu (C).
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B Hacrosiee BpeMst OTCYTCTBYIOT TaHHBIE, CBUACTEIbCTBY-
JOIIME O TOM, 4YTO TUTACTHKA WJIU TIPOTE3MPOBAHNE MUTPaIb-
HOro KJjamnaHa yMEHbIIAIT KojauvecTBO KA y MalueHTOB
C TOpOKaMM KJamaHoB cepaua. [1oaTomy olleHKa KJIMHU-
YECKOTO COCTOSTHUS TMAallMEHTOB 3TON KaTerOpyuu U JieUeHUe
MPOBOAATCSI HA OCHOBAHWU CYIIECTBYIOIINX PEKOMEHIALIMI
IUJIS1 KQXKI0To U3 3a00J1eBaHUIA.

B. BpoxenHble nOpoKu cepaua

Pekomennanun

Knace I

1. WUmmnanramus MKJ npoBomuTcs manMeHTaM € BPOXK-
nennbiM mopokom cepana (BIIC), koTtopeie BBIKHIM TOCI]E
OCTAHOBKH CepALA, eC/IM NMPUYNHA 3200JIeBAHUS YCTAHOBJIEHA
B X0/ie 00CJIeI0BaHUS U ObLIM HCKJIIOYEHbI KAKHE-JIH00 Ipyrue
00paTuMble IPUYHHDI.

HMmmnantaus MKJ npoBoauTcsl mauueHTaM € XOPOIIMM
(DyHKIMOHATBHBIM CTaTyCOM, TOJYYAIOUIUM IJIUTEIbHYIO
ONTUMAIBHYIO JIEKAPCTBEHHYIO TEPaTio W UMEIOIIMM OJiaro-
MPUATHBIN MPOTHO3 BBKMBAHUS B TeueHue rofa u dosee (B).

2. boababiM ¢ BIIC u cnonrannoii ycroiuusoii KT caenyer
NMPOBECTH MHBA3MBHOE HCCJEeJOBAHHE MAPAMETPOB BHYTpPHCEp-
neynoii remoquHAMAKN U SHI0DDU. PekomeHayembie MeTOIbI
Tepanuyl — KaTeTepHas a0JsIUsA WIH XHPYPradecKoe JedeHue
KT. Ecau ykazanHbie MeTobl Hea(h(heKTHBHBI, TO PEKOMEHTY-
erca ummnantamusa UKJI. (C).

Knacce I1a

HBa3uBHYI0 OLEHKY ApAMETPOB BHYTPHCEPAEYHOIi reMoIu-
HamMuKu ¥ 3HI0D DU nerecoodpasHo NpoOBOAMTH Y NMALMEHTOB
¢ BIIC, nMerommx yka3aHusi B aHaMHe3e HA HeoObsSCHHMbIE
amu3oapl OC u HapymeHune hYHKIUH XKeJTyI09KOB.

B orcyrcTBue omnpeneiennoii u ooparumoii mpuumnsl OC
umiiantanusa VK]l nenecoo6pa3sHa y mamueHTOB ¢ XOPOIIMM
(yHKIHOHATBHBIM CTATYCOM, MOJTYYAIOIUX JJIHTEIbHYIO ONTH-
MAJIBHYIO JIEKAPCTBEHHYIO TePANUI0 W UMEIONMX OJarompusr-
Hblii IPOTHO3 /LIS BBDKUBAHMS B TeyeHue roaa u dodee (B).

Knacce 116

IIpoBenenne 3H10DPU MoxkeT 00CYKAATHCA y NMAUUEHTOB
¢ BIIC u napHbIMH KeJTyJ0YKOBbIMH 3KCTpacucTojamu (2KD)
uwm HYXKT nas onpenejiennsi pucka BO3HHKHOBEHHS YCTONIM-
Boii KT (C).

Knace IIT
Ha3navenne npodunaktnyeckoii AAT He moka3zano y 00Jb-
HbIX ¢ 0eccumnToMHbIM BIIC u emunmanbivu 2KD (C).

BIIC mnpencraBiasitoT coboit MHOTOOOpa3HbIi CIIEKTp aHa-
TOMUYECKUX U (PU3MOJOTMYECKUX Ne(DEKTOB ¢ pasInIHbIMU
BapuMaHTAMU €CTECTBEHHOTO TeYeHUs 3a00JI€BaHUsI Ha IIPE/-
¥ TIOCJIEOTIepallMOHHOM dTarax, Kak U pruckKa pa3BUTHUST apyT-
MUIiA, BOSHUKAIOIINX B pe3yJIbTaTe JeUeHUsI, U PUCKa pa3BU-
st BCC B otnanenHom nepuone. bonee 75% mnageHyecKux
u gerckux cmepreir or BIIC mpoumcxomur B crauuoHape,
GOJBIIMHCTBO M3 KOTOPBIX — B Xoze omepainii. OcTaabHbIe
CMEPTU MPOMCXOMIT BHE CTallMOHApa MM B peaHMMAallMOH-
HBIX OTAEJIEHUSIX B pe3yjbTaTe APYIMX BPOXIEHHBIX aHOMA-
JIMA pa3BUTHUS WM cericuca. Y OOJIbHBIX, OIEPUPOBAHHBIX
no nosoay BIIC B Bospacte crapuie 20 jer, oTMevaercs
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nporpeccupytoiee yBeauueHue yactorbl BCC u cepaeyHo-
COCYIMCTOM CMEPTHOCTH.

C BeIcOKMM puckoM BCC B oTmajieHHOM TIepuo-
ne accoumupytorcsa 5 tumnos BIIC: terpama dPanno, D-
u L-TpaHcmo3uliuMsi MarucTpajbHbIX apTepuii, CTEHO3
aopThl M (QYHKIMOHAJIBbHO EIMHCTBEHHBIM XETyIouyeK.
Camoe GOJIBIIIOe KOJMYECTBO MCCIEIOBAaHUIA, TTOCBSIIECH-
Hbix BCC y mauuenToB ¢ BIIC, BbINOJHEHO Yy MAallMEHTOB
¢ terpamoii Pamno. B 11e10M onepupoBaHHBIM OOJBHBIM
¢ HeoObsIcHUMBIMU 31M301aMU OC TOJIKHBI OBITh BBIITOJI-
HEHBI KaK MHBa3MBHOE MCCIIEIOBAaHUE FTeMOIMHAMUKH, TaK
u 2HT0DDU. TlonoxurenbHble pe3yabTaThl 3HI0DDU
HE3aBUCUMO OT KJIMHMYECKOTO cTaTyca MallMeHTa MO3BO-
JISIIOT BBISIBUTH OOJIBHBIX ¢ BICOKMM puckoM BCC B otna-
JICHHOM TIEpHOJIE.

B otcyrcTBHME MpU3HAKOB AUCHYHKIIMU KeJTYyT0UYKOB HaTU-
YKhe M30JIMPOBAHHOM SKTONMMUYECKON KeJIyTOUYKOBOW aKTUB-
HOCTHU UMEET MUHUMAJIbHYIO IIPOTHOCTUYECKYI0 3HAYMMOCTb,
a pUCK, CBA3aHHBIN ¢ mpuMeHeHneM AAT, TIpeBbIIIaeT MOJIb-
3y OT ee npoBeaeHus. Haubosnee pacnpocTpaHeHHast BPOX-
JIEHHas aHOMaJlvsl pa3BUTHsI KOPOHAPHBIX apTepuil, CBSI3aH-
Hast ¢ BhicokuM pruckomM BCC B Mosomom Bo3pacte, — 3TO
OTXOXIECHUE JIEBOI KOPOHAPHOI apTepuy U3 IMPAaBOro CUHYyca
BanbcanbBa. IlpennonaraembiMu Mexanuamamu BCC sBisi-
J0TCSl TMOO OCTpasl aHTYJISILUS YCThsl KOPOHAPHOU apTepuu,
60 KOMITpECCHs JIEBOM KOPOHAPHOI apTepUH, TIPUBOISIIAS
K Pa3BUTHIO OCTPOI MIIeMUH MUOKapaa ¢ nmocienyrorieit KT
n @K, DTo cBsI3aHO C TeM, YTO KOPOHapHast apTepus aHa-
TOMUYECKU HAXOAUTCS MEXY CTEHKOM a0OpPThl U BBIHOCSILLIUM
tpakToMm [12K (BTILXK). lnarHos yctanapnuBaetcs B xone KI'
W CIIYXXKWT TTOKa3aHUEM K XUPYPIrUIeCKOM peBaCKyJISIpU3aliiu.
HecMmoTpst Ha To uTo y GOJIbHBIX 3TOI Kateropuu cam BITC
SIBJISIETCS. TIPUYMHONM DPa3BUTUSI YTpOXKaOIIUX XKU3HU 2KA,
ciayyan Bo3HUKHOBeHUsT KT n BCC cpaBHMTENBbHO pEOKu.
CyliecTByeT OrpaHUYEHHOE KOJIMUECTBO SKCIIEPUMEHTAIb-
HBIX TaHHBIX, HA OCHOBAaHUU KOTOPBIX MOXKHO ObLIO ObI pEKO-
MEHI0BaTh OMNpeAeJeHHYIO TAKTUKY BeAECHUS OOJbHBIX C 9TUM
3a00eBaHreM. JIeueHHEe OCTPBIX HEOTIOXHBIX COCTOSIHMUIA,
pa3BUBIIMXCS B paMKaX OCHOBHOTO 3a00JicBaHUSI, KOTOPOE
OTHOCHUTCSI K 3TOMY paszfiesly, OCYLIECTBISIETCSI 0e3 KaKuX-
JINOO OCOOEHHOCTEN.

I. MeTtabomyecKue W BOCTIAJMTEIbHbIE 3200JIeBAHMUS
1. Muoxapoumesi, pesmamuueckue 3a0601e8anus u IHO0OKapoumol

Pexomenmanmun

Knace I

1. ITameHTamM ¢ MHOKapauToM B ¢ha3e 000CTPEHHS B CJIy-
Yyae pasBUTHSA OpaJKApAMN C KIMHUYECKMMH TNpPOSIBJIEHUSIMHA
U/WaM 0JIOKaJbl Cepaua MOKa3aHa MMILIAHTAIMS BPEMEHHOTO
BKC (C).

2. OcTtpyo aoprajbHyl0 peryprutanuio B coderannmu ¢ KT
cJIe/IyeT JIeYNTh XUPYPrudecKUMI METOIAMH B OTCYTCTBHE MPO-
THBONOKa3aHuii K ux npumenennio (C).

3. OcCTpblii 3HIOKAPINUT, OCIOKHEHHBI A0CIECCOM A0PTHI WK
KJIAMIAHHOTO KOJIbIIA, CJIEAyeT JeYUTh XHUPYPrHdeCKHMH MeToIa-
MM B OTCYTCTBHE MPOTHBONOKA3aHuii K UX npumeHenuio (C).

Kinacc Ila

1. B nonoJHeHHOM PYKOBOACTBE MO HMIUIAHTAIIMH MCKYC-
CTBEHHBIX BOJIHUTEJIEil PUTMA Cepaua W AHTHAPUTMHYECKUX
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YCTPOHCTB AMEPUKAHCKO# KOJJIETMH KAapAHOJIOTOB COBMECT-
HO ¢ AMepHKaHCKO#i accomuanueii cepana u HannonaiabHoi
accomuamnmeii cnopra u ¢usmdeckoro Bocnutanusa (ACC/
AHA/NASPE 2002 Guideline Update for Implantation of
Cardiac Pacemakers and Antiarrhythmia Devices) oTmeua-
ercs, yTo UKJI-Tepanus moxer 0bITh 3h(eKTHBHA y mamm-
€HTOB BHe OCTPOil ()a3pl MMOKAPAMTA C YrPOKAIOIMUMH
xku3uu KA, ¢ xopomnM (hyHKIMOHAJIBHBIM CTATYCOM, Y TeX,
KTO MOJyYaeT MOCTOSIHHYI0 ONTHMAJBHYIO J€KAPCTBEHHYIO
Tepanuio M UMeeT OJIATONPUATHDBIA MPOTHO3 AJIS BHIKHBAHUS
B Teuenue roaa u oouee (C).

2. AAT uenecoo0pa3Ha y NAIMEHTOB C HEYCTOMYMBOI
u ycroitunBoii 2KT B ocTpoii haze muokapmura (C).

Knace IIT
Nvnaanranmn UKL He moka3aHa B ocTpoii ¢aze muokap-
muta (C).

MuokapauT — BOCHAJIUTEIbHBIN, Yallle Bcero MHMeK-
LHMOHHO-AaCCOLMMUPOBAHHBI MpoOleCcC, MOopaxKarlui
muokapna. CrnekTp HapylleHWs pUTMa cepialla, CBsI3aH-
HOTO C OCTPbIM MHWOKapIMTOM, IIMPOK M BKJIIOYAET KakK
HapylIeHUs TTPOBOAMMOCTH, TaK U TPYAHO MOIIAIOLINEC
JeyeHMIo yrpoxatouue Xu3Hu KA. DTtu O0onbHBIE YMU-
patot B pesyabrare CH u/unm HapylieHuit puTMa cepaua,
B ToM uucie Opamucuctonuu [111—118]. ¥ nauueHTOB
¢ aput™musimu unu OC Bo3MoxxHO HazHaueHue AAIT u/unmmn
MpoBeAeHUEe NMHTEHCUBHOM Tepanuu [119].

Mmnnantanust BpemeHHoro DKC mokazaHa maluMeH-
TaM C OCTPHIM MHUOKApAWUTOM, Y KOTOPBIX HaOJIOmaeTCs
cuMnToMaruueckasi Ojiokajaa cepilia, Kak 3TO ObIIO Obl
B CJlyyae OCTPOM CHMIITOMATU4YeCKOW OJIoKaabl, 00yc-
JIOBJICHHOUW IPYTMMHU MPUYMHAMU. Y MAIIMEHTOB C JaliM-
CKOW 0O0JIe3HBIO MOTYT pa3BuUBaThCcs KA ¢ HapylIeHUSIMU
MPOBOIMMOCTH DPa3IMYHON cTeneHu TsokecThu. Croiikas
G10Kazna cepala BCTpeyaeTcsl peako, HO TIPU €e Pa3BUTUU
B MOCJIEAYIONIEeM TTOTpeOyeTCss MMIITaHTAIUS TTOCTOSTHHO-
ro OKC [120, 121]. Bone3np Yaraca BbI3BaHa MpPOCTEi-
muM Trypanosoma cruzi, nepeaaeTcsi HACEKOMBIM — Tepe-
HOCYMKOM uHGeKuuu. 3adojieBaHUEe paclpoOCTpaHEHO
B LentpanbHoit u KOxHoit AMepuke. OCTpbIii MHOKap-
IUT — penKoe 3aboeBaHue, HO Gosee ueM y | /3 GOoIbHBIX
B MOCJEOyIolleM pa3BuUBaeTcsd OUCGOYHKLMS MHUOKapia,
KOTOpasi xapakrepusyercs nporpeccupyomeit CH n Hu3s-
KOl BBDKMBA€MOCThIO.

J71s1 mMalMeHTOB 3TOM KaTerOpUUM XapaKTepHBI Hapylle-
HUs TIPOBOAMMOCTH C Pa3BUTHEM ITOJHOM OJIOKAIbI Cep-
1a, yrpoxatoiuie Xu3Hu KA. DdDPeKTUBHBIM JIeYeHUEM
JKEJIYTOUYKOBBIX TaXMAPUTMUI SIBJISIETCSI Ha3HAYEHUE aMU-
omapoHa. DT OOJbHBIE YMUPAIOT B pe3yjabTaTe MPOTrpec-
cupoBanust CH, pe3ucTeHTHOI K Tepamnuu, JIM00 B pe3yib-
TaTe HapyueHuii putma cepaua [122]. Mmnaanrauus
pa3IMYHOTO BUOA YyCTpoucTB, B ToM umcie MK, gacto
UCMOJb3yeTCs B T0O31HeM IMepuoae 3abosieBaHust [123].
Takue KIMHWYECKHME MPOSIBICHUs, KaK OCTpasi peBMaTH-
yeckasl Juxopajaka, nmojiHas 6;aokana cepana u KA Berpe-
yaorcs penko [26]. IIpu mHGEKIMOHHOM 3HIOKAPIUTE
pa3BUTHE HapyUIeHW puUTMa cepjlla TPOrHO3UPOBATH
JIOCTATOYHO TpyaHo [127].
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2. Ungpunvmpamuenvie kapouomuonamuu

Pexkomennanuu

Knace I

B nonosiHenne K Jie4eHHI0 OCHOBHOrO 3a00JieBaHMS Tepa-
nusi yrpoxamumx Ku3Hd 2KA 10DKHA NPOBOIUTHCS B TOM
Ke TopsiIKe, 4YTo U jieueHne 2KA npu APyrux KapaAuOMHONATHSIX.
Dto moapasymepaer uvmiantamuiw MK/ n DKC nanmenram,
KOTOPBIE NMOJYYAIOT JUIUTEIbHYI0 ONTHMAJIbHYIO JIEKAPCTBEHHYIO
Tepanuio, ¢ XopomuM (hyHKIIMOHAJIBHBIM CTATYCOM U OJ1arompu-
SITHBIM MPOTHO30M BbIXKHBAEMOCTH B TeueHue rojaa u 6ouee (C).

CBsI3b MeXIy WHOUIBTPAaTUBHON KapAMOMUOIIATHEM
u passutuem XKT/BCC xopomo mokazaHa. Bo Bcex ciy-
yasx, Korma 3To HeoOXOAMMO, JieUeHHEe OCHOBHOTIO 3a00-
JIeBaHUSA TOJKHO COIIPOBOXKIATHCS CUMIITOMATHYECKUM
JICUCHUEM.

3. DHOOKpUHHble HapYuleHUs U caxapHblil duabem

Pekomennanumn

Knace I

1. Takruka tepamum 2KA, KOoTOpas sBJse€TCS BTOPUYHOM
10 OTHOIIEHHI0 K JHAOKPHHHBIM HAPYHIEHHSIM, TOJIKHA ObITh
HamNpaBjieHA HA KOPPEKIMIO 3JIEKTPOJUTHOro (Kajwii, Mar-
HMii ¥ KaJblMil) qucbajiaHca U JieueHHe OCHOBHOTO 3a00.1eBa-
Husa (C).

2. JleyeHHe yCTOWYMBBIX YTPOKAKMMX KU3HU 2KA, KOTOpbIe
Pa3BUBAIOTCS Y MANMEHTOB C JSHAOKPHHHBIMH HAPYHIICHUSIMH,
JOJDKHO PAaccMaTpPUBATHCS B TOM Ke NMOPSIKE, YTO M Jiede-
HHe TAKHX apUTMHIi y OOJBHBIX C APYTHMH 3200J€eBAHUSAMH.
Dt1o moapasymesaer ummantamuio MK/ n DKC nammenram,
KOTOpbIe TOJYYAIOT JJIHTEIbHYI0 ONTHMAJBHYIO JIEKAPCTBEH-
HYI0 Tepanuio, ¢ XOpPomuM (DYHKIHOHAJILHBIM CTATYCOM M C
0JArONpPUATHBLIM TPOTHO30M BBIKHBAEMOCTH B Te4eHHE roaa
u 6osee (C)

3. ITanuenTtoB ¢ 2KA, cTpaaMX caXapHbIM JHA0ETOM, KaK
NPaBUJIO, CJIEyeT JeYNTh TAKUM Ke 00pa3oM, YTO U NAUEHTOB
0e3 caxapHoro auadera (A).

OHIOKPUHHbIE HAPYILIEHUSI MOTYT ObITh TPUYMHON pa3BUTHS
XT/BCC B pesynbpraTe M30BITOYHOTO WM HEIOCTATOYHOTO
NeiCTBUSI TODMOHOB Ha MUOKap (HarpuMep, heoXpoMOIUTO-
Ma, TUITOTHPEO03). DHIOKPUHONATAN MOTYT BBI3BIBATH U3MEHE-
HUsI MMOKap/a (Harmpumep, akpoMeraiusl) UK 3J1eKTPOJUTHbIE
HapyIIeHUsI, CBSI3aHHBIE C M30BITKOM TOPMOHOB (HAIpuUMep,
TUTIePKATMEMYS TIPYU O0JIe3HN AITMCOHA W TUTIOKAIAEMUSI TIPU
cunapoMe KoHHa). HekoTopble 3HIOKpUHHBIE HapyLIEHUS
MOTYT YCKOPUTb Pa3BUTHE YCIOBUI, CTOCOOCTBYIOIINX MOSIBIIE-
HUIO CTPYKTYPHOU MATOJIOTUY Cepila, KoTopasi OyleT BTOpUY-
HOU TI0 OTHOIIEHWIO K OCHOBHOMY 3a00JIeBaHUIO (HAIrpuMep,
mucmumunemu 1 UBC wim BropudHast apTepuaibHasi THUIIep-
TeH3Us U Tuneptpodusi MUOKapaa), YTO YBEJIWUYMBACT PUCK
Pa3BUTHUS YTPOXKAIOIINX KU3HUA aPUTMUNA.

4. Tepmunanvruas cmadus NOYeYHOU HedoCMamo4HOCMU

Pekomenmanuu

Knacc I

1. Heornoxxnass nomomp npu 2KA B TepMMHAIBHOM CTa-
UM TIOYEYHOIl HEAOCTATOYHOCTH JOJKHA OBbITh HANpaBJieHA
Ha NMoyIep:KaHne TeMOAMHAMUKH M KOPPEKIHIO 3JeKTPOJIUTHOTO
(Kaymii, Maramii u Kajabnmii) qucoananca (C).
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2. Yrpoxaroume xu3nu 2KA, 0co0eHHO y MAIMEHTOB, 0XKHIA-
FOLIUX TPAHCILIAHTAIMIO MIOYKH, OJDKHBI JIEYHTHCS IIAHOBO. DTO
nonpasymenaet B Tom uncie nmipianramuio UK/ n DKC namu-
€HTaM, KOTOpble MOJY4YaloT JJIMTEJbHYI0 ONTHMAJbHYIO JieKapc-
TBEHHYI0 TepPaNui0, ¢ XOPOUIUM (DYHKIMOHAIBHBIM CTATYCOM
¢ OJIaronpHsATHHIM TPOTHO30M BHIKHBAEMOCTH B TeUeHHE roaa
u 0osee (C).

B 40% cityyaeB manmeHTBI ¢ TEPMUHATIBLHOM CTaIMeil Imovyed-
HOM HEIOCTATOYHOCTH YMUPAIOT OT CEPACYHO-COCYIUCTHIX
3a6oseBanuii (CC3) u 20% 13 HUX — BHE3AITHO.

5. Oocupenue, duema u amopexcus

Pekomennanuu

Knace I

TakTHYecKre MOAXO/bI K JEUEHHI0 YIPOKAWIMKUX Ku3nn 2KA
y OOJIbHBIX C OXHDEeHHeM, AHOPeKCHell WM TNpPUIepKUBAIO-
HIMXCS OMPE/IeIEHHOM JNeThI T0JDKHbI PACCMATPUBATHCS B TOM
JKe MopsiJiKe, KK U MPH JIe4eHNH GOJIbHBIX C APYTUMH 3200J1€Ba-
HUSMH. DTO MOAPa3yMeBaeT, B TOM uncje, ummiantamuio UK
u OKC nanueHTam, KOTOpbIe MOJYYAIOT JIUTEIbHYIO ONTHMAJb-
HYIO JIEKADCTBEHHYI0 TEPANHUIO, ¢ XOPOIIHM (hYHKIMOHATBHBIM
CTaTYCOM H 0JIArONpPUSATHLIM MPOTHO30M BHIKMBAEMOCTH B Tede-
Hue roga u oojaee (C).

Kiaacc Ila
3anporpaMMHPOBAHHOE CHMIKEHHME MACChl TeJa NMPH OXKH-
PEHNH M THIATEJILHO KOHTPOJMpyeMoe APoOHOe MUTaHWEe MpH

aHopekcHu MoxKeT 3(hGeKTHBHO CHU3UTh PUCK BO3HUKHOBEHHS
KA u BCC (C).

Knace IIT

JlueTsl ¢ 1IMTENbHBIM, HeCOATAHCMPOBAHHBIM, HU3KOKAI0-
PUIHBIM Jie4eOHBIM TOJI0IAHNEM He PEKOMEHIYIOTCS, TaK KaK
MOTYT NPUBOAMTH K Pa3BuTHIO yrpoxatomux xusau KA (C).

BeipaxkeHHBIE pacCTpOiCTBa MUTAHUS, a TaKKe Ype3Mep-
HbI€ METOIbI UX OBICTPOIl KOPPEKLIMU MOTYT BbI3bIBATh Pa3BU-
tie BCC. [1pu n36bITOYHOIT Macce Tesla 3TOT PUCK OCOOCHHO
BBICOK Y JIMI] C TSIKEJION cTereHblo oxupenust (B 40—60 pa3
BBIIIIE, YeM B 1IEJIOM B TTOMYJISIIIMU, COITOCTABUMON 110 BO3pac-
Ty) [128, 129]. OOGCTpYKTUBHOE alTHO3 BO BpPEeMsI CHa MOXET
OBITh aKTyaslbHO B reHe3e aputMmuii u CH y TyuHbIX miozmeit
[130]. CmepTHOCTBD y 1M1 ¢ HEPBHOI aHOpEKCUel KoJebaeTcs
ot 5 10 20%, a hakTUYECKUi TT0Ka3aTellb, BEPOSTHO, COCTAB-
nsteT okoJio 6%. [131]. Cuuraercs, yTo 1moutu 1/3 eTaabHbIX
WCXOMIOB, B TOM YHUCJIE BO BpeMsl MTOBTOPHOTO KOPMIJICHUS,
TIPOUCXOINT M3-3a 3a00JIeBaHUH cep/ilia, HO TOUHbIE JaHHBIE,
CBUIETEILCTBYIOLIME O TOM, 4TO OHa oOycionieHa BCC,
OTCYTCTBYIOT.

JI. Bosie3nn nepukapaa

Pexomennamumn

Knace I

2KA, KoTopbie pa3BHBAIOTCSA Y MANMEHTOB C 00JIE3HIMH MepH-
Kapaa, cleayer JIeYUTb TAKMM Ke 00pa3oM, YTO M APUTMHHI
Yy NAIMEHTOB C APYrMMH 3a00JeBaHUSAMH. DTO Moapa3yMeBaeT
B ToM yncie nmmiantamuio UK/ n DKC naupenram, KoTopbie
HOJIYy4Al0T IATEIbHYI0 ONTHMAJBHYIO JEKAPCTBEHHYIO Tepa-
M0, ¢ XOpomuM (hYHKIMOHAJIBLHBIM CTATYCOM W OJATOMPHSAT-
HBIM MPOTHO30M BHIKMBAEMOCTH B Teyenue roaa u oosee (C).
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E. Jlerounas aprepuajibHasi runepTeH3ust

Pexomennanyuu

Knace ITI

O0byHO AAT He mpoBoIMTCS € UEbIO MEPBUYHON npodu-
nakTukd BCC y nanueHToB ¢ JIer0YHo#i apTepuabHOii rumep-
TeH3Meil WM ApyruMHu 3a6oneBanusamu Jerkux (C).

IMoutn 30—40% cMmepTesibHBIX ClydaeB y MAlMEHTOB C Jie-
TOYHOI apTepuaibHOM runepreH3uei npuxonurcst Ha BCC.

K. TpaH3uTopHble APDUTMHM, BbI3BAHHBIE OOPATHUMOI MpH-
YUHOMI

Pekomennanyuu

Knace I

1. JIna ymenbimenus pucka BCC y nanueHToOB, nepeHecmmx
ocTaHOBKY cepana B pe3yabTaTte @2K wam mosmmopdusix 2KT,
00YCJIOBJIEHHYIO OCTPOii Muiemueii muokapaa wim UM, nomkHa
ObITh BbINOJIHEHA peBacKyaspu3anus muokapaa (C).

2. Ecim HapymieHWsi 3JIEKTPOJHMTHOrO 0ajaHca He SIBJISUIHCH
npuanHoii BCC, To 3Ta KaTeropus nanueHToB (BHIKUBIIHX MOCJIE
ocTtaHoBKHM cepaua B pesyabTate DK wm noaumopduoii 2KT
M Te, Yy KOro ObLIH BbISIBJIEHBI 3JIEKTPOJINTHBIE HAPYLIEHHST), TO MX
PACIEHMBAIOT W JIeYaT AHAJIOTHYHO TOMY, KAK Jie4aT MALHEHTOB
NocJIe OCTAHOBKH cepana 0e3 3jeKTpoauTHbIX Hapymenmnit (C).

3. ITamuenTs! ¢ ycToiunBoii MonomopdHoii KT, noxyyaromme
AAT, wiM nauMeHThbl ¢ HAPYLIEHHEM JJIEKTPOJIMTHOrO DajaHca
JOJDKHBI PACHEHMBATHCS M MOJYYaTh TAaKoe Ke JiedeHHue, Kak
U OosbHbie ¢ 2KT 6e3 31eKTPONMTHBIX HAPYIIEHWil WIN TAIH-
enTbl, He nmoay4aomme AAT. IlpoBenenne AAT wim Hanuyue
3JIeKTPOJIMTHBIX OTKJIOHEHUIl He cjeAyeT CUMTATb €AUHCTBEH-
HO¥ MpUIKHOii ycToitunBoii MonomopdHoii KT (B).

4. IMamuentam ¢ nosmmopduoii KT n ynimHeHHbIM HHTEPBA-
Jaom QT, obycioBiaennsiv npuemom AAIT wim aApyrux Jekapc-
TBEHHBIX CPEICTB, PeKOMeHIyeTcs u30eraTb BO3JeiiCTBHS
Beex JIII, Bei3biBaomux yaimHenne uHtepBaita QT. Cnmcok
TaKMX NpenapaToB MOXHO HaiiTH Ha caiitax www.qtdrugs.org
u www.torsades.org. (B).

CMepTHOCTb JIML, BBDKMBUIMX TOCJIEe OCTAaHOBKM Cepalia,
OCTaeTcsi BBICOKOI, HECMOTPSI Ha TO YTO TEepBOHAYATbHAS
MPUYMHA WMeeT TPAH3UTOPHBIM XapaKTep WM MOXeT OBbITh
yctpaHeHa. [lpu aTom Oosbliasi mojisi cMepTeil oOycioBie-
Ha TIOBTOPHBIM pPa3BUTHUEM «cepAeuyHoro apecrta» [132, 133].
DKCTepUMEeHTATbHbIE UCCTIEA0BAHMS MTOKA3bIBAIOT, YTO COCTO-
sgHue 00JbHBIX ¢ ycroiunBoit MmoHoMopdHoi XKT u nepene-
ceHHbIM UM BpsII M YITyYIIUTCST TIOCTE PEeBACKYJISIPU3AIIT
muokapaa [134]. PeBackynspusanusi MUOKapaa — JI0OCTaTOY-
HBIIl METOJ JIeYeHUsI TOJBbKO y OONbHBIX, mepeHecux DX,
KOTOpast pa3BWJach B pe3yjibTaTe OCTPOW WIIEMUW MHUOKapia,
MMEIOIINX COXPaHHYI0 (GYHKIIMIO JXEJTYIOYKOB B OTCYTCTBUE
yKa3aHWii B aHaMHe3e Ha nepeHeceHHbiii UM [135].

15. XKeAyaoukoBble apuTMun Ha poHe
KapAMoMHonartuim

A. JIlnnaTanvoHHas KapauoMuonaTus (HeumeMuaecKas)

Knace 1

1. OnnoOPU nokazano ais muardoctuku KT no mexaHusmy
re-entry no HoxkaMm mydka [uca (bundle branch reentry) u ans
NPOBE/IEHNS KATETEPHOIl a0JISIMH Y NAMEHTOB C HenleMuyec-
Kol muiatanuonnoii kapauovuonarueit (JIKMIT) (C).
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2. DHnoDPU nokazano namuentam ¢ JIKMII, npexbsasis-
OIIMM KAJI00bI HA MPOJOJIKUTEbHbIE SMH30/IbI CepeOueHmuii,
¢ TaxuKapaueii ¢ mupokumu komiiekcamu QRS, a Takxke anu-
30/1bI MIPEI0OMOPOYHBIX H 00MOPOUHBbIX cocTosHuii (C).

3. UK caexyer mmmiaHTupoBath namueHtam c JIKMII
U 3HAYMTEJIbHBIM CHIDKeHueM ¢ynkuun JIZK, noayyaromum noc-
TOSIHHYI0 ONTHMAJIBHO MOI00PAHHYIO JIEKAPCTBEHHYIO TePATHIO,
€ XOpoUMM (PYHKIIMOHAILHBIM CTATYCOM M MMEIOIUM OJIaronpu-
SITHDII MPOTHO3 BbKMBAHKSA B TeYeHHe roaa u 6oJee (A).

4. Nmmnanranusa UK/L pekomenaoBaHa 1jisl NePBUYHOI MPO-
(unakTuku, cHikenusi odmeii cMepTHocTH M 9actothi BCC
y nauuenroB ¢ JIKMII ¢ @B JIXK ne 6oaee 30—35%, ¢ XCH
II—IIT ®K no knaccupukamuu NYHA, noayyawomux mocro-
SIHHYI0 ONTHMAJBHO MOJOOPAHHYIO JIEKAPCTBEHHYIO TEPAIHIO,
¢ XopoumM (hyHKIMOHATBHBIM CTATYCOM U MIMEIOIINM 0JIaronpu-
SITHBIi IPOTHO3 BHKMBAHMUS B TeUeHHe roaa u ooee (B).

Knace I1a

1. Ummnanramus UKJL mMoxkeT ObITh MoJie3HA Y MANMEHTOB
¢ OC HesCHO# 3THOJIOTMH, 3HAYHTEJHHBIM CHIDKEHHEM (PyHK-
mu JIZK u JIKMII, mosyyaomux NOCTOSHHYI0 ONTHMAJIbHO
NOI00PAHHYI0 JIEKAPCTBEHHYI0 Tepanuio, ¢ xopoummM (yHk-
MUOHAJBHBIM CTATYCOM M MMEIOMINX OJIATONPUSATHBIA MPOTHO3
BbIKHBaHHS B Teyenne roaa u oogee (C).

2. UKl moxet ObITh 3¢h(heKTHBHOI /151 KYNUPOBAHUS CTOM-
Koii 2KT y manuento ¢ JIKMII u HOpMabHOI MM OJIM3KOM
K HopMasibHO# yHkuu JIZK, KoTopbie NOTy4aloT NOCTOSHHYIO
ONTHMAJILHO NOJA0OPAHHYIO JIEKAPCTBEHHYIO TEPanMio, C XOpo-
M (YHKIMOHANBHBIM CTATYCOM U UMEIOMIMX OJaronpusTHBIN
MPOrHO3 BbKMBaHKSA B TedeHune rona u ooaee (C).

Knacc I1b

1. AMHOIapOH MOZKET ObITh MpenapaToM BbIOOpA IS JIeYeHUsI
yeroitunBoii 2KT wm @2K y namuentos ¢ JIKMII (C).

2. Ilenecoodpasnocts ummiantammu WUKJI mMoxer 006cyxK-
naTbes y manueHToB ¢ Heumemudeckoii JTKMIT u ®B JIK
He 0ojgee 30—35%, ¢ XCH II—III ®K no kinaccudukanum
NYHA, mnoay4amomux NOCTOSHHYI0 ONTHMAJBHO IMOX00paH-
HYI0 JIEKADCTBEHHYI0 TepPaNuio, C XOPOIHM (DYHKIMOHAIBHBIM
CTATYCOM M WMEIOUIMX OJIArONpUSATHBIA NMPOTHO3 BbIKMUBAHMS
B TeueHue rozaa u 6ouee (C).

JlaHHBIE, TIPUHATHIE BO BHUMaHie Komurterom 1o paspa-
o6otke MKP o aroMy pazaesy, moapoOHO ObLIU 00CYXKICHBI
B paszaene «BBeneHue».

BbiaeAenne rpynn pucka

CwmeptHOocTb 001bHBIX JIKMII B TeueHue 5 jier, 1o nocien-
HUM IaHHBIM, cocTaBisieT 30% (8—51%), npu 3TOM Ha J0II0
BCC npuxomutcsa 20% ciayuaeB cmeptu [136, 137]. B xiu-
Huueckor kaptuHe JKMII cumnroMaruuyHbie U OeCCUMIT-
ToMHbIe KA Bcrpevatorcst yacto, Ho OC u BCC noBosibHO
peaKo clyXaT MepBbIM MpOsiBIeHUEeM 3aboseBaHust |138,
139]. Cnyqan BCC waie Bcero BCTpedaloTcsl y MallMeHTOB
C TIpU3HAKaMU TPOTPECCUPYIONIETO TeUeHUsT 3a00JIeBaHUS,
KOTOpBIE B TAKOI e CTeIIeHH MOABEPKEHBI BLICOKOMY PUCKY
CMEpTU B pe3yJabTaTe BCero mnepeuHs npuuuH. HecmoTps
Ha 1o uto KT u/mmm ®2K cuurarorcs HauboJjee pacnpocTpa-
HeHHbIMU MexaHu3mamu BCC, Tem He MeHee Ha J0iI0 Opa-
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JNUCUCTOJUYECKUX HapylIeHUH, TPOMOOIMOOIUM JIETOUHOM
apTepuu, SMEKTPOMEXaHUIECKON TUCCOUMALIVU U T.JI. TIPUXO-
nutcst moutu 50% [140—142]. Pe3ynbraThl KOHTPOJIUPYEMBIX
WCTIBITAHUI TIPOAEMOHCTPUPOBAIIN, YTO AMUOIAPOH CHIKAET
yactoty BCC B nonyisiLiuy y naiydeHTOB ¢ IPEeUMYIIECTBEH -
Ho JIKMII [143], Torna kak y manueHToB ¢ XCH niemmyec-
KOl Tipupobl monodHoro adgdexra He Habmonanoch [144].
st BropmaHoit npodmnaktuku KT n @K y manueHTOB
¢ XCH u UBC ummnantauus UK/ sBasieTcs 6oee mpruopu-
TETHBIM METOIOM, YeM Ha3HaueHWe amMuomapoHa [49, 145,
146]. bbu10 TakKe YCTaHOBJIEHO, YTO y maiueHToB ¢ JIKMII,
kotopbie Toiydann MKJI-Teparuio, TOCTUTHYTHI pe3yJIbTaThl
nyuie, yem y namueHToB ¢ UBC u UK/ [147].

AedpmbpusrsaTOpbI NpU Henmemmuyeckon AKMIT

B wuccrnenoBanue mo oueHke BausHus MKII-tepanuu
Ha 6onbHbIX ¢ JIKMIT (DEFINTE) [148—150] Obl1u panmo-
musupoBanbl 458 maruentos ¢ JKMII, ®B JIK menee 35%
u 4vactbiMu KO. BosbHBI ObUIM pazaesieHbl Ha 2 TPYIIIbI:
B niepBoit umriantuposaiics MKJI u mpoBoauiach onTuMalib-
Hasl JIeKapCTBeHHasl Teparnusi; BO BTOPOil MPOBOIMUIIACH TOJIHKO
ONTUMaJIbHAs JieKapcTBeHHas Tepanus. [loaydeHHBIe pe3yiib-
TaThl MPOICMOHCTPUPOBAJIU, UTO B rpyrie nanueHToB ¢ MK/
HabJIo1a1ach TEHASHIIMS JIUIIb K CHUXKEHUIO0 CMEPTHOCTH.

leHeTMUeCkuit aHaAU3

KimHnyeckoe mpruMeHeHHe FeHeTHYeCKOTo aHaIi3a B OTHO-
LIEHUH TUXJI0PMeTaHa MMO-IPeXHEeMY OrpaHUYEHO, ITOCKOIBKY
3HAHUS B 9TO 00J1aCTH HE MTO3BOJISIOT F€HOTUIIMPOBAThH 0OJIb-
IIMHCTBO OOJIBHBIX C KIMHUYECKUMHU TPOSIBICHUSIMU 3a060-
neBaHus. Y oonbHbiXx ¢ JJKMIT u AB-Gnokamoii, a Takxke
nauueHToB ¢ JKMII u 3a0oseBaHUSIMU CKEJIETHBIX MBIIIILL
BEPOSITHOCTb YCIIELIHOIO Te€HOTUIIMPOBAHUSI 0OJiee BBICOKA.
B ToMm ciygae, ecnu onpeneieHa maToreHeTHYeCKast MyTalus,
BO3MOXHBI TMArHOCTUKA OOJIE3HU MO TOSBICHUS KIMHHYEC-
KOI1 CUMIITOMATHKH Y YWICHOB CEMbH 1 IIPOBEACHIE Y HUX TeHe-
TUYECKON KOHCYIbTALUNU [UIsI MOHUTOPUHIA Pa3BUTHs 3a00J1€e-
BaHMS U OLICHKU BO3MOXHOTIO pUCKa Tepeaayn 3aboJieBaHUs
moToMcTBY. Ha OCHOBe MMeMoNIMXCs NTaHHBIX TeHETUYECKMIA
aHaJIu3 He BHOCUT BKJIaJ B cTpatudukanuio pucka JKMII.

b. Tuneprpoduyeckas KapauoMuonaTus

Knace I

HUK/I-Tepanuio cienyeT NPOBOIUTb NAMEHTAM C TMIEPTPO-
¢uueckoii kapamomuonatueii (I'KMII) u yctoituusoii 2KT wim
®2K, KoTopbie MOJYYAlOT NMOCTOSHHYI0 ONTHMAJILHO MOI00-
PAHHYIO JIEKAPCTBEHHYI0 TepPaNuio, ¢ XopommM (pyHKIMOHAIb-
HBIM CTATYCOM M MMEIOT OJIATONPHUSATHBIA MPOTHO3 BHIKUBAHHS
B TeueHue roaa u oouee (B).

Knacce I1a

1. UK/I-Tepanusi moka3aHa Jjisl MePBUYHOH NMPO(PUIAKTHKH
BCC y nauuenroB ¢ I'KMII, umetomux onun u3 7 dakropos
pucka BCC — ocranoska cepana (®2K), cnonranHas ycroii-
yupag KT, cemeiinbiii anamue3 BCC, OC HesicHOIi 3THOJI0THH,
TommuHa ctenkn JIK 6osiee 30 MM, maTosiornyeckie H3MEHEHUS
AJl npu Harpy3o04Hoii npo0e, cnoHTanHasa HeyctoiumBas KT,
KOTOpble MOJYYAIOT MOCTOSIHHYI0 ONTHMAJIBHO MOAOOPAHHYIO
JIEKAPCTBEHHYI0 TEPANHIO, C XOPOUINM (DYHKIMOHAIBHBIM CTa-
TYCOM M IMEIOT OJIATONPHUSATHBII MPOTHO3 BLDKMUBAHNS B TeUeHHE
roaa u ooaee (C).

2. AMHOJApPOH MOKET ObITh MPENapaToM BbIOOPA IS JIeUeHHs
namuenToB ¢ I'KMII co croiikoii 2KT n/um ®P2K B anamuese,
eCJIi HeBO3MOKHO BhImoHUTD nMiLianTamuio UKJL (C).

Knacc IIb

1. DHpoDPU MoxkeT ObITh METOIAOM BBHIOOPA LIS ONpeaesie-
Hus pucka BCC y namuentos ¢ TKMIT (C).

2. OnpaBiaHo NpUMeHeHHe aMUOIAPOHA JIIsl TIEPBUYHON MPo-
¢unakrukn BCC y nammento ¢ TKMII, nmeromux oauH win
0oaee dakropos pucka BCC (cM. Bblime), eciim HEBO3MOKHO
BbImoHUTh MIIanTamuo VKJI (C).

Crpatudpmrkaums pucka

Y o6onbmmHerBa 60sbHBIX 'KMIT mporekaer Geccum-
MITOMHO, U MEPBBIM €€ MposiBieHrueM MoxeT O0biTh BCC
[151—157]. Kak npaBuio, BCC Bo3HUKaeT B pe3yjbTare
KA ¢ pa3HOOOpa3HBIMU COIYTCTBYIOIIMMU MHULMUPY-
oM HakTopaMu, TAKUMU KaK UIIEMUST, OOCTPYKIIUS
BBIHOCsTIeTo TpakTta JI2K mim mepuareinbHass apuTMUS
[153—156,158]. OTHOCUTEILHO HM3Kasl YacToTa 3aboJie-
BaHUsI CO3[AaeT TPYLHOCTU Mjsi cTpaTUudUKALMM puUCKA

Tabanua 7. ®aKTopbl pUcka pasBUTHs BHE3arHON CEPACUHONM CMEPTH y MaLMEHTOB C rMnepTpohuyeckor Kapaomuonarmen

» CepneuHblii apecT ((hUOPWILISALIUS KeTyT0UKOB)

» CrioHTaHHasl yCTOMYMBAsI XKeJyI0UYKOBasi TaXUKapusl
» CemeiiHblit anHaMHe3 cyyaeB BCC

* HeoObsicHUMBIE CHHKOTIE

* YTosieHne CTeHKH JIEBOTO Xeynouka >30 MM

» HeycroitunBasi cioHTaHHAsI KeJTyI04YKOBasi TaXMKAPIMsI

«bombime» dakropsl pucka pazsutus BCC

* OuOpWUISLIMSI TPEACePANiA
* Miuemust MMokapaa

M O6CprKL{I/IH BBIHOCAIIIETO TpaKTa JIEBOTO XKEJTyI04YKa

* Hanuuue BbICOKOPUCKOBBIX MyTallMii FEHOB

* HTeHcuBHas (copeBHOBaTeIbHAsT) hu3nuecKasi Harpy3Ka

Pa3sutrie BCC BO3MOXHO Y HEKOTOPBIX ITAIIMEHTOB

Tpumevanue: Moauduiposaro ¢ paspeuierust Maron BJ, McKenna WIJ, Danielson GK, et al. American College of Cardiology/European Society
of Cardiology clinical expert consensus document on hypertrophic cardiomyopathy. A report of the American College of Cardiology Foundation Task
Force on Clinical Expert Consensus Documents and the European Society of Cardiology Committee for Practice Guidelines. J] Am Coll Cardiol
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y OOJIBHBIX 9TOI KaTeropuu, MOCKOIbKY CYLIECTBYET orac-
HOCTbh TOTO, YTO JIOXHOIIOJOXUTEJIbHbIE PEe3yIbTaThl IJIsI
Jmo60ro dakTopa cTpaTUdUKALIMU MOTYT BO300J1aAaTh HAll
WCTUHHOTOJIOXUTENbHBIMU pe3yibTaTamu [159]. B onHom
u3 uccaenoBaHuii 23 u3 480 GOABHBIX yMEpJIU BHE3aIlHO,
XOTsI KJIMHUYEeCKUe HaOIIONeHUs Tpearoiaraid, YTo OHU
MpoxXuBYT ele 6,5 rona [160]. Puck BCC 6bL1 Hemocpec-
TBEHHO CBsi3aH ¢ TojumuHou cteHku JIZK. YcraHoBieHo,
yto B TeueHue 20 ser mauueHTsl ¢ [KMII ¢ TommuuHoi
crenku JIZK menee 20 MM mpakTUuecku He yMUPAIU, TOTAA
KaK y MalMeHTOB ¢ TojamuHou creHku JIZK 30 MM wimn
6oJiee CMEPTHOCTh cocTaBuiIa outu 40% 3a 3TOT e mepu-
on BpeMmeHu. CornacoBaHHbIi nokymMeHT o [KMIT ¢ ACC
u ESC ynopsimounst o KaTeropusiM U3BeCTHBIE (HAKTOPHI
pucka BCC kak «OCHOBHBIE» M «BO3MOXHBIE» IUJISI OTHE-
JIBHBIX TPYI MauueHToB [161] (Tabd. 7).

AeyeHune

OcHOBOI (papMaKoOJIOrMYECKOTO JI€YeHUs] MalUeHTOB
C KIMHUYECKUMU TPOSIBIEHUSIMU 3abojieBaHUs ObLIU
-ampeHOOIOKATOPHI WJIM BeparaMil, BEPOSITHO, 332 CUET
WX OTPUIATEJIbHBIX WHOTPOMHOTO M XPOHOTPOITHOTO
addexroB [153, 162]. AMUOZApPOH IIUPOKO MCIIOIB3Y-
eTcsd U cuumtaeTcs HaubOosee 3¢pdekTuBHbIM AAII, xoTs
KPYITHbIE KOHTPOJUpPYEMble CPaBHUTEIbHBIE WCITBITAHUS
He npoBoaMIKCh [163, 164]. HecMOTpst Ha OTCYTCTBUE AaH-
HBIX PaHAOMU3UPOBAaHHBIX Hccaenosanuii, MK/ -tepanus
HCTIOJIb3YeTCsl Y MAllMEeHTOB, MIEPeHEeCIINX OCTAaHOBKY Cep-
IIa, UMeIux B aHamHe3e ycroitumBylo KT wam DK,
Pe3ynbraThl KJIMHUYECKOTO MOHUTOPUPOBAHMST OOJTBHBIX
¢ 'KMII, nonyuyatomux MKJI-tepanuio, cBUAETEIbCTBY-
10T, 4T0 B ron y 11% M3 HUX BO3HUKAIU OTpaBIaHHBIC
LIOKOBEIE pa3psiabl [165].

leHeTMueCcKuit aHaAU3

[MpoBeneHune reHeTMYEeCcKOro aHadM3a IEIeCOOOPa3HO
B ceMbsix OosibHBIX ¢ ['KMII, mockonbky mpu BbIsIBIE-
HUM TaTOTE€HETUYECKON MyTallMd UMEETCS BO3MOXHOCTh
IUaTHOCTUKHU 3a00JIeBaHUsI O TOSIBIEHUS KJIMHUYECKOM
CUMIITOMATUKU Y YWIEHOB CEMbU M MPOBENECHUS UM TeHe-
TUYECKOW KOHCYIbTAIIUM JJISI MOHUTOPUHTA Pa3BUTHS
3a00JieBaHUS U OLIEHKM BO3MOXHOTO pHCKa Mepenadyu
3a00JIeBaHUSI TMOTOMCTBY. ['€eHETMUYEeCKMii aHalu3 MOXET
BHECTH BKJIAJ B CTPAaTU(MUKALMIO PUCKA MPU OTIPeNesIeH-
HBIX 00CTOSITETLCTBAX.

B. AputmMoreHHas AUCIIA31s MPABOTO KeTyA0IKa

Pekomennanuu

Knace I

Nmnnanranus UK/ pekomenayercs njs npoguIaKTHKH
BCC y nmanMeHTOB ¢ apUTMOTEHHii0 AMCILIa3Well MPaBoOro
xkemynouka (AIITXK), sepudumupoBannoii KT um DK,
NOJYYAIOIUX MNOCTOSHHYI0) ONTHMAJBHYIO JIeKapCTBEHHYIO
Tepanul, WUMENMX XOpomuii (YHKIMOHAJBHBIH CTaTyC
U OJaronmpuUATHBIA TNPOrHO3 BHIKMBAHHA B TeYeHHE T0Jaa
u 0osee (B).
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Knacce I1a

1. Ummnantamua UKJI moxer ObiTh 3¢ (eKTHBHA IS TIPO-
¢unakrukn BCC y manuentoB ¢ AJIITK ¢ nporpeccupyrommm
TeyeHneM 3a00/ieBaHus, BKIIOYAOMUM nopaxenue JIK, cemeii-
Helii anamHe3 BCC, smu3onamn OC HesicHoii atnoaorun (KT
i ©2K He ObLH HCKTIOYEHBI KaK npuunHa OC), noayyaommux
NOCTOSTHHYI0 ONTHMAJIBHYIO JIEKADCTBEHHYIO TePaNHuI0, C XOpPo-
MM (PYHKIMOHAJILHBIM CTATYCOM, KOTOpPbIe UMEIOT OJaromnpu-
SITHDII MPOTHO3 BbKMBAHKSA B TeyeHune roga u ooiaee (C).

2. AMHOZAPOH MIIM COTAJIOJN MOXKET ObITh 3¢ (eKTHBEH IS
neyenns ycroiunBoii KT wim 2K y nanmentos ¢ AJITIK npu
HeBo3MoxkHocTH umiLiantanuu UK (C).

3. KarerepHas aOuaaunus MoxKeT ObITh IieJieCO00pa3HOi
B Ka4eCTBe JOMOJHATEIHHON TePanuu MpH JeUeHu! NANMEeHTOB
¢ AJIITXK u pesucrentHoii K AAT penunusupyromeii KT (C).

Knacc I1b
DHI0DDU MoXKeT OBITH 11eJIeCO00pa3HBIM IJIST CTpaTU(hU-
kauuu pucka BCC y nauuentos ¢ AITXK (C).

Crpatndpmkaums pucka

VY nanmenTton ¢ ALK Habmonaercs mmpoxkuii criektp 2KA
¢ MOP(MOJIOTMYECKUM KJIACCOM KEeTyTOYKOBBIX KOMIUIEKCOB
no tuny BJIHIIT, kotopsiit Bkitouaet KD, YKT, HYXKT u/
i XK. K coxanenuio, BCC 4acTo CIIy:KUT MEPBBIM ITPOSIB-
JICHUEeM 3Toro 3aboseBanust [167—169].

AeyeHune

UK -tepanusa npumensietcst y namueHtoB ¢ OC Hesic-
Hoit stuosornu, YXKT wmium ®XK ¢ BBICOKOI 4YacToTOM
BO3HUKHOBeHUs napokcusmoB [170]. HecmoTpst Ha To 4TO
B HACTOSILLIUIT MOMEHT OTCYTCTBYIOT JJaHHBIE KPYMHBIX PaH-
JTOMU3WPOBAHHBIX UCCIenoBaHu 00 ncrnonb3oBannu MK
y nmauueHtoB a AJITXK, cocTtossHue npoGieMbl B OTHOIIIE-
HUM BTON KaTeropuMu MalMeHTOB CXOJHO C TeM, KOTOpoe
CYLIECTBYET B OTHOLIEHWM OOJbHBIX, TepeHeciiux KMM;
3nech rnmokazanus K umrantaunu MK/ yvetko onpeneneHb
[49, 171—173].

FeHeTHUeCKHt aHaAU3

[IpoBeneHMe TEHETUYECKOTO aHajau3a IeJiecoo0pa3Ho
B cembsix ¢ AJITIJK nnsg omnpeneneHus: MaToreHeTUYeCKO
MYyTallMd C LIEJblO JAUATHOCTUKU OOJIE3HU OO0 TOSIBICHUS
CUMIITOMATHKK Y WICHOB CEMbU U IPOBEICHUSI TeHETUYeC-
KO KOHCYJIbTAIlMU TSI MOHUTOPWHIA pa3BUTHS 3a0oJieBa-
HUSI U OLIEHKM BO3MOXKHOTO pHUCKa Tepenadyn 3abojieBaHUs
MOTOMCTBY. MICXOmsl M3 MMEIOIIMXCS JaHHBIX T€HETUYESCKUIA
aHaJIu3 He BHOCUT BKJIAJ B CTPaTU(UKALUIO PUCKA PA3BUTHUS
BCC npu ATTXK.

I'. Heiipombieynsie 3a00J1eBaHUS

Pexomennanyuu

Knace 1

CyuiecTByiolmye NPUHIMIbI JI€YeHNs NAIUEHTOB ¢ HelPOMBI-
HIeyHbIMH 3a00/1eBaHussMH U 2KA, KaK MpaBuiio, He OTJIMYAIOTCS
OT TeX, KOTOpble MPUMEHSIOTCS TPH JIeYeHHH TMANUEHTOB 0e3
3THX PaccTPoiicTB (A).
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PekomeHaaLmm

Knacc IIb

WMmianTands MOCTOSAHHOTO KapaMOCTHMYJIATOPA MOKET
00CYK/IATBCS Y MAIMMEHTOB C TAKAMH HelpOMbIIEYHbIMU 3200-
JIEBAHUSAMH, KAK MHOTOHMYECKAs MbIIleYHast TucTpodusi, CUHI-
pom Kepuc-Ceiipa, nuctpodus Dpda u MajiodepioBasi MbIlIey-
Hag arpodms ¢ HaimuueM 000l crenenn AB-Omokaapl (B
TOM yncie AB-60kansl [ cTenenn), y KOTOPBIX UMEIOTCS WA
OTCYTCTBYIOT KJIMHMYECKHE CUMIITOMbI. DTO 00YCJIOBJIEHO TeM,
4T0 y 00JIbHBIX TAHHOI KATerOPHH BO3MOKHO HempeacKazyemoe
nporpeccupoBaHue Hapymenuii AB-nposoaumoctu (B).

YHacaenoBaHHbIC HEWPOMBIIICUHbIC 3a00JICBAHUST MOTYT
TpeapacIoiaraTb K pa3BUTHIO TIPEICePIHBIX apUTMUIA, Hapy-
LeHuin npoBoauMoctu, AB-0nokane, moHomopdHoit KT
unu nonumopdHoit KT u BCC [174—183]. Knunuveckue
MIPOSIBIICHUSI, YKa3bIBAIOIIME HA BO3MOXHOCTh HAJTUIUST CyO-
crpata st pazsutuss BCC, noBosibHO pazHooOpa3Hbl. BCC
SIBJISIETCSI XOPOLIO TMPOTHO3UPYEMBIM BBISIBISIEMBIM OCJIOX-
HEHNEM HEKOTOPBIX HEMPOMBIIIIEYHBIX 3a00JIeBaHNIA, OTHAKO
MPOTPECCUPOBAHNE HAPYIICHWI POBOAMMOCTH MOXET OBITh
HernpeackasyeMbiM [184—190]. B ciyyae nopaxeHust cepaua,
B YaCTHOCTH, TIPU MBILIEYHON AUCTpOoGUU, Bpay IOKEH
oOpalaTh BHUMaHUE Ha MUHMMAaJIbHbIC KIMHUYECKUE CUM-
MITOMBI WJIM 3JIEKTpOKapauorpauieckue IMpOsSBICHUS I
ornpeneneHus nokazaHuit Kk umruiantaiu DKC mnmu MKJT
U MpoBeeHnI0 d9HT0DDPU.

16. CepaeyHast HEAOCTaTOYHOCTb

Pekomennanun

Knace I

1. UK]/I-Tepanus B neasx Bropuynoii npodunaktuku BCC
PEKOMEHI0BAHA MaleHTaM, BbKUBIINM nocje O2K wim remo-
munamudeckn HecraomibHOil 2KT, wm KT ¢ OC, a Takke
nanuentam ¢ @B JIK, ne npesbinaroineii 40%, KoTopbie no.y-
YalOT NOCTOSHHYI0 ONTHMAJIBHYIO JIEKAPCTBEHHYI0 TEPAIHIO,
HUMEIOT XOpommii (YHKIMOHATBHBIA CTATYC W OJIATONPUSATHBIN
MPOTrHO3 BLKMBAHUS B TeUEHHE roaa u 0oee (A).

2. UK]/l-Tepanusi B UeasaX CHUXKEHUS OOIIell CMEPTHOCTH
3a cueT nepsuuHoii npodmnakTuku BCC pekomenioBana namu-
entam ¢ auchynknueii JI2K, o0ycioBIeHHO npeaecTBYONMM
UM (ne menee yem 40 nueit mocie M), ¢ ®B JIK or 30
10 40%, ¢ XCH II—III @K no knaccudukanuun NYHA, ¢ xopo-
M (YHKIIMOHAJBHBIM CTATYCOM, MOJYYAIOIIUMM IOCTOSIHHYIO
ONTUMAJIBHYIO JIEKAPCTBEHHYIO TEPANHIO M MIMEIOIMNM 0JIaronpH-
SITHBII MPOTHO3 BLKMBAHMS B TeYeHHe roja u 6ogee (A).

3. UK/ -Tepanusi B ueasaX CHUXKEHUS OOIIell CMEPTHOCTH
3a cueT nepsuuHoii npodmiakTuku BCC pekoMenoBana nammu-
€HTaM ¢ HeMIeMHYEeCKUMH 3200JIeBAHUSMM Cep/la, UMEIONM
®B JIXK ot 30 no 35% wiu menee, XCH II—III ®K no knac-
cupukanmun NYHA, nosyyaronmM nOCTOSHHYIO ONTHMAJIBHYIO
JIEKAPCTBEHHYIO TEPANHUIO, ¢ XOPOIINM (DYHKIMOHAIBHBIM CTATY-
COM ¥ MMEIOMUM OJIArONPHUSATHBIA MPOTrHO3 BHIKUBAHUS B Teve-
Hue roaa u oosee (B). (Cm. paszaen IA).

4. ConyTcTByIOIIas Tepamus aMHOJAPOHOM, COTAJIOJOM W/
WIH JIPYTHMH [3-aJpeHO00JI0OKATOpPAaMH C IeJIbl0 YMeHbIICHHUS
cumnToMoB KT (Kak ycToilunBoii, TAK U HEYCTONYMBOIA) peKo-
MEH/I0BaHa manueHTam ¢ ummiantupopannbivu MKJ, momyya-
omum tepanuio no nosoxy XCH (C).

5. AMHOJApOH NOKa3aH NMANMEHTAM C IeJbI0 JIeYeHHs reMo-
nuHammyecku 3HaunmMbix 2KT u H2KT B ciayyae, eciim kapauo-
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BepcUsi M/WIM KOPPEeKUMsl NPUYMH BO3HUKHOBEHUS APUTMUH
He CMOIJIM YCTPAHUTh WM TPEAOTBPATHTH €€ PAHHUIA pelu-
mus (B).

Knacc Ila

1. UK/I-Tepanus, KOMOMHMPOBAHHASI C OWBEHTPHUKYJISAPHOI
OKC, s cHUXKeHusl 00lIell CMEPTHOCTH 32 CYeT MepPBUYHOI
npodunaktukn BCC noka3zana manmenram ¢ XCH III—IV
@K no kiaaccupukamun NYHA, moayyaomuM onTHMAILHYIO
JIEKAPCTBEHHYIO TEPANHUIO, Y KOTOPBIX IUTEIbHOCTH KOMILIEKCA
QRS na done cunycoBoro purma npesbimaer 120 Mc, KoTopbie
HMEIOT XOpoiuii (hYHKIMOHAIbHbIA CTATYC M OJIArONPUATHBINA
MPOrHO3 BHKMBAHKUS B TedeHue rona u oogee (B).

2. UK/I-Tepanus 11 CHUZKEHUS 00Ieil CMEPTHOCTH 32 CYET
nepBuuHoii npounakTuku BCC noka3ana nmammeHram ¢ auc-
dyukuueii JIZK, obyciosnennoii npexmectsyiounmum UM (e
menee yem 40 aueii mocae MUM), mveromum @B JIXK or 30
10 35% wiu menee, ¢ XCH I @K no knaccupukamuu NYHA,
MOJTYYAIOIIUM MOCTOSIHHYIO ONTUMAJIbHYIO JIEKAPCTBEHHYIO Tepa-
MHI0, C XOPOUINM (DYHKIMOHAJIbHBIM CTATYCOM M UMEIOIUM 0Jia-
TONPHUATHBIIA MPOTHO3 BbKUBAHMS B TeueHHne roaa u oosee (B).

3. UK]/I-Tepanusi MoOKa3aHa MANMEHTAM C PelIUBUPYIOMIEi
reMoIMHaAMUYeckn cTadmwibHoii KT, HOpMAJIbHOW WM TOYTH
Hopmasbhoiik @B JIK, moayyawomuM onTuMalbHOE JeYeHHe
XCH c xopommm (hyHKIHMOHATbHBIM CTATYCOM ¥ MIMEIOINM 0J1a-
TONPUSTHBIN MPOTHO3 BbKUBAHUS B TeueHue roaa u ooiee (C).

4. Busentpukyisipaas DKC 6e3 dynkuun K] nenecood-
pasHa ans npeaorspaumenuss BCC y namuentos ¢ XCH IIT—IV
@K no knaccupukamun NYHA, @B JIXK menee 35%, mm-
TeJbHOCThI0 KoMILiekcoB QRS 160 mMc (i mo MeHbleii Mepe
120 mMc npu HAIMYHHA JAPYTUX NPU3HAKOB ACHHXPOHHOTO COKpa-
HIEHUS JKENY0YKOB), MOJYYAIOUIUX MOCTOSIHHYI0 ONTHMAJIb-
HYIO JIEKADCTBEHHYI0 TEPANUI0, ¢ XOPOIIuM (hYHKIMOHATIBHBIM
CTATYCOM M WMEIOUIMX OJIATONPUSTHBIA NPOTHO3 BHIKHBAHHS
B TeueHue roaa u oouee (B).

Knacce I1b

1. AmMuonapoH, cotaion u/wim [3-aapeHo0J0KATOPHI MOTYT
ObITh HA3HAYEHBI NAIHEHTAM, MOJTYYAIOIMM ONTHUMAJIBHOE Jieve-
Hue no nosoay XCH, KoTopbiM HEBO3MOKHO MMILIAHTHPOBATH
UK, nas nonaeiaenns cumnroMatuunbix KT (Kak ycroitum-
BBIX, TaK 1 HeycToituuBbIx) (C).

2. UK]/I-Tepanusi B UEJISIX CHIZKEHHS OOIIEl CMEPTHOCTH
3a cyer nepuyHoii npodmiakTuku BCC mMoxer o0cyxKuaTbest
y NaIlMEeHTOB C HeMIIeMIYECKIMHU 3200J1eBAHISMH Cepala, umMe-
omux @B JIK ot 30 m0 35%, XCH 1 ®K no knaccuhukanuu
NYHA, nojy4aoimmx noCTOSIHHYI0 ONTHMAJIbHYIO JIEKAPCTBEH-
HYIO Tepanuio, ¢ XOpouuM (PYHKIMOHAJILHBIM CTATYCOM M UMe-
OIMUX O0JaronpusATHbIA NMPOTHO3 BbDKMBAHMS B TeYeHHE roaa
u 6osee (B).

[Mpuniunel, npunsTele KoMuteToM 10 pa3paboTke maH-
HbeiXx MKP B hopMyIMpoBKe peKoOMeHAaLMi [J1s1 3TOr0o pas/ie-
J1a, ObLIM MOAPOOHO 00CYXIeHbI B pa3aeie «BeneHue».

KA n BCC saBnsiorcst oOIIMMK 71T TTAIUEHTOB C CUM-
nroMamu octpoil u xpoHudyeckoit CH u cucronmueckoit
nuchysakuueit. BosamoxHo, npuunHa CH Biusier Ha Mmexa-
Hu3Mbl 1 Buabl KA. MKP u KkoMMeHTapuu B 3TOM paszeie
OTHOCSITCA K TanveHTaM ¢ cumnromamu CH, a He ToJbKO
¢ HapyurerHoit @B JIK (cm. ACC/AHA, 2005; YTouHeHue
MKP nis1 aMarHocTUKM U BeleHUs1 XPOHUUYECKOM cepaeyHOt
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HeIoCTaToYHOCTH Yy B3pocibix [6]). KA mpu OCH wmoryr
TIEPEHOCUTHCSI OCOOEHHO TSXKEIO, U B OTOM Cllyyae Hambo-
Jiee 1eJIeCO00pa3HO TIPOBECTH IJIEKTPUUIECKYI0 KapIuoBep-
CHI0 KaK MOXHO paHblile. B HacTosiluii MOMEHT OTCYTCTBY-
10T JaHHbIe, CBUACTEJbCTBYIOLIME O TOM, YTO MOIABIECHUE
HYXT GmaronpusiTHO BiuseT Ha MporHo3 y 6ogpHBIX ¢ XCH
[144]. Takum o6pazom, ipu 6eccumntomuoit HY KT He cre-
nyet nipoBoauTh AAT. Eciu HYXKT conpoBoxnaercst Kiu-
HUYECKOW CUMITOMATUKON, TO MCIOIb30BAHNE aMUOIapOHa
saBJsieTcs Hanbosee 6e3onacHbpIM. Ha momo BCC npuxonurcst
okouo 50% cmepreii 6obHBIX ¢ CH. OnHAaKO JaHHBIE O TOM,
yTo mnpoBeneHue amnupuyeckoit AAT cHuxaet puck BCC,
orpaHuueHsl. MccaenoBaHue, B KOTOPOM MTPOBOAMIIACH CPAB-
HUTEIbHAs olleHKa MeTonoB npodunaktuku BCC y nanueH-
TOB ¢ 3acToiiHoit XCH, mpoaeMOHCTpUpPOBaJIO, YTO IMIIUPU-
YecKoe Ha3HaYeHUe aMUOIapOHa He YBEJIMYMBAET MPOAOIKM-
TenbHOCTh Xku3HM nanyeHToB ¢ XCH (11 u 111 @K no knaceu-
dukarnu NYHA) u @B JIXK menee 35% [8]. B 2 HeGoIbIINX
WCCTIeNOBAHUSIX, BBITIOJTHEHHBIX paHee, ObUIO YCTaHOBJIEHO,
yto MK]I-Tepanusi He YAydyllaeT BbIKMBAEMOCTb OOJbHBIX
¢ XCH, obycnopneHHoit Heumemuuyeckoit IKMIT [191, 192].
B T0 e Bpems B moarpyrine namyeHToB, noaydaBmmx MKJI -
Tepanuio, otMevyanoch 23% CHIXEHUE OOIIeil CMepTHOCTH
10 CpaBHEHMIO C TAKOBOM B TpyIine rJiaedo [§].

OTU AaHHbIE COIJIACYIOTCSl C pe3yJbTaTaMu MCClea0Ba-
Hust DEFINTE u 6osiee paHHUX uccienoBaHUil y OOJIbHBIX
HUBC, ¢ muchdynkumeit JIZK n cumnromamu XCH [47,
50, 51]. buentpukynsipuass DKC B coueranumn ¢ MKJI-
Teparnueil MOXeT MOBBIIIATh BBXKMBAEMOCTb U IeJIaTh MEHee
BBIPAXEHHOW CHMMOTOMATUKY y TAlMEHTOB C TMPOTPEeCcCH-
pytomeit XCH (II1 u IV @K no winaccudukammu NYHA)
0 CpaBHEHUIO C U30JIMPOBAaHHBIM ucnoiab3oBaHuem MKJI-
Tepanuu B repuoae ot 1 1o 2 jer. 3HauyeHUe UMIIaHTaLus
YCTPOUCTB 1t OuBeHTpUKyIsipHoii DKC 06e3 (yHKIMU
UK]I ocraercs CIIOpHBIM B OTHOIIEHUM CHWXEHUs pUCKa
BCC [193, 194].

17. CUHAPOMbI FeHEeTUYECKUX apUTMHIA

A. OcHOBHbBIE KOHIIETIMH CTPATH(HUKAINN PUCKA

Cunnpom ymnrHeHHoro uHtepBasia QT, cunnpom bpyrana
U KaTexoJaMUHepruyeckasi nmoauMopdHast XelayaouKoBast
taxukapausa (Online Mendelian Inheritance in Man [OMIM]
Nos. 192500, 152427, 603830,600919, 176261, 603796,
601144, u 604772) [195] sBasIIOTCST HACTENCTBEHHBIMU 3a00-
neBaHUsIMU. OHU OOYCJIOBJIEHBI TEHETUYECKU JeTePMUHUPO-
BaHHBIM puckoM Bo3HUKHoBeHUs1 2KT u BCC B otcyrcTBUE
BepUPULIMPYEMBIX COBPEMEHHBIMU METOIAMU HCCIIeN0OBa-
HUI CTPYKTYPHBIX aHOMaIuil cepia. JaHHBIE CUHIPOMBI,
10 OMPEAEICHUIO, SIBIISIOTCS PEeNKUMU 3a00JIeBAaHUSIMU, TaK
KaK WX pPaclpoCTPaHEHHOCTb COCTaBJISIET MeHee 5 cCilydaeB
Ha 10 000 yenoBek [196].

b. Cunapom ynimnennoro untepsaia QT

Pexomennanyuu

Knace 1

1. ITanueHTaM ¢ IMArHO30M CHHIPOMA YAJIMHEHHOTO MHTEp-
Basa QT (ycTaHOB/IEHHOro KJIMHHYECKH W/ WM TPH MpoBeae-
HHUU MOJIEKYJISIPHBIX MCCJIeIOBAHMIT) PEKOMEHIYeTCs] M3MEeHeHne
o0pasa xu3nu (B).
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2. [TanueHTaM ¢ KIMHUYECKUM TUATHO30M CHHIPOMA YA -
HenHoro uarepsaia QT (Hanpumep, Mpu HATMYNH yIJTHHEH-
Horo untepsaia QT wa DKT) pekomeHayercsi Ha3HAYeHHE
B-anpenodnokatopos (B).

3. Umnnanranus UK/ uHa3HayeHne [3-aapeH00.10KaTOPoOB
PEeKOMEHJAOBAHBI MANMEHTAM C CHHAPOMOM YAJIHHEHHOTO
unTepBaia QT, uMeronMM yKa3aHusi B aHAMHe3€e HA SNU30]
«CepIeyHoro apecta», a TaKxke Xopomuil GpyHKIHOHATIbHBIH
CTaTyC W OJArONPHATHBIA MPOTHO3 BHIKMBAHHUS B TedyeHHe
roja u 6oaee (A).

Knacc Ila

1. B-Anpeno6g0kaTopsl MOryT ObITh 3()eKTUBHBIMH 151
ymenbmienus pucka BCC y nanueHToB ¢ CHHAPOMOM Y/IJIH-
HenHoro uHTepBana QT, BepuduUMPOBAHHOTO MeTOAAMM
MOJIEKYJISIPHON JMATHOCTHKH, M HOPMAJIbHBIM HHTEPBAJIOM
QT na nosepxuoctuoii KT (B).

2. Umnnanranusg UK/ uHa3HayeHne }-aapeHo0.10KaTopoB
MoryT ObiTh 3¢ ¢eKTuBHbI s cHUKeHHs pucka BCC
y ManWeHTOB ¢ CHHIPOMOM yajuHeHHoro mHtepsama QT,
nepenecmmux odmopounbie coctosaus u/min KT Ha done
npuemMa (3-axpeHo00JOKATOPOB, UMEIONIMX XOPOIHil (HYHK-
HMOHAJBHBIN CTATYC M OJIATONPUSATHBIN MPOTHO3 BLIKHBAHUS
B TeyeHue rojaa u ooxee (B).

Knacc ITb

1. JIeBOCTOPOHHSASI CUMNATIKTOMHS MOXKET 00CYKAAThCS
y ManWMeHTOB ¢ CHHIPOMOM yajuHeHHoro mHtepsama QT,
AMeIuX yKadanus B aHamHe3e Ha 3mu3oabnl OC, 2KT
10 THIY «MUAPYIT» WIH «CepAeuHblii apecT» HAa (hOHe mpueMa
B-anpenodnokartopos (B).

2. Umnnanranus UK/ uHa3HayeHne [3-aapeHo6.10KaTopoB
MoryT oocyxkaaTtbes 1 npodpuiaaktuku BCC y nanuenTos
BCEX KATeropuii, KOTOPbie MOTYT OBITh CBSI3aHBI C BHICOKUM
PUCKOM Pa3BUTHS «CepAEYHOro apecta» (TAaKMMH, KAK CHH-
npombl yaiauHenHoro uHtepsaia QT2 m QT3), umermux
Xopomuii (PYHKIMOHAIBHBINA CTATYC W 0JATONPUSTHBIN MPO-
THO3 BBIKHBAHMS B TeueHue roja u 6ojaee (B).

IMponomxkurenbHocTh MHTepBaiaa QT saBisieTcs: caMbIM
CUJIBHBIM TIPOTHOCTUYECKMM (aKTOPOM PUCKA Pa3sBUTHUS
CCO (obmopok, BCC) [197]. HopmanbHOe 3HaueHUE
uHTepBaia QT y HereHOTUNUPOBAHHOTO YjieHA CEeMbM
0OJIBHOTO CBSI3aHO C OJArONMpPUSTHBIM MporHo3om [198].
Benmmunna nHtepBana QTc, mpessimatommass 500 Mc (4To
COOTBETCTBYeT BepxHeMmy KBapTwiaio QTc cpeau reHOTH-
MUPOBAaHbIX MHAMBUIYYMOB), aCCOILIMMPOBaHa ¢ HauboJiee
BBICOKMM PMCKOM Pa3BUTHUS CUMIITOMOB K 40 rogam [199].
[MTauuenTsl ¢ cunapomom xepseiia u Jlanre—Hunabcena
W IPYTUMU TOMO3UTOTHBIMU CUHAPOMAaMHM, a TAKXKE C CUH-
IPOMOM yIJIMHEHHOro nHTepBasa QT y malueHTOB C CUH-
naktuaueit [200, 201] moaBepXeHbl HauOOJ€e BHICOKOMY
pucky BCC.

VY nauueHTOB, peaHuMupoBaHHbIX TTocie BCC, numeercs
HauboJsiee HeOIAronpuUsITHBI MPOrHO3 C OTHOCUTEbHBIM
PUCKOM MOBTOPHOI OCTAaHOBKM cepilia, paBHbIM 12,9
[202]. OC y mamMeHTOB ¢ CHUHIPOMOM YIJIMHEHHOTO
uHTepBana QT oObIUHO CBsI3aHbI C BOBHUKHOBeHUEM KA,
XOTSI MOTYT BO3HUKATh U B Pe3yJIbTaTe NPYTUX MPUUYMH.
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M3meHeHnst oGpa3za KM3HH

Bcem manmeHTam, cTpagaloluM CHHAPOMOM YIJTUHEHHOTO
uHtepBasia QT, pekomeHayercss M30eraThb COCTSA3aTEIbHON
cnoptuBHO# nesiteabHOCTU [203]. TlnaBaHue OOIKHO OBITh
0COOEHHO OTrpaHMYECHO Y TMALIMEHTOB C CUHAPOMOM YIUIMHEH-
Horo nHTepBayia QT 1 mim ocylecTBIAThCS TTOA HAOTIOACHN-
eM. [MaumeHram c¢ ymiMHeHHbIM uHTepBasioM QT2 ciemyer
n30eratb BO3MEUCTBUSI aKyCTMUECKUX CTUMYJIOB, OCOOEHHO
BO BpeMsI cHa (OTCYTCTBUE TeedoHa U OyIUIbHUKA HA TyM-
6ouke). Bce mamyeHTHl ¢ CHHAPOMOM YIJTMHEHHOTO MHTEP-
Basia QT He moyokHbI npuHUMAaTh JIIT, KOTOpble BBI3BIBAIOT
yuinHeHue uHTepBaia QT u HapyliaroT KaJuii-MarHueBbIi
0OMEH.

leHeTMueckui aHaAu3

leHeTnyeckuii aHaIU3 ABJISETCSI OYEHb Ba’KHBIM MCCJIE-
IIOBaAaHMEM, ITTO3BOJISIIOIIUM OIIPEACIUTh BCeX HOCHUTEIEH
MyTalliii TeHa BHYTpM ceMbu. [locie maeHTUGhUKAIUN
CKPBITBIX HOCHUTEJIE TeHEeTUYeCKUX Ne(eKTOB CHUHApOMA
yaiuHeHHoro uHTepBajia QT MoxkeT o0CyXaaThcsl BOIIPOC
0 Ha3HauYeHMU [3-aapeHOOJIOKATOPOB IJId TPOPUIaKTH-
KM YIpOXAIOUINX KU3HW apuTMUii. Boiee TOro, CKpbITHIE
HOCUTEM MyTallMU JOJIKHBI MOJydyaTh FeHETUYECKOE KOH-
CyJIbTUPOBaHUE, YTOOBI Y3HATH O PUCKE Tepeaayu CUHAPO-
Ma ymimHeHHoro mHTepBajga QT moromctBy. [lammeHTam
C CUHAPOMOM yIinHeHHoro uHtepnaia QT, uenecoodbpas-
HO IMPOBECTH T€HETMYECKMiIl aHalu3 I CTpaTHhUKAIUN
pucka [199] u nist mpuUHATUSA TaKTUYECKUX pelieHuii [204].
HecmoTpst Ha orpaHnueHHOE paclpoCTpaHEHHE TEeHETU-
YEeCKOro aHaJin3a B KJIWHUKE Y MallMeHTOB C CUHIPOMOM
ynauHeHHoro uHTepBajia QT, oH 00s13aTelibHO JOJIKEH
OBITH BBIITOJIHEH.

CuHApOM AHAepceHa

CyliecTByeT HeOOJbIIOe KOJMYECTBO AAHHBIX O CTpa-
TU(UKALINU PUCKa M BEACHWU IMAllMEHTOB C CUHIPOMOM
AHgepceHa. Y IallMEHTOB C 3TUM CUHIPOMOM IIPEAIO-
nmaraiorcsd Hanuune KA M HHU3Kas BEPOSITHOCTH pPa3BH-
TUS «CepAeyHoro apecrta». IlomoxurenbHbiii 3¢ deKT
OT [(-ampeHOO0JIOKATOPOB y OOJbHBIX 3TOM KaTeropuu
He J0Ka3aH, HECMOTPS Ha TO UTO B OOJBIIMHCTBE CIIyJacB
C CMHIPOMOM yIJIMHeHHOro nHTepBaia QT, Kak TpaBuio,
SMIIMPUYECKM Ha3HA4YaeTCsl Teparus 3TUMU IperapaTaMM.
JlaHHBIE O TOJOXWTEJIbHOM BIMUSIHHUM OJIOKATOPOB Kallb-
IIMEBBIX KAHAJIOB B OTHOLICHUW apUTMUU TaKKe OCHOBAaHBI
Ha KJIMHUYECKOM OTNMCAaHUM eAUHCTBEHHOTO ciyvas [205].

B. Cungpom ykopoueHHoro wuntepBaia QT u cuHIpom
Bpyraga

Pexomennammumn

Knace I

UK/I-Tepanusi NPOBOAUTCS MNAIMEHTaM C CHHAPOMOM
Bpyraga, umelomuM yka3zaHus B aHAMHe3e HA TepeHeCeHHbI
3MU30]] «CePIEYHOr0 apecTa», KOTOPbie MOJYYAIOT JJIUTETbHYI0
ONTUMAJIBHYIO JIEKAPCTBEHHYIO TEPANMIO, C XOPOLIUM (DYHKIHO-
HAJIBHBIM CTATYCOM M OJIATONPHUSATHBIM NMPOTHO30M BHIKHBAHHS
B TeueHue roaa u oouee (C).
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Knacce I1a

1. UKJ/I-Tepanuss moKa3aHa NaoWeHTaM ¢ CHHAPOMOM
Bpyraaa co cnoHTaHHbIM noxbeMoM cerMenTa ST B 0TBeIeHHAX
V., V,, V,, IMeomuM yKa3anus B aHAMHe3€ Ha SMM30/1bl CHHKO-
ne, Bepu(UIMPOBAHHBIMU MyTamusMu B reHe SCN5A, ¢ xopo-
MM (PYHKIHOHATBHBIM CTATYCOM M 0J1aronpHsITHHIM IIPOTHO30M
BbIKHMBaHHA B TeyeHne roga u ooiaee (C).

2. KinHuyecKuii MOHUTOPUHT YACTOTHI CIIOHTAHHOTO MOTb-
ema cerMenTa ST nesiecoo0pa3Ho NPOBOAUTH Y MANMEHTOB KaK
¢ KJIMHHYECKUMH MPOSIBJICHAAME 3200J1eBAHNSA, TAK U 0€e3 HUX,
Y KOTOpBIX MoxbeM cermeHTa ST BO3HMKAET TOJBKO B pe3yJib-
TaTe BbINOJHEHUSI TNPOBOKANMOHHBIX (hapMaKoJIOrHYecKux
npo6 (C).

3. UK]I-Tepanus moka3aHa mandeHTaMm ¢c CHHIpoMoM bpyraaa
u Bepudumuposannoii KT, KoTopasi He mpuBeia K OCTAHOBKE
cepaua, ¢ XopouuM (hyHKIMOHATLHBIM CTATYCOM M 0JIaronpHsT-
HBIM IPOTHO30M BbIKMBaHMS B TeyeHue rona u doiee (C).

4. W3ompoTepeHoJ MOXKET NPHUMEHATHCA NpPH JIeYeHUH
«3JIEKTPHYECKOr0 IMITOPMAa» y MAIMEHTOB C CHHAPOMOM
Bbpyrana (C).

Knacce I1b

1. IIpoBenenue 3u10D DU MoKeT 00CYKIATHCS IS CTPATH-
¢ukanuM pucka y NanmeHToB ¢ cMHApoMoM Bpyraga co cnom-
TaHHBIM moabeMoM cermenTa ST, 0e3 myrauuu B rene SCN5A
W KJnHndecknx npossiaenuii (C).

2. XuHUIUH MOXKeT MPUMEHSTHCS IS JIeUeHUs] «apuTMIJec-
KOro mTopmMa» y nauueHToB ¢ cunapomom bpyrana (C).

Cunnpom Bpyraga xapaktepusyercss aHOMaJIbHBIMU M3Me-
HeHMsIMU Ha moBepxHocTHON DKI' 1 BEICOKMM prcKOM pas-
putusi BCC y aui co CTpyKTypHO HOPMAaJIbHBIM CEpILIeM
[206].

B ocHoBe MexanusmoB BCC y OONBHBIX 3TOi KaTero-
pUM JIeXaT BBICOKOYACTOTHBIC rmouMopdHbie KT mmm DK,
KOTOPBIE YaCTO BOZHUKAIOT B COCTOSIHUM MTOKOS UJIK BO BpEMS
CHa. XMHUIUH U H30MPOTEPEHOS MOTYT HCMOJIb30BaTHCS
y TIAIIMEHTOB C «aPUTMUYECKUM IITOPMOM» HaxKe MPU HaU-
yuy uMIzIaHTupoBanHoro MKJI [207—209].

FeHeTM4eckuit aHaAM3 Npu cuHApome bpyraaa

leHeTnuecKMit aHAIU3 MOXET MOMOYb B OINpPEHeICHUU
CKPBITBIX HOCUTENIEH MyTallii, OTHOCSIIIUXCS K CUHIPOMY
Bpyrana, B 1es1X KMMHUYECKOTO MOHUTOPUPOBAHUST U BBISIB-
JICHUS] PaHHUX MPU3HAKOB JaHHOTrO cuHapoma. boiee Toro,
MOCJIe UX BBISIBJICHUSI CKPBIThIC HOCUTEIM MYTALMU JOJKHBI
TOJTYYUTh TEHETMUECKOe KOHCYJIbTUPOBAHUE C 1IEJIBIO OTIpe-
JeJICHUs pycKa repeiauyn 3aboseBaHus moToMcTBy. Ha ocHo-
BE COBPEMEHHBIX 3HAHWIl YCTAHOBJICHO, YTO TEHETUYECKMUIA
aHaJIM3 He BHOCUT BKJal B cTpatudukanuio pucka BCC.

leHeTHUeCKHit aHaAM3 CUHAPOMA YKOPOYE€HHOTO
nHTepBaAa QT

leHeTMyecKUil aHaIM3 MOXET I[IOMOYb B OIIpeleIeHUU
CKPBITBIX HOCHTEJIC MYTaLMid, OTHOCSIIMXCS K CHHIPO-
My yKopodyeHHoro umHtepBaja QT, omHako pUCK pa3BUTHS
CCO y reHeTMYeCKM CKOMITPOMETHMPOBAHHBIX IMAIlMEHTOB
0e3 u3MeHeHMii Ha rmoBepxHocTHO DKI' B HacTosIIee BpeMs
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HEU3BECTEH. DTO MOXKET ObITh CBA3aHO C TEM, YTO 10 HACTO-
SIIIIETO BPEMEHM M3BECTHO OTPAHUYCHHOE YKMCJIO MAllMeHTOB
¢ cuHIpoMoM ykopoueHHoro uHTepBaia QT. Ha ocHose
CYIIECTBYIOIIMX COBPEMEHHBIX NaHHBIX YCTAHOBJIIEHO, YTO
TEHETUYECKUI aHAIM3 He BHOCHUT BKJIAIl B CTPAaTH(hUKALIMIO
pucka BCC.

I. KaTEXOJIaMl/IHepI‘I/I‘[eCKaﬂ l'lO.]lPlMOp(bl-[aﬂ KeJTyao4ykoBas
TaxXuKapausa

Pekomennanuu

Knace I

1. B-AnpeHo0J0KATOPbI MOKA3aHbI MANMEHTAM C KJIMHUYEC-
KHM JMArHO30M KaTexoJamMuHepruyeckoi mojmmvopdnoii 2KT,
YCTAHOBJIEHHBIM HA OCHOBE HAJIMYMS CHOHTAHHBIX M JOKYMEH-
TAJIbHO MOATBEPKIAEHHBIX cTpecc-uuaynpoBanHbix 2KA (C).

2. Umnnantamus K] v Ha3HayeHue [3-aapeH0010KaTOPOB
MOKA3aHbl MANMEHTAM C KaTeXO0JAMHHEPrH4ecKoi moaumopd-
Hoii KT, nepeneciinM 0CTaHOBKY CepAlAa, C XOPOIIMM (DyHKIM-
OHAJIbHBIM CTATYCOM M 0JIAroNpUsATHBIM IPOTHO30M BbIKMBAHUS
B TeyeHue roaa u doee (C).

Knacc IIa

1. B-AnpenodaokaTopbl MOTYT ObITh 3¢)eKTHBHBI Y NalUEH-
TOB C IMATHO30M KaTexoJJaMUHepruieckoii mommopdnoii KT,
YCTAHOBJIEHHBIM B JIETCKOM BO3PACTE HA OCHOBE TeHETHYECKOrO
aHAJM3a, B OTCYTCTBHE KIMHWYECKUX mpossiennii (C).

2. Ummnanramus UKJL u npuvenenue 3-aapeH0010KaTOPOB
MOryT ObITh 3¢h()eKTHBHBIM METOIOM JIeUeHHUs TALEHTOB, CTPa-
JAINX KaTtexoJamMuHeprimdeckoii mosmmopdHoii KT ¢ oomo-
pokamu u/umi BepuummupoBannoii KT, HecMOTps HA MPOBO-
JUMYI0O paHee Tepamuio [3-aapeH00JOKATOPAMH, C XOPOIIMM
(byHKIMOHANBHBIM CTATYCOM M OJIATONPUSATHBIM MPOTHO30M
BbIKHMBaHHSA B TedeHue roaa u 6ogee (C)

Knacc I1b

(-AnpeHo0610KATOPHI MOTYT ObITh NMOKA3aHbI MALKMEHTaM 0e3
NPOSIBJIEHHs] KIMHUYECKUX CHMITOMOB TAXMAPUTMHUIA, KOTOPBIM
B 3peJiOM BO3pAcTe HA OCHOBE T'€HETHYECKOTO aHAIM3a ObLI
YCTAHOBJIEH JWATHO3 KATeXOJAMHHEPrHYecKOoi moJuMopdHoi
XT (C).

Karexonamunepruueckas nonumopdHas KT xapakrepu-
3yeTcs XKeJyIOUYKOBbIMU TaXMAPUTMUSIMU, KOTOPbIE pa3BrBa-
10TCS1 BO BpeMsl (hU3NUECKOil NeTEeTbHOCTU WU MPU OCTPBIX
amonusix. [Ipu perucrpanuu SKI B mokoe maTojgormyeckue
U3MeHeHUs1 He oOHapyxkuBatorces [210].

leHeTMuyecKuit aHaAM3

leneTnueckuit aHaM3 MOXKET OBITH IMOJIE3EH MIPU OTpeesie-
HUY CKPBITBIX HOCUTEJIE MyTalMil, CBSI3aHHBIX C BO3MOXKHOC-
TBIO pa3BUTHsI KaTtexoidamuHeprudeckoit XKT. VX BeisiBIeHUE
SIBJISIETCS TTOKa3aHWeM K Ha3HauyeHHWIo (-aJapeH00JI0OKaTOpOB
¢ nenpto cHwKeHus pucka pasputust CCO. s oleHKH
pucKa repenayr 60Je3HU MTOTOMCTBY y THX JIUII 11eJIeCO00-
pa3HO COOTBETCTBYIOIIEE TeHETUIECKOEe KOHCYJIbTUPOBAHUE.
Ha ocHoBe coBpeMeHHbIX JaHHBIX YCTAHOBJIEHO, YTO TeHe-
TUYECKUI aHaTTM3 HEe BHOCUT BKJIAJ B CTPaTU(DUKALIMIO pUCKa
BCC y 6onbHBIX ¢ KaTexodamMuHepruaeckoit 2KT.
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18. ApMT™MHHM NpU CTPYKTYPHO HOPMAABHOM CepALe

A. nnonaTuyeckast KeIy109KOBask TAXUKAPAUS

Pexomennanyuu

Knace I

Karerepnas adusys moka3aHa nanpeHTam 0e3 CTPYKTYpHOi
NATOJIOTHH CEPANA C KINHWYECKH MPOSBISAIOMeiics, pe3uc-
TeHTHOIl K AAT 2KT, nokamsoBannoii B TIK wm JI2K, wim
y 0osibHBIX, KOTOpBIe He mepeHocaT AAT 0o oTKasbIBalOTCS
ot Hee (C).

Knacc IIa

1. BDHnoDPU uesecoodpa3Ho y MalMEHTOB CO CTPYKTYPHO
HOPMAJIBHBIM CepaleM M XKajJo0aMu Ha cepaueOMeHus, ecid
B KayecTBe NMPUYMHBI MX BO3HUKHOBeHHs momo3pesaercs KT
u3 BbIHOCsmero Tpakrta (B).

2. AAT B-aapeH00/10KaTOPAMH U/HJIH 0JOKATOPAMH KaJIbIIM-
eBbIX KananoB (u/wam npemapatamu IC kiacca B ciayvyae KT
u3 BbiHOCsmero Ttpakta 12K [BTILXK]) moxeT nmpumMeHATHCS
Y 00JIbHBIX CO CTPYKTYPHO HOPMAJILHBIM CepALEeM U CHMIITOMAMH
KT, Bo3nukaromeii u3 ILK (C).

3. Nvnnanramusa UKL moxeTr ObiTh 3¢h¢)eKTHBHBIM METO-
oM jJevyenus ycroituuBoii KT y nanueHToB ¢ HOPMAJIBHOM WM
MOYTH HOPMAJIbHOM (DYHKIIMEl Kelyn04KoB, 0e3 CTPYKTYPHBIX
CC3, nocTosiHHO MOJYYAIOUIMX ONTHMAJIbHYIO JEeKapCTBEHHYIO
Tepanuio, MMEIOIMX XOPoIuii GyHKIMOHAIbHBINA CTATYC H 0J1a-
TONPHUSTHBIN MPOTHO3 BLIKUBAHHUS B TeueHue roaa u oozee (C).

Aemorpadmueckne AaHHble U MPEACTABAEHHOCTb
XT u3 BbIHOCAWErO TpakTa

[TpaBoxenynoukosas KT siBisieTcss Haubosee pacrpocTpa-
HeHHoi1 ¢hopmoit ZKA y mpaKTUUEeCKHU 310POBBIX JTIOJEH. DTOT
BUJ HapylIeHW pUTMa acCOLIMUPOBAH C OJIArompUsITHBIM
MPOTHO30M Y IMallMeHTOB 0€3 CTPYKTYPHOI MaTOJIOTUH Cep-
nua [73, 76, 93, 97, 211—221]. Dnekrpokapanorpaduuecku
KT xapakrepusyetcsi MOpdosiorueii Keaya0uKoBbIX KOMIT-
snekcoB 1o tuny BJIHIIT u BepTHUKaNbHON 3J1€KTpUUYECKOM
ocblo cepaua. Jleuenue KT uz BTITK nnu BTJK Bxitouaer
Ha3zHaueHue [3-aapeHOOJIOKATOPOB U GIOKATOPOB KaJIbIIU-
eBbIX KaHaloB. AAT npenapatamu IC kiacca apdexkTuBHa
npu KT uz BTILK [97, 214, 222 —225]. B ciyyae coxpa-
HEHMST KIMHUYECKOUW CUMNTOMATUKU M He3((HEKTUBHOC-
™ AAT 00cyxnaercss BONPOC O MPOBENEHUU KaTeTepHOM
abasiuuu aputMmoreHHoro ouara B BTTIZK. Manonatuueckast
neBoxkenynoukonasi KT mozkeT ObITh JJokanuzoBaHa B BTJIK
WJIM B CTPYKTYpax CIelMaIu3upOBaHHOM TTPOBOASIIEH CHC-
TeMbl cepaia. Tak HaspiBaemasi haclUKyJIsIpHas JIeBOXe-
nynoukoBast KT peanusyercs: o MexaHU3My re-entry, U ee
JleueHrue MOXeT ObIThb 3(P(EKTMBHO B clyyae Ha3Haye-
HUS [3-agpeHOOJOKATOPOB WJIM OJOKATOPOB KallbIIMEBBIX
KaHaJoB.

b. DaekTpoiuTHBIE HAPYIIEHHS

Pexomennanyuu

Knace I

Ha3nauenue coJieii Kanus (4 MarHusi) onpaBJaHO MpPHU Jeye-
Hiu KA, 00yc/10B/IEHHBIX THIIOKAIEMHEi (MJIM THIIOMATHHEMH -
€if), BOBHUKIINX B Pe3yJIbTaTe MPHeMa MOYETOHHBIX NMPEnapaToB
00JILHBIMH CO CTPYKTYPHO HOPMAJIbHBIM cepaueMm (B).
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Knacce I1a

1. VY nammenToB ¢ Bepu(HIMPOBAHHBIMA YTPOKAOMIMMH KH3HA
KA ¥ CTPYKTYPHOHOPMAJTbHBIM CEPILEM LENeCO00PA3HO MOIepKH-
BAThb YPOBEHb KA/IMs CbIBOPOTKHU KPoBH Bbie 4,0 Mvoub/a (C).

2. Y 6oabbix ¢ OUM 1esiecoo0pa3no noaaepKuBaTh ypoBeHb
KaJisl CbIBOPOTKH KpoBH Bbimie 4,0 Mmvob/i (B).

3. Ha3nauenue coJieii MarHusi MOKeT ObITh TOJIE3HO MPH Jiede-
Huu KT, 00yc/i0BJIeHHO# Pa3BUTHEM HHTOKCHKAIMH JUTOKCHHOM
y MAIHEHTOB CO CTPYKTYPHO HOPMAJbHbIM cepaueM (B).

BBICTPBIil pOCT YPOBHS BHEKJIETOUHOTO Kayusl, TUTIOKATH-
eMus (MeHee 4eM 3,5 MMOJIb/J1) M TMIIOMarHUeMUsI CBSI3aHbl
¢ puckoM pa3BuTus KA u BCC y nmauueHToB cO CTPYKTYPHO
HOPMaJIbHBIM cepaieM (Y HEKOTOPBIX U3 HUX, BOZMOXKHO, UMe-
I0TCSI KAaHAJIOTIATUY KaK MPUYWHA BOZHUKHOBEHUS apUTMUIL),
a Taxke y 60sbHBIX ¢ OMM [226—240]. T'ummomaraueMust acco-
nuupoBaHa ¢ nojaumopdHoit KT mau KT no tuny «mupyat»,
kotopbie BMecTe ¢ 2KA mpu OMM MoryT KynmupoBaThCsl BHYT-
PUBEHHBIM BBeIcHMEM MarHus [241—244]. I'mmokamueMwust
B COYETAHMUM C TUTTOMarHueMueil Wim 6e3 Hee MOXET BBI3bIBATh
pa3Butue KA y mauMeHTOB ¢ apTepualbHOIl TUIEepTeH3Uei
u 3actoiiHoit XCH (B pesynbraTe TpUMEHEHMs] THA3UIHBIX
U TIETJIEBBIX TUYPETUKOB) [227, 228, 245]; ipu CUIILHOM TOJIONE
[246]; ocTpoil alKOTOJBHOW WHTOKCUKAIIMU/CUHAPOME OTME-
HbI, a Takke y mauueHToB ¢ KA, MpUHUMAIOIIUX TUTOKCUH
u npyrue AAIT 111 xmacca [238, 247, 248]. BelpakeHHast Tumo-
KaJIbIIeMUsT MOXKeT yITHATh nHTepBanx QT.

B. ®usnyeckue GakTopbl M TOKCHYHbIE BENIECTBA

Pexomennanuu

Knace I

1. IToHoe BO3/AEpXKAHHE OT AJKOTOJsS PEKOMEHIYeTcs B TeX
cJIyJasix, KOrJia iMeeTcsi MoJ03peHne Ha KOPPeISuio MexXIy mpH-
e€MOM aJIKoroJisi 1 Bo3HuKHOBeHneM 2KA (C).

2. Croiikue yrpoxaroniue xu3nu 2KA, Bo3HHKaIONIUe BHE CBSA3N
¢ MPHEMOM AJIKOT0JIsl, CleyeT JeYUTh TAK JKe, KAK U NMOoJ00HbIe
APUTMHM Y TANMEHTOB € APYTHMH 3a00JeBAHMAMH. DTO MOAPa-
3ymeBaeT B ToM yucJe nposeaenue MK/I-repanun (npu Haamunu
NOKA3aHMii) Y MAIMEHTOB, MOJYYAIOMUX JJIMTEIbHYI0 ONTHMAIIb-
HYI0 JIEKADCTBEHHYI0 Tepamnuio, ¢ 0JAronpHSTHBIM IPOTHO30M
BbDKMBaHHS B TeueHne roaa u oouee (C).

B3anMocCBsI3b MeXTy IPUEeMOM aiKorojist u pazsutreM KT/
BCC 0eccriopHa, ogHaKO OCTaeTCsl HESICHOM TOYHasi TIpupoaa
MX BO3HUKHOBeHMs [249]. Psan uccaenoBaHuii 1eMOHCTPUPYIOT
Hanuuue J-o0pa3Hoil B3aMMOCBS3U MEXIYy HU3KUM DPUCKOM
Pa3BUTHUS apUTMMUIA Y JIII, YIOTPEOISIIOIINX MaJIOe KOJIMIECTBO
ajKoroJis (0T 2 10 6 TOPIIMiA aTKOTOJs B HEAENI0), IO CpaBHe-
HUIO C TeMU, KTO PEAKO WJIM BOOOILE HUKOTAA HE YIOTPeOIsiI
ankoroJib [250], a TakKe JTUIIaMU, KOTOPbIE YIIOTPEOISIOT 60JTb-
110e KOJIMIECTBO aJIKorofist (6osee 3—5 mopiuii B neHsb) [251,
252], ¥ y KOTOPBIX MbSIHCTBO BXOAUT B TIPUBBIUKY (TaK Ha3blBa-
eMbIii CHHIPOM Ipa3aIHUYHOrO cepara) [253—256].

I. Kypenue

Pekomennanun

Knace I

Kypenue HacTosiTeIbHO He PEKOMEH/IYeTCSl Yy BCEX NAIUEHTOB
¢ noo3peHneM Ha 2KA Wi ¢ JOKYMEHTAJIbHO NMOATBEPKIEHHbI-
mu 2KA u/umu npenorspamennoii BCC (B).
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Kypenue siBasiercss He3aBUCMMBIM hakTopoM pucka BCC
He3aBucuMo oT Hamnuusg MBC kak ocHOBHOTO 3a0oeBaHuUs
[257—261]. TlpekpalieHUe KypeHUs] 3HAYMTEILHO CHUXKAeT
puck BCC.

. JInnuapl

Pekomennanumn

Knace I

Tepamust cratunavu 3¢dexkrusHa y namuentos ¢ UBC s
y™meHbiienus pucka passutusg CCO, Bo3moxno, u 2KA/BCC (A).

Knacc ITb
Owmera-3 noJMHEHACHIEHHbIE KHUPHbIE KHCJIOTHI MOKA3aHBI
namuenTam ¢ 2KA, tpakryembivu B pamkax UBC (B).

Y naunuenTtoB ¢ MBC nmeeTcs cBA3b MeX]1y MOBBIIIEHHBIM
puckoM Bo3HMKHOBeHUsI 2KT/BCC 1 BbICOKMM YpOBHEM 00111e-
ro XoJjieCTepuHa, JIUIOMPOTEHIOB OYeHb HMU3KOM TUIOTHOCTH,
JIATIONTPOTEMIOB HU3KOM TUIOTHOCTH, HU3KUM YPOBHEM JIUITOI-
POTEUIOB BHICOKOI IMJIOTHOCTHA B COUETAHUU C BBICOKUM YPOB-
HeM TPUMIJIMLIEPUIOB M anojunonporenHa B. McciaenoBanus
10 OLIEHKE BJIMSIHUE CHIDKEHUS YPOBHS JIMIMIOB Ha 4acTOTY
Bo3HuKHOBeHMsT BCC B pamKax mepBUYHOM TPODMIAKTUKU
He TIPOBOAMJINCH. TeM He MeHee TaKoe BIMSHHME MOXET OBbITh
CIIPOTHO3UPOBAHO HA OCHOBAHUM TOTO, YTO CHWXXEHUE YPOB-
HS JIMTIUIOB COMPOBOXAAETCS YMEHBIIIEHMEM OTHOCUTEIBHOTO
pucka cmeptu ot UBC ¢ 30 mo 40% [262, 263].

HezaBucumbiMu daktopamu pucka BCC (Ho He jeTasb-
Horo OMM) TakxKe SIBISIOTCS YPOBHM CBOOOIHBIX SKUPHBIX
KHCJIOT VI HESTEPU(UIIMPOBAHHBIX JKUPHBIX KUCIIOT [264].

19. )KeAyAOUKOBblE aPUTMMM M BHE3amMHas cepAevHas
CMePThb Y OTA@ABHbIX FPYNN HaCeAeHMs

A. CriopTcMeHbI

Pekomennanuu

Knace I

1. Ilpn KIMHUYECKOIl OlleHKE CMIOPTCMEHOB PEKOMEHIYeTCs
NMPOBOIUTH THIATE/bHBbII COOp aHaMHe3a (BKJIIOYAsA CeMeifHbIi
anamHe3 npexneBpemennoii cMeptu wm BCC), dusukanbublil
ocMOTp, Bepudukanuio npusHakoB CC3, TaKMX KaK KAPAMOMUO-
natum U 1edeKTbl HOHHBIX KaHaioB (C).

2. CnoprcMeHBbI ¢ HADYIIEHHSIMM PHTMA Cepilna, CTPYKTyp-
HBIMH 3200JIeBAHMSIMA CepPIIa WM JAPYIUMHU NPU3HAKAMM WA
cumMnToMamMu, npeanoaararomuvu Haauude CC3, KIMHUYECKH
JIOJKHBI PACIIEHMBATHCS KaK JI000i Ipyroii mamueHT, HO C ydye-
TOM BO3MOKHOCTEH /JI MPOo/uKeHHs] UX npodecCHOHATBHOM
nesreabHoctu (C).

3. CnopTcMeHbl, MMEIOIIHE YKa3aHUs B AHAMHe3e Ha AMU30/1bl
OC, 10/KHBI OBITH THIATEJIBHO 00CJI€I0BAHBI B 1eIsAX Bepudu-
kamuu CC3 wim HapymeHuii putMa cepaua (B).

4. CiopTcMeHaM ¢ cepbe3HOii CHMIITOMATHKOM CJIeAyeT mpe-
KPaTUTh COCTSA3aHUSA, NMOKA MOJHOCTbIO He OyJeT mpoBeneHa
onenka xapakrepa CC3 (C).

Kinacc ITb

B kayecTBe CKpUHMHIOBBIX MeTOA0B auarHocTuku CC3
y CHOPTCMEHOB Mepel y4acTHEM B COPEBHOBAHHSAX BO3MOXKHO
paccmatpuBath peructpammio DKI' B 12 oTBeeHHsIX U MpoBe-
nenne OxoKT (B).
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[IpuHaATO CuUTaTh, YTO MEAMLUMHCKUI CKPUHUHT COCTOSIHUSI
CMIOPTCMEHOB TIepel COPEBHOBAHUSIMHM JOJKEH 00s13aTelbHO
TIPOBOMIUTHCS C IIENBIO BBIIAYM Pa3pelieHust sl yIacTusl B Typ-
HMpEe, HO CTaHOApTOB MJISl MPOBEIEHUs TaKOTO CKPUHMHTA
He cyumiectByeT. OcHoBHbIMU npuynHamMu BCC y crioprcMeHOB
spisiiorcst TKMIT (36%), aHOManuu pa3BUTHsI KOPOHAPHBIX
aptepuii (19%), AIITTK u muokapaut. TIpoBeneHne CKPUHMH-
roBOro 00CJ/IeOBaHUsI CIOPTCMEHOB — Tpy/aHas 3agaya. Huzkas
YacToTa BBISIBICHUS] aHOMAJIUII pa3BUTHUSI y CIIOPTCMEHOB Jiefia-
€T TIPOBEJEeHNE TAKOTO CKPUHWMHIA JOPOTOCTOSIIMM. JlaHHBIE
HECKOJIbKVMX HMCCIIeNOBaHMi Toka3anu, uyTo peructpamus DKI
B KAQUeCTBE CKPMHUHTOBOIO MeToa 00C/IeI0BAHUS Y CIIOPTCME-
HOB sIBJIsieTCsl ©6oJiee peHTabeTbHbIM METOJIOM, YeM MPOBEIECHUE
DxoKT [265, 266].

B. IToxn u 6epemenHocTsb

Pexomennamn

Knace I

1. Passutne remomuHavmyecku 3naunmoii 2KT nim @K y oepe-
MEHHBIX 00YCJIOBIUBAET HEOOXOAMMOCTD BbITIOTHEHHS 3JIeKTPHUYEC-
Koii Kapauosepcuu win aepuopuuisiun (B) (em. paznen XIII).

2. bepevenHbiM ¢ yaauHeHHbIM uHTepBasioM QT m Kim-
HUYECKAMH CHMITOMAMHM TOKAa3aHA JIMTeNbHAS Tepamus
-anpeno6;10KaTOpaMM KaK BO BpeMsi 0epeMEHHOCTH, TaK U NocJIe
POJIOB, B OTCYTCTBHE IIPOTHBONOKA3AHMIA K HA3HAYEHHIO ITHX Npe-
napatos (C).

Mutepsar QT

Kaxk mpaBusio, y XeHIIMH UIMTENbHOCTh MHTepBasioB QT
0oJIBIIIe, YeM Y MYKYMH, YTO MOXET OBITh CBSI3aHO C MEHBILEH
YCC B nokoe. Cryyan Kak BPOXIEHHBIX, TAaK U TPUOOPETEHHBIX
dopMm yrmmHeHHbIX nHTepBaioB QT U, Kak CleCTBUE pa3BUTHE
KT mo tuny torsades de pointes («mupyaT»), yalle BCTpeyaroTcst
y xeHuwH [197, 267]. OuiyiieHue cep/ieOueHuit sBiseTcst
pacIpocTpaHeHHOI kaoboii BO BpeMst 6epeMeHHOCTH, U B psifie
HMCCIeI0BAaHUI OBLJIO TOKA3aHO, YTO 3TO MOXET ObITh CBSI3aHO
¢ yBesimyenneM yncia caydaeB HXKT [268—270]. KT moryT Bo3-
HMKaTh B OTCYTCTBHE SIBHBIX CTPYKTYPHBIX 3a00JI€BaHUII ceplia
B pe3yJibTarte MOBbIICHNS yPOBHS KaTtexouaMuHOB [271]. laHHbIe
apUTMUU MOTYT OBITh YyBCTBUTEILHBIMU K 3-a1peHOGI0KaTOpaM.
VY keHIIMH ¢ BriepBbie BoisiBIeHHBIMU KT B Te4eHMe MOCIeTHUX
6 Hen GEPEMEHHOCTH WM B PaHHEM ITOCIEPOIOBOM IIEPHUOIE
CJIenyeT UCKITIOUUTh Pa3BUTHE TTOCTIEPONOBOM KapaIMOMHOTIATII
[272]. TTpu nosiBieHUU MOTEHLIUATBHO Yrpoxaroimx kuzHu KT
MPOBOAUTCS ACKTPUYECKast KaparoBepcusi. MoryT Takxke Mmpu-
MEHATBCA CeeKTUBHBIE ([3,) $-ampeHO6I0KATOPBI M aMMONAPOH
(C yyeToM WX BJIMSHHMSI HAa BO3MOXHOCTb Pa3BUTHUS Ie(HEKTOB
y 1iofa), a Takke ux codyeranue. Mmrnanrauus MKJT moxer
ObITh HEOOXOMMMAa TPU HAIMYMM TOKa3aHWN U B OTCYTCTBUE
MPOTUBOITOKA3aHUI K OyIyIIMM G€PeMEHHOCTSIM.

B. IToxusibie NanueHTbI

Pexomennanun

Knace I

1. IMoxnibie manuenTsl ¢ 2KA 10JZKHDI JIEUUTHCS, KAK MPaBH-
JI0, TaK e, KaK ¥ 00JIbHbIe MOJIOIOrO Bo3pacTta (A).

2. Jlo3upoBku 1 noa6op 103 AAII no/KHbI ObITh CKOPPEKTH-
POBaHbI C Y4eTOM M3MEHEHHO# (hAPMAKOKHHETHKH y MOKMUIBIX
namueHToB (C).
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PexomeHaaLmm

Knace ITI

[oxkubie manueHTsI ¢ MPOrHO3MPYEMOii MPOIOIKUTETLHOCTHIO
JKU3HH MeHee ToJa BCJIEJCTBHE OCHOBHBIX M COMYTCTBYIOHIMX
3a0oeBanuii He 10JukHBI nonydath K/I-Tepanmuio (C).

KA sBASIIOTCST OOBIYHBIM SIBJIEHUEM Y MOXUIBIX JTIOAEH, U UX
KOJIMYECTBO YBEIMUMBACTCS IIPY HATTMYMY 3a00JIeBaHUI cepaiia
[273—276]. Cnoxuble KA 4acTo SBASIOTCS MPEIBECTHUKAMU
TTOBTOPHBIX KOpPOHApHBIX ocjoxHeHnit 1 BCC y mamueHToB
¢ BC un 3a6oneBanusimu ceprua [277, 278]. Yactora BCC yBe-
JTu4urBaeTcs ¢ BozpactoMm [279, 280]. Benenvie maiiieHTOB MOXKM-
noro Bo3pacta ¢ KA u npodwiakruka BCC mpuHiImnuaisHo
HE OTJMYAIOTCS OT PEKOMEHAOBAHHBIX MOJXOA0B, UCMOIb3Ye-
MBIX y IIMPOKUX CJI0eB HaceleHus. HecMoTpst Ha mokazaHHYIO
9(hheKTUBHOCTD [B-aapeHOOI0KATOPOB B OTHOIIEHUU CHIUXKE-
HUSI CMEPTHOCTH OT Beex prunH 1 BCC, nzonupoBaHHoe pu-
MEHEHMEe 3THUX MPeTapaToB sSBJSETCS HEMOCTATOYHBIM Y TIOXKM-
JbIx mozieit. Heckonbko paHIOMU3MPOBAHHBIX TPOCTEKTUBHBIX
HCCNeNOBaHU TponeMOHCTpupoBanu 3ddexktuBHOCT MK
B OTHOIICHWM TIEPBUYHON 1 BTOpUIHOU mpodmiaktuku BCC
y nauueHToB, crpagatomux MbC, o cpaBHenuto ¢ AAT Bo Beex
BO3pacTHBIX Ipymmax [47, 49—51, 145, 146]. Bce ynomsiHyThie
WCCIIENOBaHUsI BKITIOYAIM 3HAYUTETbHOE YKCIO TMAalUeHTOB
B Bo3pacTe crapiie 65 siet. [ToarpynmnoBoi aHain3 NauneHToB,
npoBeneHHbI B uccaenoanusix AVID u MADIT 11, npo-
JEMOHCTPUPOBAI SKBUBAJIEHTHYIO BBITOLY OT MMILIAHTALlMKU
MK]I kaK y MOXMIBIX, TAK U MOJIOABIX ManueHToB [49, 51]. Pan
9KCTIEPUMEHTATIbHBIX HUCCIIENOBAHUN CBUIETEIBCTBYET O TOM,
YTO WHBA3WBHBIE METONBI JIEYEHMs IMAIMEHTOB C YIpoXaro-
UMK XKu3HU 2KA onmHakoBO 3(D(GEKTUBHBI KaK B TOXUIOM,
TakK U B MoJiofioM Bo3pacte [281—283]. [1anMeHTH cTapyecko-
TO BO3pacrta, UMeIoIe MHOXECTBO COITYTCTBYIOIIEH MaToso-
ITMA ¥ OTPAHWYCHHYIO TPOTHO3UPYEMYIO TIPOIOKUTEIEHOCTh
>KU3HU, MOTYT He MOJXONUTb B KauecTBe KaHaunatos aist MKJI-
Tepanuu, Jaxe €ClId y HUX UMEIOTCS CTAHIAPTHbIE KPUTEPUU
IUTSL ee TIPOBEICHUS.

I'. ITanuenTsl AETCKOTO U MOJAPOCTKOBOIO BO3pacTa

Pexomennanumn

Knacce 1

1. UK]I nomkeH ObITh MMILIAHTHPOBAH MAINMEHTAM JIETCKOTO
U TOAPOCTKOBOTO BO3PACTa, BLIKHMBIIMM INOCJie OCTAHOBKH cep-
NI, ecld Moclie THIATENbHOTr0 MOMCKA KOppUrupyemasi mpHuu-
Ha He Haiimena. [Ipm 3TOM NMamMeHTH MOMYYAIOT ONTHMAJBLHYIO
JIEKADCTBEHHYI0 Tepanuio, MMelT Xopouiee (YHKIMOHAIbHOE
COCTOSIHME M OJIArONpPHSATHBII MPOTrHO3 BLIKUBAHMS B TeYEHHE roaa
u oosee (C).

2. Y Mo0AbIX MANMEHTOB C YCTOWYNBOM KINHAYECKH MPOSIB-
Jsmomeiicss 2KT nomkHA ObITh BHINOJIHEHA ee reMOIMHAMUYeC-
Kas u dyekTpodusuoornyeckas ouenka (C).

3. UK]I-Tepanus B cOYeTaHNH C JIeKAPCTBEHHOH Tepanueii noka-
3aHA MANMEHTAM JIeTCKOT0 M MOJPOCTKOBOTO BO3PACTA C BBICOKOI
crenenbio HacaencTeeHHoro pucka BCC (medeKTbl HOHHBIX KAHA-
JIOB WM KapauoMuonatust) wim ycroitumsbix 2KA. ITpu npunsTan
pemenns 00 uvmaantamud WKJL peGeHKy ciieayeT y4MTbIBATH
puck BCC, cBsa3anHblii ¢ 3a00;1eBaHieM, BO3MOKHOCTb PABHOIIEH-
HO#M BBITOJbI OT NMPOBOJMMON JIEKAPCTBEHHOH TepamuM, a TaKke
PUCK HApymieHil )YHKIMHU YCTPOICTBA, PA3BUTHS MH(EKIMOHHBIX
OCJIOXKHEHMIT MM TOBPEXKIEHHI 3JIEKTPOAAa M HAJIMYHe 0Jaro-
NPUSTHOTO TPOTHO32 BHDKMUBAHMSI C XOPOHIMM (DYHKIMOHAJIBHBIM
COCTOSIHHEM B Teuenue roaa u 6oJee (C).
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PexomeHaaLmm

Knacc Ila

1. UK]I-Tepanus npuemjeMa y NalMeHTOB AETCKOTO H MO~
POCTKOBOTO BO3PACTa CO CHOHTAHHBIMH yCTOWYMBbIMEH 2KA,
cBsa3annbivu ¢ auchynkuueii JIZK (OB JIK 35% uau menee),
MOCTOSIHHO TMOJIYYaIOIIUX aIeKBATHYIO JEeKapCTBEHHYIO Tepa-
MAI0, KOTOPble UMEIOT Xopomee (yHKIHOHATIbHOE COCTOSTHHE
W OJaronpHATHbIA NPOrHO3 BBDKMBAHHUA B TEeYEHHE TrojAa
u 0osee (B).

2. KarerepHas a0asus MoxKeT ObITh 3(ppeKTHBHA y MAIM-
€HTOB JI€TCKOr0 M MOAPOCTKOBOIO BO3pPACTa C KJIMHHYECKUMHU
npossjeHussvMu pe3ucteHTHoi K AAT 2KT, u3 00.1acTH BBIHO-
csIero TPaKTa WM MeperopoaovHoii 001acTH, Npu Hemepe-
HocumocTH AAT win oTKa3e OT ee IJIUTEJIHHOTO NMPOBEIEHUS

(©).

Knace IIT

1. AAT u3onupoBaHHbiX 2KD y nanueHTOB JIETCKOTO M MO~
POCTKOBOro Bo3pacta He pekomenayercs (C).

2. JIMrOKCHH WJIM BepanaMu He cJieJyeT UCIOoIb30BaTh I
JIe4eHUs YCTOHYMBOW TAXUKAPIUH Y AeTeil paHHero Bo3pacra,
ecau 2KT kak Bo3MOKHbBI quarno3 He uckiawyena (C).

3. IIpoBenenne KaTeTepHOii a0IAMNN MOJIOABIM MAIMEHTAM
¢ 0eccumnToMHO# HeycToiunBoii KT m HOpMaJbHOI Key-
04KoBo# (hyHkuueii He nokazaHo (C).

Yacrora BCC, obycnonenHas Hanmuuem CC3, 3Haum-
TEJIbHO HIKE Y TTAIMeHTOB JETCKOTO U TMTOAPOCTKOBOTO BO3-
pacrta. BBISIBIEHBI HECKOJBKO TPYIIT MOJOIBIX MAaIllMEHTOB
C TMOBBIIIEHHBIM puckoMm pas3Butusi BCC 1o cpaBHeHUIO
¢ obmIeii momynsinueit. K HUM oTHOCSITCS TTAallMEHTHI ¢ BPOXK-
NIEHHBIMU TTOPOKAMU CEp/IIla, AHOMAUSIMU Pa3BUTHUS KOPO-
HapHBIX apTepUii, KapIUMOMHUOTIATUSIMU, a TAKXKe C BIICPBBIC
BBISIBICHHBIMU apUTMUSMU (HampuMmep, MpU CUHIPOME
ynnuHeHHoro uHTepBana QT) [284]. VYcroituueie KA
MOTYT BO3HMKATh Yy JeTel paHHETO BO3pacTa; Jalle BCEro
BCTpeYaeTcs] YCKOPEHHBI WIMOBEHTPUKYJSIPHBIA PUTM.
V aTuX AeTeil TakxkKe perucTpupoBaluCh clydyau pa3BUTHUS
®XK u BCC, ocobeHHO YacTo mocjie BHYTPUBEHHOTO BBE-
IeHUST TUTOKCHHA WJIM BepallaMuiia Py IMpearnogaracMoM
murarHose ycroiunBoit KT [285, 286]. B TeueHue mmepBoro
roja XW3HMU y OosblIMHCTBA Aeteit ¢ KO uam remonm-
HaMuuecku nepeHocumoit KT TporHo3 OGiarompusTHBIM
[287, 288]. 1o cux mop He olpelescHbl 3HAYeHUE U Tpe-
umyiectsa umriantauuu MK/ nnsa npopunakruku BCC
y AeTeil paHHEro Bo3pacTa ¢ Iporpeccupylomieil IucyHk-
LIMeil KeTyaouKoB. Y JeTeii cTapiiero Bo3pacTa v IMmoJapoc-
TKOB TIpodmirakTudyeckass uMmrmuiantauust MKJI ocHoBaHa
Ha MAaHHBIX, MOJyYeHHBIX B XOAe IPOBEICHUS IMOTOOHBIX
PaHAOMU3UPOBAHHBIX KJIMHUYECKUX HCIBITAHUIY B3poC-
TBIX [8, 42].

JI. BoJbHbIe ¢ MMILUIAHTHPOBAHHBIMM KapAMOBepTEpaMH-
neuopuILIATOpaAMH

Pexkomennpanun

Knace I

1. ITanuenTtsl ¢ UKJI 1012KHBI IPOXOIUTH peryisipHbie Bpa-
yeOHbIe OCMOTPbI ¢ TecTUpOBaHUeM ycTpoiicTBa (C).

2. UK]I no/KHBI OBITH 3ampOrpaMMHPOBAHBI ¢ ONTHMAJIb-
HBIMH TApAMeTPAMH YYBCTBUTEJBHOCTH W cHemupuynocTn
JneTekuun Bo3HuKaomux apurmuii (C)
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3. DT Mepbl J0IKHBI ObITh MPENPUHSATHI JJI51 MUHAMHA3AINAA
PHMCKa BO3HHKHOBeHHs HeonpasaanHoi Tepamun UKJI (C).

4. ITanuentsl ¢ UKJI, KoTOpbIE CTPAAAIOT YACTO PENUIUBH-
pywouieii ¢popmoii KT, 10KHBI ObITH TOCHUTAIUZUPOBAHBI LIS
KOppeKud napamerpos tepamun ycrpoiictsa n AAT (C).

Knacc I1a

1. KaTerepHas abisnust MOKeT ObITh MOJI€3HOM Y MAIIMEHTOB
¢ UKJI, kotopnie cTtpagaiot 2KT nocTosiHHOW WK 4acTO penu-
nusupyoueii ¢gopmsi (B).

2. [lanmenTam ¢ snu3ogamu HeompasaanHoii Tepamuu MKII
B LeJsAX AMATHOCTHKH M ONTHMH3ALMHU JIeYeHHS] MOXKET ObITh
nose3no nposeaenue 30D DU (C).

Mmnnanrauuss MK cama mo cebe He CHUXKAET YacTOTy
BO3HUKHOBEHUSI apUTMUIA, TEM He MeHee, MallMeHT CTaHO-
BUTCS 3AIUIIEHHBIM OT TOCJICACTBUI WX BO3HUKHOBECHUSI.
H2KT moxer Bbi3Bath cpabateiBaHue MK B pesynabrare
HEKOPPEKTHO 3alporpaMMUPOBAHHBIX KPUTEPUEB NETEKLUU
KT. MepuarenbHast apuTMusl SIBJISIeTCsl HaubOoJiee pacrpo-
CTpaHEHHBIM HapylIeHMEeM pHUTMa cepiua. JByxkamepHbIe
HK]JI obGecrieuynBaOT ONTUMAIbHBIC XapaKTePUCTUKU IETECK-
LIMM apUTMUII Ha OCHOBE PETUCTPALUM TPEACEPAHBIX BIeK-
TPOTpamMM, COTIOCTABJIICHUSI PETYJISIPHOCTU M JJIMHBI LIMKJIa
TpeICepAHBIX CUTHAIIOB.

Bricokue KOHLIEHTPAIMK JIEKAPCTBEHHBIX BELLIECTB BCIIE/IC-
TBUE WX MEPEIO3UPOBKU UM B3aUMOJICICTBUS, KaK MPaBUJIO,
YBEJIMYMBAIOT PUCK BO3ZHUKHOBEHUS TPOAPUTMHUIA.

B Tabn. 8 npencraiabiHbl puMepbl B3aumoneiicteust JII1,
KOTOPbIE MOTYT IIPUBECTU K Pa3BUTUIO apUTMMUIA.

E. InToKcuKanus cepaevyHbIMU IIMKO3UIaMu

Pekomenmanun

Knacc I

HasHaueHue aHTUTEN K CepAeYHbIM IIMKO3UIaM PEKOMEH-
IOBAHO MallMeHTaM, CTPagalolIUM YCTOWUMBBIMU KA, TIpo-
rpeccupyioieit AB-60kanoit u/wim acucTonueii, TpakTye-
MbIMU KakK pe3yjbTaT MHTOKCHUKALIMU MperapaTaMu Harepc-
TSHKU (A).

Knacc Ila

1. ¥V nanMeHToB ¢ MHHMMAJIBHBIMH TPOSIBJIEHUSIMM HMHTOK-
CHKALMU CepIeYHbIMM MIIMKO3uAaMu (HANpUMep, TOJbKO €u-
HUYHBbIE DKCTPACHCTOJBI), IUATHO3 MOXKET OBbITh YCTAHOBJEH
HA OCHOBAHMM Pe3YJIbTATOB XOJITEPOBCKOTO MOHHTOPUPOBAHMS
OKIT. JleyeHne B 3TOM cjyyae OyaeT 3aKjII0YATHCA B OTMEHe
npenapaToB HANEPCTSHKH, KOPPEKIUH 3JIEKTPOJIMTHOTO OaIaH-
ca (mpexne BCEro MONIEPKAHUM YPOBHS KalMsi CHIBOPOTKH
KpoBH > 4 MMOJTb/J1) M poBeeHnd okcureHanuu (C).

2. Ha3navenue coJeii Maraus u nposeaenne DKC ucnogn-
3yI0TCSl Yy MAIMEHTOB C TSDKEJIOW WHTOKCHKALMEi B pe3yJbTaTe
npuemMa npenapaToB HamepcTsHkH (ycroituussie 2KA, mporpec-
cupyomas AB-6okana u/mmm acucrosus) (C).

Knace IIb

IIpoBenenne auanm3a i KOPPEKIUH TUNEPKATHEMAN MOKET
00CYKIAThCS Y MAIMEHTOB ¢ MPU3HAKAMH MHTOKCUKAIMHU Cep-
JeYHbIMM TJIMKO3WIAMM TsDKeJoii crenenn (ycroitumBbie 2KA,
nporpeccupywomas AB-6aokana u/mmm acucroaus) (C).
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TabAnua 8. Bzaumoaeicreus A€KapPCTBEHHbIX CPEACTB, NPUBOASAIIME K PAa3BUTHIO aPMTMMﬁ

JI €KapCTBEHHBIE CPEACTBA

B3aumoneiicTBust JIEKapCTBCHHBIX CPEACTB

Dddekr

Tlosviuwennas KOHUermpayus anmuapummu4ecKux npenapamoe

JurokcuH Hexotopble aHTUOMOTUKYI

AmuonapoH
XUHUAVH
Bepamamun
LlukaocnopuH
HrtpakoHazon
DPUTPOMULIMH

JIMroKcuH

XUHUAVH KeTokoHazon

Luzanpun HrpakoHazon
OpUTPOMULIMH
KnaputpoMuumH
Psin 610katopoB Ca-kaHanoB*
Psn unru6uropos nporeaz BUY
(0COOEHHO PUTAHOBUD)

Tepdenanun, acteMu3o

XWHUAVH (TaXe B MUHUMAaJIbHBIX
JI03UPOBKAX)
DyokceTnH

B-anpeHobiokaTopsl, mponade-
HOH

Pan TPULMKINYECKUX aHTU-
JETIPECCAaHTOB

DnexanHUI

Bepanamu
LumeTnaua
Tpumetonpum
KeTokonazon
Merectpou

Hodberrnun

AHTUOMOTUKY YCTPAHSIIOT MUKPODIOPY KUILIEYHNKA, HEOOXOMUMYIO IUTST
MeTaboJM3Ma TMrOKCUHA, YTO YBEJMYMBAET €ro OMOA0CTYIMHOCTb. JIpyroit
MeXaHW3M, MOBBIIIAIOLINI KOHLIEHTPALMIO TUTOKCUHA B CBIBOPOTKE — 3TO
B3aMMOJIENCTBUE HEKOTOPBIX aHTUOMOTUKOB ¢ P-rinkonpotenHom, KoTo-

PbIil LIMPOKO MPEACTABIEH B KUILIEYHUKE

VBennveHre GMOIOCTYITHOCTH AUTOKCHHA 32 CUET YMEHBIICHUS Meve-
HOYHOI1 U TIOYEYHO 9KCKPELIMU B pe3y/IbTaTe WHIUOMPOBAHUST
P-riukonporenHa
TOKCUYHOCTb AUTOKCUHA

TToBblILIeHUSsT YPOBHS JIEKAPCTB B CHIBOPOTKE

[ToBbIlICHUST YPOBHSI JIEKAPCTB B CHIBOPOTKE

IoBbIIeHUE YPOBH: JICKaPCTB B CbIBOPOTKE

VYcunenue B-aapeHobnokupyioiiero addekra

YBenuyeHue 4acToThl BOSHUKHOBEHUST TOOOUHBIX 2¢hHeKkTOB
YMeHbllIeHUe aHallbre3upyiolero addexra (B pe3ysibrate HapyLIeHUs.
o6uoTpaHcdopMaly B aKTUBHbIE META0OIUTHI MOp(dUHA)

YBenuueHue KOHUEHTpauuun L[O(bCTI/lflI/IZLa B IU1a3M€ B pE3yJIbTaTe UHTUOU-
poBaHUA MOYeYHOUI SKCKpEeun

Tpumeuanue. * DT TIpenapaTbl MOTYT aKKyMYJTUPOBAThCSI, TOCTUTAsI TOKCUYECKUX KOHIIEHTPAIIMY ITPY OMTHOBPEMEHHOM Ha3HAYeHU Y C THTUOUTOPHBIMU
JIeKapcTBaMM MOI0OHBIMU KeToKOoHa3ony. JlanHbie 3 Roden DM, Anderson ME. Proarrhythmia. In: Kass RS, Clancey CE, editors. Handbook of
Experimental Pharmacology: vol. 171. Basis and Treatment of Cardiac Arrhythmias. Boston: Springer Verlag, 2006:288—304 (289).

Tonumcennasn KOHUeHmpayus aHmuapummu4ecKux npenapamoe

AHTaLUIBI
JIurokcuH 1L

Pudammunvn
XuHUIH PudamnuumH, 6apoutypaTst
MexkcuneTun » 0apOUTYP

OcnabieHue AHCTBUSI IUTOKCHHA B PE3y/IbTaTe YMEHBIIEHUSI ero abcopo-
LIMN B XKETyA04YHO-KUIIEYHOM TPAKTE.
VBenuueHne akTMBHOCTU P-rimkonporenna

MHayuMpoBaHHbIii JIEKApPCTBEHHBIN META00IN3M

Cunepeuveckas gpapmarkonoeuueckas akmueHOCMy, NPUGOOAUAs K pA3GUMUI0 APUMMULL

AHTHapUTMUYECKUE TIperaparsbl,

MypeTUKN
yBennuuBaoue natepsai QT Auyp

AMMOIAPOH, KIIOHUIWH, TUTOK-
CUH, TWJITHA3EM,
Bepanamu

B-anpeHo6I0KaTOPBI

AMMOApOH, [3-apeHOBI0KATOPI,

JurokcuH
KJIOHWIVH, TUJITHA3EM, BeparaMul
AmuonapoH, -aapeHo010KaTopbI
Bepanamun po, B-anp DB,
JTUTOKCUH KJIOHWIVH, TUJITHA3eM
AmMonapoH, (3-apeHo0I0KaTOPbI,
Jnntuasem
KJIOHMIVH, TUTOKCUH, Beparnamuil
AmuonapoH, -aapeHo010KaTopbI
Knouuauu pOH, B-azp DEL,
ITIMTOKCYUH, BeparamMu
Bera-610KaTopbl, KITIOHUIUH
AMMOIApPOH P, ’
IIMTOKCUH, BeparaMu
Cunnenadun Hurpatst

IMoBpiieHne pucka BosHukHoBeHust 2KT 1o Tuny torsades de pointes
B pe3y/IbTate MMITOKAINEMIH, OOYCIOBIEHHON MPUEMOM IUYPETUKOB

Bpanukapaus npu UCMOIb30BAHUM KOMOMHALIMIA NIPerapaToB

Epaz[m(apzm;l TIpU MCITOJIb30BAHUU KOMOMHaIMU nperapaTroB

Bpanukapausi mpy KCIOIb30BaHUM KOMOMHALIMY TTPErapaToB

BpaﬂI/IKapZ[I/IH TIpU UCITOJIb30BaHUU KOMOMHALIMYN npernapaTtoB

Bpanukapnus npy ucnoib30BaHUU KOMOMHALIMU MTpenapaToB

Bpam/u(ap)m;l IpU UCITOJIb30BAaHNN KOMOWHALUU npemnaparoB

Ycunenue BasoJquIaTaliiu, MOBBIIIIEHUE pUCKa NIIIEMUN MHUOKapia
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Knace 11T

Hasnauenue nupokanHa uiav (peHUTOMHA HE PEKOMEHIY-
eTcsl TaIMeHTaM, Y KOTOPBIX BO3HUKIIM TPU3HAKU WHTOKCH-
Kalluy CepIeYHbIMM TIIMKO3UIaMU TSIKEJION cTereHu (yCTou-
yuBble KA, mporpeccupyromas AB-610kana u/win acucto-
nust) (C).

Psan aputmuit saBasiercsa cnenuGUYHBIM TPU3HAKOM
WHTOKCUKALIMU CEePIeYHBIMU TJIMKO3UIAMU: Y3JIOBOM
put™ uau KA (B BuAe 3KCTPACUCTON WM TaXUKapAUHU),
Hepenko B couetaHuu ¢ AB-6iokamoii. [1pu nmerkux cre-
MeHsX WHTOKCUKAIUM JIeYeHUe 3aKiioyaercsl B TpeKpa-
IeHUN TIpueMa CepAeYHbIX MIMKO3UIOB, B MOHUTOPUHTE
puTMa cepialla U TOANEpPXKaHUUW HOPMAJIbHOTO YPOBHS
Kanusi B CHIBOPOTKE KPOBU. B HEKOTOPBIX ciydassX MOXET
ObITh HeoOxomuMo TipoBemeHue BpemeHHoi DKC. Ilpm
BBIpaKeHHOW MHTOKCUKAIIMU (KOHIIEHTPALIWS JUTOKCUHA
B CBIBOPOTKE KPOBU 4—5 HI/MJ U MMEIOTCS YIpOXaloliue
KW3HU apUTMUU) METOIOM BBIOOpA SIBISIETCS Ha3HAUEHME
nurokcuH-crenuduueckux Fab-anaturen [290].

Tabanua 9. Hekotopble npenaparsl, BbisbiBatomme XT no tuny
torsades de pointes*

Yacro (6osee 1%) (B psage ciayyaes TpedyeTcsi NpoBeIeHHE rOCIUTAIN3A-
LUH /151 OCYIIECTBJIEHHS] MOHMTOPUHTA BO BPEMsl HAYAJIA TePANUH JAHHbI-
MU npenapaTamu)

» JIluzonupamusg

» Noderunun

* oyTuaua

* [IpokanHamux

* XUHUIVH

» Corason

* AiimManuH
Menee yacro

* AMHMOIapoH

+ Tpuokcua MbllIbsiKa

* benpuaun
» Huzampun

* AHTUOMOTHKU: KJIApUTPOMUIIMH, SPUTPOMUIIMH, XaTo(haHTPUH, TTEH-
TaMUIUH, criapdioKcalH

* AHTUMBIMETUKU: JOMIICPUIOH, OPOTICPUIOTT

* AHTUIICUXOTUYECKUE TPENapaThl: XJIOPIPOMa3nH, rajlorepuIo,
MEe30pUIa3vH, THOPHUIA3MH, ITMMO3HU]L

* Onuouabl: MeTaJ0H

Ipumeuanue: *Ha caiite www.torsades.org MpOMCXOIUT MOCTOSIHHOE
OOHOBJICHUE CITMCKA TIPernaparoB, Bbi3biBaoMX pa3sutie KT 1o Ty
torsades de pointes. AnanTrpoBaHo ¢ paspeieHuss Roden DM. Drug-
induced prolongation of the QT interval. N Engl J Med 2004;350:1013—
1022. Copyright © 2004 Massachusetts Medical Society (294).

K. Cunnpom yaamHeHHoro untepsaia QT, HHAYIMpOBaHHBIH
MpPUEMOM JIEKAPCTBEHHBIX MPENapaToB
Pekomennanun
Knace I
IlanuerTam ¢ cuHapoMoM yaauHeHHoro unrepaja QT,
uHaynupoBanHoro mnpuemom JIII, TpeOyercss oTMeHa 3THX
cpenctB (A).
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Knacc Ila

1. BuyrpuBeHHoH Ha3HAYeHHEe CYIb()aTa MATHHS BO3MOXKHO
y manueHToB, KoTopsie npuuuMaioT JIII, yaimusiomue uaTep-
Bai QT, a Tak:Ke UMEIOMUX YKA3aHUS B AHAMHe3€e HA HECKOJIb-
Ko 3mu3010B KT mo Tumy «mupyaT» Ha (hoHe yIIMHEHHOTO
untepsana QT (B).

2. IlpoBenenue mpenacepanoii wim xenynoukosoii DKC wm
Ha3HAYEHHE M30MPOTEPEHOJIA BO3MOKHO Yy NALMEHTOB, NpH-
auvaomux JIII, a Takke umelommx ykKa3aHus B aHamHe3e
Ha HecK0J1bKo 3mu3010B 2KT nmo Tumy «mmapyat» (B).

Knacc ITb

Ilonnepkanue ypoBHsI Kaaus ChIBOPOTKH KPOBH B AMANA-
3oHe 4,5—5 MMoJIb/J1 HEOOXOIUMO Y MANUEHTOB, KOTOpPbIe
npuauMaioT JIII, ynmunasiomue uatepai QT, a Takke nMel0T
yKa3aHds B aHaMHe3e Ha HecKoJbKo 3mu3010B KT mo Tumy
«mUpy3T» Ha ¢oHe yaauHeHHoro unrepsaia QT (C).

VYkazanHoe yminHeHne nHTepBasia QT yacTo compoBOX-
naetcst nonuMopdHoit KT no Tuny «nmupyat», BcTpeyaeTcst
y B 1—10% cnyyaeB y maumeHTOB, mojydamomux AAII,
KOTOpble MOTYT yBeauuwBath mHTepBaid QT, m ropasmo
pexe y TMalUeHTOB, IMOJyYaloUIUX <«HEeKapAuOoJIOoThu4ec-
KHMe» TperapaTthbl, MOTEHIIMAJIbHO CIIOCOOHBIE YBEJIMYM-
BaThb uHTepBas QT. B Tabn. 9 mpencraBiaeHbl CpencTsa,
KOTOpbIe TTOTeHIMAIbHO CITOCOOHBI yBEIUUMBATH MHTEPBAJ
QT. lo cux mop BTOT CIIMCOK BEJEeTCSl Ha calTax: Www.
torsades.org 1 www.qtdrugs.org. BenuuuHa HeKoppurupye-
Moro uHtepBasa QT y Ml 3TO KaTeropuu, Kak MpaBuio,
npeBbimaeT 500 Mc; OOBIYHO PETUCTPUPYIOTCS 3aMETHHIE
BosiHbl U. OcHOBHBIE (DaKTOpBI pUCKAa BO3ZHUKHOBEHUS
KT no tuny «nupyaT», MHAYLHUpoBaHHOU npuemom JIII,
npeacrasieHbl B Tadu. 10. B psaae cnyyaes atu JIIT moryT
aKTyaJu3UupoBaTh CYOKIMHUYECKUI BPOXKICHHBIM CUHII-
pom ymiuHeHHoro uHTepBaia QT. Bbonee Toro, B psiae
HMCCJIeIOBAaHUI ObUIM PAacCMOTPEHBI PacIpoCTpaHEeHHbBIE
JHK-BapuaHThl cuHapoMa ymiMHeHHoro uHtepBaia QT
(c pacmpocTpaHEHHOCThIO 10 15% B HEKOTOPBIX rpyrmax
HaceneHust) [291, 292]. BHyTpuBeHHOE BBEICHUE CYJb-
daTta MarHusi MOXeT YMEHBIIUTh YaCTOTy BO3HMKHOBEHUS
anu3000B KT mo Tuny «mupysT», He BIUSIS Ha BEJIMYUHY
nHTtepBana QT, maxe Mpu JOCTUKEHUW HOPMAJTBHOTO YPOB-
Hsl MarHus B cblBOpoTke KpoBu [293]. Bpemennas DKC
BoicoKOa(hdekTuBHA s gedyeHuss KT mo Tumy «nupyaT»
Y TIPOBOJAUTCS B cllydyae peluarMBa apuTMMU TOCTE HAChl-
IIEeHUST KaJIMeM U MarHUEM.

3. TokcMYHOCTH, CBA3AHHAS C MPHEMOM OJIOKATOPOB HATpHE-
BBIX KAHAJIOB
Pexomenmamum
Kinacc I
ITanuenTam ¢ MHTOKCHKALMEN, CBA3AHHON ¢ PHEMOM 0JI0Ka-
TOPOB HATPHUEBBIX KAHAJIOB, MOKA3aHA YTMMHHAIMS TOKCUYHOTO
BemiecTBa (A).

Knacc I1a

1. OT™MeHa 0JOKATOPOB HATPHEBBIX KAHAJIOB, Mepenporpam-
vupoBanne DKC wmm peno3umus 3mekrponos DKC moryr
00CyXKIaTbCsl y NMALMEHTOB B CJydYae TMOBBINIEHUS MOPOTOB
nedudpusnmm wim anekrpokapanoctumyasinau (C).

KAPAMIOAOIMA (KARDIOLOGIIA), 7, 2011
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Tabanua 10. ®aktopbl pucka passutrs JKT no tuny torsades de pointes

« XKeHckuii mon
* I'unokanuemust
« bpanukapaus

B paHHeM meprojie mocjie BOCCTAHOBIEHHsI CHHYCOBOTO pUTMa Tocie GUOPWILISILIAY TIPEICEPIMin

* XpOHH‘{eCKaH ceplieyHasa HETOCTaTOYHOCTh
* Tepam/m CEPACYHBIMU TTIMKO3NIaMU

* Boicokas KOHIICHTpALUA JICKAPCTBEHHBIX IMTPEIapaToB B CBIBOPOTKE (I/ICKI[IO‘{BHI/IC — XI/IHI/IHI/IH), YacTO B pE3yJabTaTe JICKAPCTBEHHOTO B3auMoJeiic-

TBUS
* bricTpoe BHYTpUBEHHOE BBEIEHHE JIEKAPCTBEHHBIX CPENCTB
* McxonHo ymmHeHHbI nHTepBait QT

* KenynoukoBble apuTMHUU

« T'uneprpodust 1eBoro xemynouka

* Bpoxx/eHHBIII CHHAPOM yIJTMHEHHOTO nHTepBaia QT

» Hekoropsie [IHK-06ycnoBieHHbIe TOTUMOPHOUIMBL

* BbIpakeHHasi TMITOMAarHUeMHUsi

* OnHOBpeMeHHOEe HazHayeHue 2 1 6oJiee JIeKapCTBEHHBIX CPEACTB, YITUHSIOMUX uHTepBan QT

* KomOuHaLus 1eKapCTBEHHOIO CpeACTBa, yBeanuuBaoliero uHTepsaa QT, u ero MeTaboJnyecKoro MHruouropa

Tpumevanue: Anantuposato ¢ paspeiieHust Roden DM. Drug-induced prolongation of the QT interval. N Engl J Med 2004;350:1013—1022. Copyright

© 2004 Massachusetts Medical Society (294).

TabAmuua 11. ADUTMMK, MHAYLIMPOBaHHbIE MPUEMOM A€KapPCTBEHHbIX CPEACTB U UX AeueHHue

HeKapCTBeHH bIC CpEACTBA

KinHudeckue nmposiBieHus

Jleyenune*

+ Jlerkasi creneHb MHTOKCUKALIMU (TOJBKO M30JIMPOBAaHHBIC aPUTMUH)
» Tsxenas crerneHb MHTOKCUMKaUUM (ycroiumbast 2KT,
* AB-0710Ka1a BBICOKHMX CTEIeHei, aCCTOIHSI)

Cepneqﬁble TJIMKO3UIbI

* [Moseienue nopora aedudpwLisn ui KC
» Tpeneranue npeacepauii ¢ AB-mposenenviem 1:1
+ KT (BbIcOKOYACTOTHAsI, TPYIHO MOIAETCS KAPAUOBEPCHUN)
» bpyrana-mompoOHbIe U3MEHEHUSI

BiokaTopbl HaTpUEBBIX
KaHaJIoB

Ha3zHnavyeHue aHTUTEN K TJIMKO3UOaM;
9KC;
HDOBC,ZLCHI/IC Juannsa Mpu runepKajimeMmumn

OtMeHa 0J10KaTOpOB HATPUEBBIX KAHAJIOB;
TPOBEPUTH MPaBUIBHOCTH HAJIOKEHUST DJTeKT-
ponoB DKT;

Juntuazem, Bepanamu,
B-aHapeHO6JI0KATOPHI BHYTPUBEHHO;
B-aHIpeHOOIOKATOPHI; MOHBI HATPUSI.

Tlpumeuanue: * Bcerma TOApa3yMeBaeTCsl OLIEHKA KIMHWYECKOW CHUTYallMd; MMOCTOSIHHOE MOHHMTOPMPOBAHWE PUTMA Cepilid; OTMEHa IIperapara,
BBI3BABILETO Pa3BUTHE ApUTMMUIA, KOPPEKLHMs 3JIEKTPOJIMTHOrO nucbanaHca (BKIIOuYasi MOAICpPXKaHUE YPOBHSI Kajusl CHIBOPOTKM KpOBM Golee

4 MMOIIb/T) ¥ TIPOBEICHNE OKCUTEHALIN Y.

2. Tpeneranue npeacepanii ¢ npoBeaeHNeM Ha Kexynoukm 1:1
Ha (hoHe npuema 6JI0KATOPOB HATPHEBBIX KAHAIOB 00YCJIOB/IMBA -
eT HeoOxonumMocTh oTMeHbl AaHHbIX AAIL. Ecim umeercsi Heo0-
X0auMoCTh npoaosnKeHuss AAT, To JONOJIHUTEIBHO MOTYT OBITh
HA3HAYEHBI JWITHA3EM, BepanamMui Win (3-aapeHo0/I0KATOpPbI
JJIsl yMeHbIIeHUusi cTeneHH AB-mpoBeneHHs WM BbINOJHEHA
KareTepHas adasiuus Tpeneranus npeacepamii (C).

Kunacc IIb

BuyrpuBenHoe BBenenue [3-aapeHo0I0KATOPOB M OMKAPOOHA-
Ta HATPHUS OOJIIOCHO MOXKET 00CYKIATHCH Y MAMEHTOB, MPUHU-
MAIOIUX 0JIOKATOPbI HATPHEBBIX KAHAJIOB, B CJIy4ae YKOPOUEHHS
JUTMHBI IIAKJIA TAXUKAPIUM WM BOSHUKHOBEHUHU TPYHOCTEN MpH
nposeaennn Kapauosepcun (C).

ApUTMUM, BBbI3BAaHHbIE MPUEMOM OJOKATOPOB HATPUEBBIX
KaHasoB, npeacrabieHbl B Tada. 11. AAIL saBnstorcs Hanbo-
Jiee pacrpocTpaHeHHbIMU OJI0KaTOpaMU HATPUEBBIX KaHa-
JIOB, BbI3bIBAIOIIMX HapylleHUs] putMa cepaua. U3 apyrux
TPYII MPEernapaToB, BbI3bIBAIOLINX UHTOKCUKALIMIO, 1O TaKO-
My e MeXaHU3MY JeCTBYIOT TPULIMKINYECKUEe aHTUIEeTIPeC-
CaHTbl U KOKauWH. KpynHble KIMHUYECKUE UCTBITAHUST 0J10-
KaToOpoB HaTPUEBbIX KaHAJOB MPOJEMOHCTPUPOBAIU, YTO
npenaparbl 3TOW TPYIIbl YBEIMUMBAIU CMEPTHOCTD y MalU-
€HTOB, HAXOISIIIUXCS B Tiepuosie peadwnuranuu mnocie UM.
DKCNEPUMEHTHI Ha KMBOTHbBIX U KJIMHUYECKKUE HAOIIONEHUS

KAPAMIOAOIMVA (KARDIOLOGIIA), 7, 2011

MOKa3aJIv, YTO Ha3HAUeHWe MOHOB HATpUs (B BUIE XJIOPUAA
Wi OuKapOOHaTa) MOXET ObITb ONpaBIAHHBIM TMPU BO3-
HUKHOBEHUU 3aMeIJIeHUs] MPOBOJUMOCTU WU YCTOMUYMBOM
Kk Kapauosepcuu KT [295, 296]. B atux ciydasx Takxke
YCIIEIITHO MOTYT IPUMEHSIThCS B-anpeHobmokatopsl [297].

N. Tlepeno3upoBKa TPUIMKIMIECKUX AHTHIENPECCAHTOB

Tpunukianueckrie aHTUAETIPECCAHTHI KaK MPUYMHA TSIKe-
JIOl UHTOKCUKAIIMY TIPU UX TIEPEeTO3UPOBKE YCTYMAIOT TOIb-
KO aHaJibreTukaMm. TUIUYHBIE TPOSBICHUS] TaKOW WHTOK-
CHUKALMM BKJIOYAIOT CHUHYCOBYIO TaxvKapiulo, yIJIMHEHUE
uHTepBasia PR m mnurenbHocT KoMmruiekca QRS; wHorma
Ha DKI BosHukator bpyrama-momo6Hbele n3meHeHus [298].
V aKCcniepMMEHTATbHBIX JKUBOTHBIX Y YeJIOBEKa JUTUTEIbHOCTh
koMmruiekca QRS MoxkeT ObITh yMEHbBIIIEHa IyTeM OOJIIOCHOTO
BeeneHusas NaHCO, uwin NaCl [299]. Takue aHTUIICUXOTH-
YecKue CPeNCTBa, KaK THOPUIA3UH U TAJIOTIEPUIOJ, SIBIISTIOTCS
XOPOIIIO U3BECTHBIMU MHIYKTOPAMU YIUIMHEHHOTO WHTepBaja
QT u KT 1o Tumny «mupyat».

K. TokcuyHoCTb, HHIAYUMPOBAHHAS JPYTMMHU JIEKAPCTBEHHBI-
MHU Npenaparamu
Pexkomennanuu
Knace I
1. Y nanueHTOB, MOJYYAIOIINX AHTPANMKIMHBI, TaKHe KaK
JIOKCOPYOMIIMH, CJIeAyeT HU30eraTh BLICOKHX /103 NPH 0OJIOCHOM
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BBe/IEHHH M HAKONMHUTEIbHBIX 103, MPEBbIIAIONINX PEKOMEHIye-
mble ypoBuu (B).

2. Bce manmeHTHl, MOJydYalwliMe JedeHue S-¢ropypanm-
JIOM, JTOJUKHBI HAXOIUTHCSA TOI TIIATEJbHBIM HAOI0ONEHHEM.
BBenenne mpenapaTta J0KHO ObITh HeMeIJIEHHO NMpPEKPAIIEeHO
NPH NOSIBJIEHHH CUMIITOMOB MJIH IIPU3HAKOB WUIEMHH MHOKApAA.
B nanbHeiimem ciaexyer u3derath Ha3HaYeHHs S-gTopypamuia
nannsiM mamuentam (C).

3. Ilepen HayaaoOM HCHOJIb30BAHMS AHTPANMKIMHOB, TAKHX
KaK JOKCOPYOMIHMH, Y NMAIMEHTOB C 3a00JieBAaHHSAMH Cepana
B aHAMHe3e J0JDKHA ObITh MPOBE/IeHA OIIEHKA KJIMHIYECKOTO CTa-
Tyca, KOTopasi BKJIoYaeT B ToM unciie nposeaenne DxoKI' (C).

AHTpaLMKIMHOBAsI KApAMOTOKCUYHOCTb SIBJISIETCS 10303a-
BUCUMOIL. B ciyyae Ha3HaYeHUST BBICOKMX 103 TIPU OOTIOCHOM
BBEIEHUM W BBICOKMX HAKOIMMUTEIBHBIX 032X YBEINYWBa-
€TCsl PUCK Pa3BUTHS KapIUOMUOTATUM M JIETAJIBHBIX apuT-
muii [300, 301]. K ¢akTopam pucka OTHOCIT MOJIOION BO3-
pacT, XeHCKMIT o1 1 TiprueM Tpacty3dumaoa [300, 302—304].
Kapanomuoratuss MOXXeT BOBHUKHYTh OCTPO BCKOpE ITOCIe
Havyajia JIeYeHMsI, B TeUeHHE HECKOJIBKUX MECSIIEeB JICUCHUs
(Tak HasbIBaeMasi mojpoctpas (opma) Wiu yepe3 HECKOJIbKO
net [301, 305—311]. B npouecce nHdy3nuu mpu mpoBeaeHUN
WHTEHCUBHOI Tepanuu S-TropypaluiaoMm (B OOJIBIIMHCTBE
ciTydaeB B TeUeHUE TIEPBOTO BBEICHUS) MPU JICYEHUU MOTYT
BO3HUKATD JIeTaJbHbIE U MOTEeHUMATbHO (aTalbHble aDUTMUU
He3aBUCHUMO OT Hammumst uiau otcytetBust MBC [312]. YV Beex
MAIMEeHTOB, MOTYYaIONINX TePAIo S-PTopypalnaioM, peKo-
MEHIyeTCss MOHUTOPUPOBAaHKE TTOKa3aTesIell CepIeaHO-Ccocy-
NIIUCTOI CHCTEMBI BO BpeMsl MHGDY31MU (0OCOOEHHO MEPBOIi).
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KokanH oOnagaeT cBoiicTBaMU OJIOKATOPOB MeIJIEHHBIX
HaTPUEBBIX KAHAJIOB ¥ MOXKET BBI3bIBATH YIUIMHEHUE WHTEPBAIa
QT (3a cuer GOKamBl KaJIMEBBIX PELENTOPOB). APUTMUH, CBS-
3aHHbIE C TPUEMOM KOKaWHa, BKJIIOYAIOT TAXUKAPAUU C IIUPO-
kuMu komiiekcamu QRS (mpusHak Oji0Kambl HaTpUEBBIX
kaHayoB) ¥ KT mo tumny «mupyat». KokanH BBI3bIBaET TaKXKe
npyrue CCO, KOTOpble MOTYT TIPUBECTU K PA3BUTHIO apUTMUI;
B YaCTHOCTU, MUOKAPUT U CIa3M KOPOHAPHbBIX apTepuid.

20. BbIBOAbI

BCC no-nipexxHeMy SIBJISICTCSI OCHOBHOI TPUYNHOM CMEPTH
B 9KOHOMUYECKHU pa3BUTHIX cTpaHax. HayyHo-000CHOBaHHbBII
MOAXO0/, MPEACTABICHHBI B HACTOSIIEM IOKYMEHTE, IMpe.-
IIPUHUMAET IIOIBITKY 0000LINTD ITOCIEIHION NH(GOPMALILIO,
Kacarollyocsl JaHHOI TpoOJeMbl, M TIBITasiCh, HACKOJBKO
BO3MOXKHO, TIPEJCTaBUTh HACTOSIIIME PEKOMEHIAIMN B COOT-
BETCTBUU C MPEABIIYIIMMU TOKYMEHTAMU.

TeMm He MeHee BaXKHO IIOMYEPKHYThb, YTO MAHHBIA pa3-
JIeJT TIOCTOSTHHO PacCIIvpsieTCs] U peKOMEHIAINK, 6e3yCiIoB-
HO, OyayT mpeTeprieBaTb U3MEHEHMSI 1O Mepe YIydlleHUs
Halllero MOHMMaHMs JaHHOM Mpobjembl. I1peacTaBieHHBI
JUIMHHBIA CIIMCOK CCBHUIOK YX€ Ceidvac CIIyKUT YKa3aHM-
€M Ha 0OJIbIIIOoe KOJUYEeCTBO MCCIICIOBAHUN, TTOCBSIIEHHBIX
npobsemam BCC, M, HECOMHEHHO, OyAeT YBeJIM4YMBATLCS
B OymymieMm. CBoeBpeMeHHOE OOHOBJIEHUE 3TOi MHOOp-
Manuy OymeT MMETh pellalollee 3HAYeHUe, TaK KaK MbI
crapaeMcsl BECTHM IOCTOSTHHOE HaOJIoJieHre 3a TTallMeHTaMu
¢ puckoMm BCC.
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