ATEPOCKIIEPO3/ATEROSCLEROZ
2023 HayuHo-npakTuueckuii xXypHau T. 19, Ne 1

HHDPOPMALIHOHHBIE MATEPHAJIbI

Pekomenmanym Esponeiickoro odmecta kapauogoros (ESC) 2022 rona
N0 BEeJECHUIO MAIMEHTOB C JKEJYJI0YKOBbIMM APHTMHUSMHI
1 npodMIaAKTHKE BHE3ANHO# cepaeYHoi CMepTH

2022 ESC Guidelines for the management of patients
with ventricular arrhythmias and the prevention of sudden cardiac death

Pa3paboTraHo paboueil TPyIIoii Mo BEACHUIO MAllMEeHTOB C KEJIyJOUYKOBBIMU apUTMUSIMU
1 TIipobWIIaKTUKE BHE3AITHOW cepaeyHolt cmeptu EBporieiickoro obiectsa Kapauosoros (ESC).
Ono6peHo EBporieiickoii accoumaimeii meauaTpuu M BpoxkIeHHbIX Oosie3Hell cepaia (AEPC)

CoxkpaieHusi H yCJIOBHbIE 0003HAYEHHS

LMNA — namuH A/C

NYHA — Hblo—FIOpKCKaH KapIMoJIOTUYeCcKash accolMalus
SGLT2 — HATPUM-TIIOKO3HBIM KOHTpaHCIOpTEP-2

ABJ1 — aBTOMATUYCCKMI BHEIIHUU AeDUOPUILISITOP

AKIIXK — APUTMOIE€HHAsl KapAMOMHUONATUSL MPABOTO XKeTydouKa
AMKP — AHTAarOHUCTbl MUHEPAUTOKOPTUKOUIHBIX PELETITOPOB
APHUA — AQHTUOTEH3UHOBBIX PEUENTOPOB U HEMPWIM3UHA UHTUOUTOPD
ATC — aHTUTAXUKApAUTUUYECKas] CTUMYJISIINS

bPA — OjokaTop peuenTopoB aHruoTeH3uHa II

bpC — cuHapoM bpyrana

BOITX — BBIBOJHOM OTIEJ MPAaBOro Xejayaouka

BOC — BHe3arHasl OCTaHOBKa cepjla

BC — BHe3alHasli CMepTh

BCC — BHe3arHasl cepaeyHasi CMepTh

I'KMII — runepTpoduyeckass KapaIuOMUOIaTUs

IT'HAKMIT — runmokuHeTuyecKasi HeAWJIaTalMOHHAs KapaUOMUOTATUS
JABZXKT 1o tumny «mupyaT» — AByHampaBlIieHHas BepeTeHOOOpasHas XKelyJdouKoBas TaxuKapaus
[0 TUIY <«ITUPYIT»

JAKMII — JuWIaTallMOHHAsT KapAUOMUOIIaTHUsI

XA — KeJTyIOYKOBasT apUTMUSI

KT — JKEJIYAOYKOBas TaxWKapaus

P €C) — 3KeJIyI0YKOBasi 9KCTPACUCTOJIA/XKeTyI0IKOBAsT IKCTPACUCTOIMS
uAIllo® — MHTMOWUTOPBI aHTMOTEH3WHIIPEBpaIaloero hepMeHTa

NBC — HiIeMuyeckas 00Je3Hb cepala

UK — WMIUTAHTUPYEMBbII KapauoBepTep-aehrudpuuIsiTop

um — uHObApKT MHOKapaa

UMnST — UHGApKT MUOKapaa ¢ noabeMoM cermeHTta ST

2(0); ¢ — yauonaruyeckass GUOPUIUISLNS KeJTyI0UYKOB

KITXKT — KaTexoJlaMUHepruueckasi rnmojuMopgHas XeayaoukoBasi TaxuKapaus
JIK — JIEBBI Xeaymaouek

JOKYBK  — ycTpoiicTBO BCIIOMOTaTe/IbHOTO KPOBOOOpAILIEHUS JIEBOTO KeJIyJIo4yKa
HXT — HaJKeJyJIOouKoBasl TaXuKapaus

OKC — OCTpBIIf KOpPOHAPHBIN CUHIPOM

oC — OCTaHOBKa cepala

TTAIT — IPOTUMBOAPUTMMYECKUII MpernapaT

TKT — nonuMopdHasg XeJlyaouKoBas TaxUKapaus

I[MIMK — TIpOJIariC MUTPAJIBHOIO KJIalaHa

[MBC — MpOrpaMMUPOBAHHAS JIEKTpUYECKast CTUMYJISIIIUS
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PKU — PaHIOMHU3MPOBAHHOE KOHTPOJUPYEMOE UCCIIEAOBaHKE

CBAC — CHUHIPOM BHE3AITHOW apUTMMUYECKOU CMEPTHU
CcJip — CeplevyHO-JIeTOYHas peaHuMalus

CIIC — CTpPYKTypHas MaToJIOTUsI cepala

CPPX — CHUHAPOM PaHHEW PENoJSIPU3ALIMU XKEITYIOUKOB
CPT — cepievyHasl peCMHXPOHU3UPYIONIAsT Teparus
CPT-[ — cepievyHasi peCMHXPOHU3UpYIoNIasl Tepanusi ¢ yHKIuel aechudpuisgtopa
OB — (paxuus BeIOpOCca

OBJIK — (pakius BbIOpOCA JIEBOTO KeIymodyka

OXK — (GuoOpmLIILIMS XKEeTyT0UYKOB

dIT — GUOpWIISILNS TIpeAcCepaInid

DOPPXK — (eHOMEH paHHEl penoysipu3aluu KeJyI04KOB
Yqcc — YacToTa CepJAEYHBIX COKpallleHUI

9. KitroueBbie MOJI0KEHUSA

9.1. O0mue acneKkTsl

e KUlfoueBBIMU BJIEMEHTAMM TSI YBEJIMYEHUSI BbDKMBaeMOCTU TManueHToB ¢ BOC sBisitoTcs MOBbILLIE-
HHME JOCTYITHOCTU AeUOPUIUISITOPOB B MyOJWYHBIX MECTaX W OOyYeHWE HAceJIeHWs OCHOBAM IPOBEACHUS
peaHMMALMOHHBIX MEPOMPUITUI.

o Kanpkynsatopsl pucka BCC u KA, BHeapsieMble B KIMHUYECKYIO MPAKTUKY, JOJDKHBI COOTBETCTBO-
BaTh COTJIaCOBAaHHBIM BBICOKMM CTaHIApTaM pa3pabOTKHU, BHEIIHEW BaJMJAlMM M OTYETHOCTH MOIENei
TIPOTHO3WPOBAHMSI.

e [eHeTMUeCKOE TECTUPOBAHUE CIEAYET CAEJATh PYTUHHON MPOLEAypOW /i MALMEHTOB C HACHe[-
CTBEHHO OOYCJIOBJIEHHBIMU KapAMOMHUOTIATUEN W HapyIICHUSIMU PUTMa Cepla.

o JIJis TEHETUYECKOTO TECTUPOBAHUS M KOHCYJBTUPOBAHUST TPEOYETCS MEXIUCIUIIMHAPHAST KOMaHAa
Bpayeil 3KCMEPTHOTO YPOBHS.

e CucremMaTMyeckoe 00CiIemOBaHUE TMALIMEHTOB, MEPEHECIINX OCTAHOBKY cepila, TpeOyeT MYJIbTUMO-
JIAJTbHOTO TIOJIXO/IA.

e Bo Bcex cinyuasix BCC B Bo3pacte no 50 jeT M kenaTelibHO B 1ieJoM BO Bcex caydasx BCC peko-
MEHIIyeTCsl KOMIUJIEKCHAsl ayTOTCHs.

e K mocraHoBKe nMarHo3a HacJeICTBEHHO OOYCIOBJICHHOTO 3a00JieBaHUSI ceplla B 3HAYMTEIbHOMU
JloJie ceMell TPUBOAUT KJIMHUYECKass U reHeTudeckasi oueHka ymepiunx oT CBAC u 4jieHOB ux cemeit.

e DJIEKTPUYECKUIN IITOPM, HEBOCTIPUUMYMBBIA K MEIMKAMEHTO3HOMY JIEUEHUWIO, TpeOyeT HaIuvusl
MEPEOBBIX METONOB KaTETEPHOU abJsIuy, MEXaHWUYECKOW MOAIEPXKKUA KPOBOOOpPAIIEHUS U aBTOHOMHOM
MOYJISIIIAM.

e [Ipu paccmoTpeHuun Borpoca o nosbde MKII-Tepanuu HEOOXOOMMO YYUTHIBATh (HaKTOPbl KOHKYPHU-
pYIOIIIETO pucKa HEapUTMUYECKOW CMEpPTH, a TakKXKe IMOKeJIaHUs IMallMeHTa M KauyecTBO ero KWU3HU.

9.2. CTpyKTypHasi maToJiorusi cepana

e [larmentam ¢ MBC c¢ peumauBupymomeit cumnromatuyeckoit CBT pexkomenmyercs KarerepHas
abIsAIuMsI, HECMOTPSI Ha XPOHMYECKYIO TEpaITrio aMHUOIapOHOM.

o Jlnsa snedyeHuss KapAMOMHUONATUU, BbI3BBAHHOM >KEIYyTOYKOBOM 3KCTPACUCTOJIMEH, Tepanuei InepBoi
JIMHUU SIBJISIETCS] KaTeTepHas aOJsiius.

e V manuentoB ¢ THAKMII/IIKMII ¢ nokazanusamu K umiiaHTauuu MK][ B xauecTBe mepBUUHON
NMpoPUJIAKTUKU BaKHO YUMUTHIBaTh He TONbKO BesnunHy PBJIK < 35 %, HO M IOMOJHUTEAbHBIE (PAaKTO-
pbl pucka (Hampumep, JaHHbIE MarHUTHO-PE30HAHCHOW TOMOrpacduu cepala U reHeTUYeckue (haKTOphI).

e [lammentam ¢ myrauueit reHa LMNA tpebyercst cneuududeckas crpatrugukanus pucka BCC.

e Bricokyto yactoty cootBercTBytolux MKJI-BMematenbctB y nauueHToB ¢ AKIIZK Heobsi3aTenbHO
Kj1accuUUMPOBaTh KaK CMAaceHUe KU3HMU.

o BanuauposanHas mkana oueHku pucka 'KMIT (HCM Risk-Kids score) mosie3Ha sl OLIEHKUA pHU-
cka BCC y manuentoB ¢ T'KMII mianmie 16 ner.

e [lalMeHTOB ¢ MWOTOHWYECKOW AUCTpodueil C ydJalleHHBIM CceplalieOMeHueM M TOI03peHUeM Ha
apuUTMHI0, OOMOPOK WJIM TIPEPBAaHHYIO BHE3aITHYI0 CMEpPTh HEOOXOIMMO OO0C/Ien0oBaTh C MOMOIILIO MHBA-
3UBHOTO 3JIEKTPODUZNOJIOTUIECKOTO MCCIIETOBAHUSI.

e YV mamueHToB ¢ KoppekTupoBaHHOU TeTpamoit Damno m moHomopdHoit KT mpenmoyTuTenbHbIM
METOIOM JICUCHUsI SIBIISICTCS KaTeTepHas aOJIsIus.
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9.3. IlepBuYHOE 3JIEKTPHYECKOE 3200JIEBAHHE CEPANA

e YV maumeHToB ¢ cuHApoMoM ymmmHeHHoro nHTepBaia QT u KITXKT npenmouturensHeIMU OeTa-0J10-
KaTopaMU SIBJISTIOTCSI HAZOJION WUIM TIPOIIPAHOJION.

e [lammmeHtaM ¢ OECCMMNITOMHBIM CHUHIPOMOM YIJIMHEHHOro wuHTepBaia QT Tmose3Ho paccuuMTarhb
APUTMUYECKUIT PUCK (KaTbKYISITOp pucka 1-2-3).

e bpyraga-marrepn 1 tuma Ha DKI, BbI3BaHHBIN TecTOM OJI0OKaTOpa HATPUEBBIX KAHAJIOB, TP OTCYT-
CTBUM JPYTUX Pe3yabTaToB He auarHoctupyet bpC.

e HeobxomumocTth ctpatudukanuu pucka BCC y 6eccumnToMHbIX nauueHToB ¢ bpC co croHTaH-
HbIM bpyraga-marrepHom 1 Tuma ocTaeTcs Mol BOMPOCOM.

e [IpodunakTrueckas KaTeTepHas abjasuus He peKOMEHAyeTcs MauueHTaM ¢ 6eccumnToMHbiM bpC.

e Jlna mocTaHOBKM mauarHo3a uauonatndeckoir MK HeoOXOAMMO WCKIIIOUMTH JIEXallyld B OCHOBE
CTPYKTYPHYIO, KaHAJOMaTUYECKYI WM METab0JIMYECKYI0 3TUOJIOTHIO.

e OPPX otmmmuaercs or CPPXK n MoxeT OBITh JOOPOKAYECTBEHHBIM SBJICHUEM.

e JleHepBalMs JIEBOTO KEJyJIOoyKa MIpaeT BaXkKHYIO pojib B jedeHuM mnauueHToB ¢ KITXKT u cuHapo-
MOM yajnHeHHoro mHTepBana QT.

10. ITpoOennl B J0Ka3aTeIbCTBAX

10.1. O0mme acnexkTsl

e Y 0ECCMMIITOMHbBIX MAallMEHTOB B OOLIEH MOMyasUuy TPeOyIOTCS TOYHbIE CKPUHUHIOBBIE TECThI IS
BBISIBJICHUS 3a00JIeBaHUIA cepiia, cBsa3aHHbBIX ¢ BCC.

e Y MalMeHTOB CO CTPYKTYPHOI MaTOJIOrMeil ceplla HeM3BEeCTeH ONTUMAJIbHbII BPEMEHHONM MHTEpBas
MEXIY TTOBTOPHBIMM HEWHBA3WBHBIMU W MHBA3MBHBIMU TPOTHOCTMYECKMMM TE€CTaMMU B Ciydyae OTpHlIa-
TEJILHOTO pe3yjibTara TecTa.

e HeoOxonuma yiydilleHHas1 MHTepHpeTalus TeHETUYECKMX BapUaHTOB C HEOIpPeAeJeHHON KIMHUYeC-
KO 3HAYMMOCTBIO U BEPOSTHBIX MATOT€HHBbIX BAPUAHTOB.

e HeoOxoauMo M3y4uTh MOJE3HOCTh OLEHKHU IMOJUTEHHOIo pucka y mnanudeHToB ¢ puckoM BCC.

10.2. CTpyKTypHas maTojiorus cepaia — oOIue acmeKTbl

e HeusBecTHa nonrocpouHast 6€30macHOCTh U 3(pdeKTuBHOCTh MOoAKOXHBIX MKII.

e Posib nepBuuHoit podpunaktuueckoit Tepanuu MKJI y mauuenroB ¢ UbC u yMmepeHHO CHUXEHHOM
WIM COXpaHEHHOW (paklueid BbIOpoca He M3yyeHa CUCTEMHO.

e OnTUMaJIbHbIE METOMIbI JUISI KapTUPOBAHUS CyOCTpaTa XKeJIyIOYKOBOW TaXWMKapAuud W abasuuu Mpu
CTPYKTYPHOW MAaTOJIOTMU CepALA €lle MPEACTOUT OINPENCINTb.

e HesgcHa ponp ummiantanuu MK/l y maupeHTOB ¢ TepMUHAJIbHOM CTaauMeil cepieyHoil HeaocTaTou-
HocTu, KoTopbiM nomoraioT JIZKYBK HenpepblBHOro neiicTBUSI TEKYLIErO MOKOJEHUS.

10.3. Unuonatnyeckue KD /KT

e HeobxommMmo ycTaHOBUTH 3((GEKTUBHOCTh KaTETEPHOM aONSIUMM WIM aHTUAPUTMUYECKOTO MeEOu-
KaMEHTO3HOTO JIEUCHUs y TIaIlMEHTOB C OECCUMIITTOMHBIMU, YacTBIMM KD M COXpaHEHHOU cepacyHOIi
GyHKLIUEH.

10.4. Mimemuueckasa 00Jie3Hb cepaua

e HeusBectHo, Kakue manueHThl ¢ xpoHudeckoid MBC u cunbHO HapymieHHoit ®@BJI2K Haxomsarcs B
rpynmne Hu3Koro pucka passutust BCC.

e Ponb mosnmuero ramonmHueBoro ycwienuss Ha MPT cepana mist crpatudukarmuu pucka BCC mipu
xpoHnueckoit UBC HesicHa.

e JIna onpenenenus poan MK/ nocie ycnenrHoit abnsiimu KT mipu xponundeckoit UBC ¢ ymepeHHO
cHwxkeHHoU miau coxpaHeHHoit DBJIZK Heobxomumbr PKU.

10.5. Kapamomuonatuu

e Hewm3sBecTHO, sIBISeTCS JIM KapaUOMUOIIATHsI, BhI3BaHHasg KD, caMOCTOATENbHBIM 3a00JeBaHUEM
WM HEOOXOAUM TIpe/pacroaraoinii ¢hakTop.

e Hescna mporHoctuueckass ILIEHHOCTh pe3yIbTaTOB ITO3IHETO TalOJMHUEBOTO ycuieHUs Ha MPT
cepaiia (HarpuMep, XapakTep W KOJMYECTBO IMO3MHETO TaAOJWHUEBOTO YCWJICHMS) IS WHIWBUAYAIBHOMN
crpatudukaunu pucka BCC y mammenToB ¢ capkoumo3oMm cepama, [KMIT n AKMIT/THAKMII.

e HeoOxoauMmbl uccienoBanus s ornpeaeiaeHus: poan [1OC y mamumeHToB ¢ capKOWI030M cepiia u
JKMIIT/THAKMII, y KOTOpBIX ClIeTKa CHIKEHAa WM COXpaHeHa cepaedHas QYHKIUS U MMEeTCs IO3IHee
ranoivHueBoe ycuiaeHue Ha MPT cepaua.
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e OTCYTCTBYIOT MPOCMEKTUBHBIE AAHHBIE O CBS3U MEXIYy WHTEHCUBHOCTBIO W TPOAOJKUTEIBHOCTHIO
pur3rUecKoil Harpy3ku U MPOSIBICHUEM M TSKECThIO (DeHOTUMNA y 3A0pOBbIX Hocutenein Mytaimu AKITK.

o HeoOxonuMo yctaHoBUTH 3¢ dekTuBHOCTh MpuMmeHeHus MK/ mocie ycnemiHoil abnsuuu y nmauu-
eHToB ¢ AKIITXK, y koTtopbix HabmogaeTcd reMoguHaMmudecku nepeHocumass KT.

o JIns1 MalMeHTOB C OMBEHTPUKYJISPHOW U JE€BOAOMUHAHTHON apUTMOTEHHON KapAWOMUOIATUEN Tpe-
OYyIOTCSl TaHHBIE O KJIMHUYECKOM WCXONE, MPEAUKTOPaX APUTMUYECKUX COOBITUM M TMOKA3aHUSIX K Jieye-
Huto, BKiAouas tepanuio MK/

10.6. Knanannas 0oJie3Hb cepama

e HenmocratouHo 3HaHUWU UIsI BBISBJICHUS TMALMEHTOB C IMPOJATICOM MWTPAJIbHOTO KJjaraHa, MOABEp-
KEeHHBIX pucKy pa3putus KA n BCC.

10.7. BpoxaeHHblil MOPOK cepana

e HemocraTouHo 3HaHUIT OTHOCHUTEIHLHO abcosoTHoro pucka pas3Butusi KA m BCC y manueHToB ¢
HNBC, xoropble mojydaiu JiedeHue C MCTOJb30BAHUEM COBPEMEHHBIX XMPYPTrUUYECKUX IMOIAXOI0B.

10.8. IlepBuunoe 3;eKTpHYECKOE 3a00JIeBaHKE Cepala

e HeoOxommmbl yoenmuTebHbIE HOKA3aTebCTBA B IMOMIEPKKY MpoduiakTuieckoro npumeHenuss MK/
B JIOTIOJTHEHWE K MEIMKAMEHTO3HOM Tepamuu OeTa-0yioKkaTopaMu M TeHoCTeln(pUIecKoil Tepanueil y ma-
IIMEHTOB C CMHIPOMOM ymIMHeHHOro mHTepBama QT.

e HeoOxommmbl MOMONHUTEIbHBIC HAHHBIC UIST OIPEACICHUSI POJM JEBOCTOPOHHEH CHMITATUYECKOM
nmeHepBanuu cepana 1 MKJI y manmmeHTOB ¢ BBICOKMM PHUCKOM Pa3BUTHUS CHMHIPOMA YIJIWHEHHOIO MHTEp-
Basia QT, KoTOopble HE TMEPEHOCSAT MEAMKAMEHTO3HYIO Teparuio.

o HeoOxomuMbl yaydllleHHbIE MHCTPYMEHTBI JUaTHOCTUKU M CTpaTU(UKAIIUM pUCKa IJIs OSCCUMIITOM-
HBIX MalUMEHTOB ¢ cuHIpoMmoM bpyrama u momo3penuem Ha CPPXK.

e HeobOxomumo nanbpHeiilliee M3ydyeHUE POJM SHIOSMMKAPAMAIbHOTO KapTUPOBaHUs IJIs BBISIBICHUS
JIOKQJIM30BAHHBIX CTPYKTYPHBIX M3MEHEHWI, IMOTeHLUMAIbHO cBsi3aHHBIX ¢ M®XK u 1meneHamnpaBieHHOR
KaTeTepHoOil abisiueit.

e Tpebytorcs goarocpouHbie gaHHbie 00 addekTuBHocT MK]I B cpaBHeHuM ¢ nanueHtamu ¢ KITXKT
rnocjie octaHoBKu cepana 6e3 MKII.

e HepoctaTouHO M3ydyeHa NPWYMHA TOTO, ITOYEMY JKEHIIWHBI HAXOASATCS B TPYIIIE HU3KOTO pHCKa
BCC, cBsI3aHHOTO CO CIIOPTOM.

11. «YT0 nenatb» U «4ero He JAeJaTh» COINIACHO PekomeHmauuam

Pexomennamuu | Knace? |Yposem,"

PexkomeHnamum no npoBeeHNI0 PEAHNMAIIMOHHBIX MEPONPUATHIA W JOCTYNHOCTH K ABTOMATHYECKHM
HApPYXKHbIM JedudpriuisTopam

Pexomennyercst pazmeleHue 1eudpuLISITOPOB UIsl 001ECTBEHHOrO UCITOJIb30BaHUs B MECTaX, 1 B
[I€e CYLIECTBYET BEPOSTHOCTb BOSHMKHOBEHUS CJIy4aeB OCTAHOBKM CEPILIAC

[Ipy BHEOOJBHUYHOI OCTAaHOBKE cepila pekomeHayeTcsi HememieHHass CJIP mocropoHHuMU 1 B
JIMIAMA

PexomeHnnyetcst cnocoOCTBOBAaTH 0OYUEHUIO HACEIEHMSI OCHOBAM IPOBEIeHNSI peaHUMallMOHHBIX 1 B

MEpONPUATUI, YTOOBl YBEJIUUUTH CKOpocThb mpoBeneHusi CJIP u ucnonb3oBanus ABJ ciy-
YaWHBIMU TIPOXOKUMU

Pekomennamuu no T€HETHYECKOMY TECTUPOBAHUIO

['eHeTMUecKoe TeCTUPOBaHUE PEKOMEHIYETCSI, KOT/Ia Y KMBOTO MJIM YMEPILIETo TMalMeHTa Juar- 1 B
HOCTUpYETCSl 3a00JieBaHUE C BEPOSITHON TEHETUYECKOM MpPeapacrosoXeHHOCTbIO U PUCKOM
pasButust KA u BCC

[1pu mepBOM BBISIBACHUHU TPEIIONaraéMoil pa3HOBUIHOCTU MAaTOreHa PeKOMEH/IYeTCsl TPOBECTU 1 C
OLICHKY €ro MaTOreHHOCTH C MCITOJIb30BAaHUEM MEXIyHapOJHO TPU3HAHHOW CHCTEMBbI

Ecnmu y XMBOro WiM yMepIlero maiueHTa ¢ 3a0ojieBaHUEM, KOTOPOE HECeT PMCK pa3BUTHUS 1 C
KA un BCC, BbisgBIcHa pasHOBUAHOCTH IV wim V Kiacca, peKOMEHIYeTCsl IeHeTUYeCcKoe
TECTUPOBAHME POACTBEHHUKOB MEPBOI JIMHUKM C CUMIITOMAaMM, a TaKKe OOJIUTaTHBIX HOCUTEIeH

PexoMeHmyeTcs1, 4TOObl T€HETUYECKOE TECTUPOBAHME M KOHCYJIbTUPOBAHWE IO TMOBOMY €ro 1 C
MOTEHLIMATBHBIX TOCJIEACTBII MMPOBOAMIIA MEKIUCIUIIMHAPHAS KOMaHa Bpadeii 9KCIIePTHOTO
YPOBHSI
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Pexomennyercs, 4ToObl pasHoBuaHOcTM III Kkiacca (HeompenesleHHON 3HAUYUMOCTU) U
pasHoBugHOCTH IV Kilacca OlleHMBAIMCH Ha TIPEIMET pas3lesieHus] 10 CeMelCTBaM, TIe 3TO
BO3MOXHO, U TIEPUOANYECKY [T€PECMaTPUBAINCh

He pekomeHmyercsi MpoOBOAUTH TEHETUYECKOE TECTUPOBAHMWE Yy HYJEBBIX IMAllMEHTOB C
HEIOCTaTOYHBIMU MPU3HAKAMU T€HETUYECKHU 00YCIOBIEHHOTO 3a00J1eBaHNUSs

PekomeHmanuu mo 00C/Ie0BAHHI0 MANMEHTOB C BIEPBbIE 32I0KyMEHTHPOBAHHOW 2KA

V nmaumMeHTOB ¢ HelaBHO 3apeructpupoBaHHO KA (wactbie KB, HempomomkutenbHast KT,
ycroitunBasi MoHoMopdHass KT) B kKauecTBe OLEHKM TEpBOM JMHUM pekoMeHayetcs DKI
B 12 oTBemeHWsX, MO BO3MOXHOCTM — pETMCTpalusl XemxynoukoBoit aputmuu Ha ODKI B
12 oTBeaeHusx, 3xoKI

PekomeHnanum mo oneHKe COCTOSIHUS NMANMEHTOB, mepeHecumx BOC

OO6cnenoBaHue ManueHTa, rnepeHecirero BOC 6e3 oueBUIHON 3KCTpaKapAMalbHON MPUYMHBIL,
PEKOMEHIYETCS TPOBOIUTD MO/ HAOIIOACHUEM MEXAMCLUUIIMHAPHON KOMaHIIbl Bpaueit

KopoHnaporpadus nokazaHa 3JeKTpUYECKM HecTaOMAbHbIM ManueHTaM mnocie BOC ¢ momo-
3peHreM Ha TIPOIIOJIKAIOIIYIOCS UIIEMUI0 MUOKapIa

YV nanuenTon, nepeHeciiux BOC, Ha mepBUYHOM OOC/IEIOBAaHUU PEKOMEHYeTCsl coOUpaTh
00pa3ibl KPOBU IJIST TTOTCHIIMAIBHOTO TOKCUKOJOTUYECKOTO U TEHETUYECKOTO TeCTUPOBAHUST

Bcem marmuenTam, nepeneciium BOC, pekoMeHmyeTcs U3BJIeKaTh 3aUCU ¢ UMIUIAHTUPYEeMBIX
B CepAlle MEKTPOHHbBIX YCTPOUCTB U HOCUMBIX MOHUTOPOB

V manumenrtoB, nepeHeciinx BOC, pekomeHmytotcst moBropHbie DKIT B 12 oTBeaeHUsIX mpu
crabuwibHOM putMe (Brtouass DKI' ¢ BBICOKMM MPEKOpAUATbHBIM OTBEICHUEM), a TAKXKE He-
TPEPHIBHBIE MOHUTOPUHT CepIlia

Oxokapauorpadusi peKOMEHIyeTCs Il OLEHKU CTPYKTYPHl M (YHKIMU cepiia y Bcex Ta-
LIMEeHTOB, TiepeHecix BOC

Koponapnas Busyanusanust 1 MPT cepaiia ¢ mo3nHUM yCHIeHUEM TaI0JIMHUEM PEKOMEHIYIOTCS
JJIST OLIEHKM CTPYKTYpbl M (YHKLMHU cepilla y Bcex MauueHToB, nepeHeciunx BOC 6e3
OYEBUTHOU TTEPBOTIPUINHEI

[MammenTam, nepereciium BOC 6e3 oueBUIHOM MTEPBOMPUINHEI, PEKOMEHIYETCST CeJIaTh TeCT
Ha GJIOKATOPhI HATPUEBBIX KAHAIOB M IIPOBECTU TECTUPOBaHUE (DU3MUECKOI paOOTOCIIOCOOHOCTH

Pexomenmanuu 1o oneHke xkepts BCC

PaccnenoBanue ciyyaeB HeoxunaHHoi BC, ocobeHHO B ciy4yae Mofo3peHns Ha HacaeICTBEHHOE
3a005ieBaHKeE, TOJKHO CTaTh MPUOPUTETOM OOILIECTBEHHOTO 3APAaBOOXPAHEHUS

B cnyuasx BC pekomeHmyeTcss cooparh MOApOOHOE OMuUcaHWe OOCTOSITENbCTB CMEPTH, MpEd-
LIECTBYIOIMX CUMITOMOB, CEMEHHOTO aHaMHe3a M TMPOCMOTPETh MPEAbIIYIINE METUIIMHCKIE
KapThl

Bo Bcex ciyyasix HeoxunanHoi BC u Bcerna y inu Mmosioxe 50 JieT peKOMEHAyeTcst KOMIUIEKCHasI
ayTorncust

B cayyasix BCC pekomeHIyeTcsl COXpaHUTh OOpaslibl, purogaHbie miast BeiaeneHus JAHK, u
MPOKOHCYJIBTUPOBATLCS ¢ KapAMOJIOTOM TP MOJO3PEHUN Ha HACJIEACTBEHHYIO MPUYUHY WIK
TpY HEOOBSICHUMON MPUINHE CMEPTH

Tokcukoyiornueckrue o0cjenoBaHus peKOMeHayoTcs B ciiydassix BC ¢ HeompeneneHHON Tpu-
YUHOU

IMpu BCC, xorma mpuunHa M3BECTHA WU €CTh MOA03PEHNE Ha HACIEeNCTBEHHOCTb, PEKOMEH-
IIyeTCsl TeHETUUECKOE TeCTUPOBAHUE VISl BbISIBJICHUS PUUMHBL

IMocie CBAC pekoMmeHIyeTCsl IMOCMEPTHOE I'€HEeTUYeCKOe TeCTMPOBaHME, HalpaBIeHHOE Ha
MepBUYHOE 3JIEKTpUYecKoe 3aboJieBaHMWE cepjla, eciau ymepinuii moson (< 50 yet) w/wim
00CTOSTENIbCTBA M/WIN CeMeiiHasl MCTOPHS TOATBEPXKIAIOT MEPBUUHOE 3JIEKTPUYECKOe 3a00-
JieBaHUE CepLa

Pexomennyercss HanmpaBUTh POACTBEHHUKOB MEPBOI JTMHMM I 00CIeIOBaHUSI cepalla B Crie-
MATM3UPOBAHHYIO KJIMHUKY, KOT/Ia TI0 ayTOIICKY TUAarHOCTUPYETCST BO3MOXKHOE HACIeICTBEHHO®
3a0oJsieBaHuE cepala

PexomenmyeTcst HarpaBUTh PONCTBEHHUKOB TIEPBOW JIMHUM UISI OOCIIEIOBAHUSI CepAlla B CIie-
LMaJIU3UPOBaHHYIO KJIMHUKY, B ciaydasx BC 6e3 mpoBeaeHMsT ayTONCUM, KOTIa MOI03peBaeTCs
HacJIeICTBEHHOE 3a00J1eBaHue cepaLa

Pexomennanuu no oociienoBannio poacTeHHnkoB ymepmmx or CBAC nanuenTos

TTocne CBAC He peKoMeHIyeTcsl MOCMEPTHOE IeHETMYEeCKOe TEeCTMpOoBaHue 0e3 TMIloTe3 C
WCITIOJIb30BAaHNEM CEKBEHUPOBAHMS 3K30Ma MJIU TEHOMA.
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PekoMenyeTcst mpoBecTH OLeHKY aHamHe3a ceMbu ymepiuux oT CBAC naiueHToB:

e JUISI POICTBEHHUKOB TIEPBOI JIMHUK

o [UIsI POACTBEHHMKOB, KOTOPbIE JOJDKHBI ObITh HOCUTEISIMU MYyTallii, OCHOBAHHOM Ha aHAJIM3e
CEeMEITHOrO aHaMHe3a

e JUISI POICTBEHHUKOB C MOJ03PUTCIIBHBIMU CUMITTOMAMU

e KOIJa BO3pAacT yMEpIIEero cocrapiser MeHee 50 JieT WM eCiu MMEIOTCSI Apyrue KOCBEHHbBIE

NaHHbIE WM CEMEWHBII aHaMHe3, YKa3bIBaIOIIMil Ha HacleayeMoe 3abosieBaHKe

B onenky anamtuesa cembu ymepiux o CBAC nalueHTOB peKOMEHIyeTCsl BKJIIOYaTh reHe-
TUYEeCKOe TeCTUPOBaHME, KOTAa TIPU TTIOCMEPTHOM T€HEeTUYECKOM TECTUPOBAHUY Y YMEPIIIETO OT
CBAC mnanueHTa oOHapyKnuBaeTCsl MaToreHHasi MyTalus

Pexomenayercst vcxomHas olleHKa aHamHe3a ceMbu ymepinux oT CBAC maiimeHTOB, BKIIIO-
yaouasi coop Mcropum 00Jie3HU U TpoBeaeHue (usnueckoro oodcaenoBanusi, DKI' co craH-
IApTHBIM M BBICOKMM IIPEKOPAMATbHBIM OTBEICHMEM, 3XOKapAuorpauio M TEeCTUPOBaHUE
(husuyeckoii paboTOCIOCOOHOCTH

B cembsax ymepuinx or CBAC nauueHTOB 0€3 MOCTAaHOBKM JIMarHo3a Iocjie KIMHUYEeCKOU
OLICHKM JETSIM YMEPIIMX PEKOMEHIYETCS IOC/eayoliee HaOMOAeHUEe OO0 MOCTVKCHUS WMU
COBEPILUCHHOJIETUS

B cempsix ymepmmx or CBAC manueHTOB 0€3 IMOCTAaHOBKM IMArHo3a I0cjie KIMHUYEeCKOU
OLIEHKU HE PEKOMEHIyeTcsl HaOMoAeHre 3a 6ECCUMITOMHBIMU B3POCIBIMU, KOTOPBIX MOXHO
BBITTACATh C PEKOMEHOAINEel BEPHYThCS, €CIM Yy HUX TOSIBITCS CUMITTOMBI WJIM W3MEHMTCS
CEMEIHBII aHaMHe3

PexkoMeHnanum no Je4eHnI0 00PATUMBIX COCTOSTHUI

[Tpu nono3peHun Ha 2KA, BbI3BAaHHYIO JIEKAPCTBEHHBIMU CPEICTBAMM, PEKOMEHAYETCSI OTMEHUTh
BBI3BIBAIOLIME AJUIEPTMUECKYIO PEaKIIMIO BElleCTBa

IMTammentam ¢ 2KA pekomeHayeTcsi oOciemoBaHME Ha HajJIuuyue OOpaTUMBIX COCTOSTHUI
(HammpuMep, JIEKTPOJIUTHBIN nucbaiaHc, UIIEMUS, TUTTOKCeMUs, TUXopaaka)!

PekoMeHAAIMHA 10 HEOTIOKHOMY JIEYEHHI0 YCTOWYMBOI JKeTyT0YKOBOW TAXMKAPIMA U JJIEKTPUYECKOr0 MTOPMA

KapauoBepcust TOCTOSTHHBIM TOKOM PEKOMEHIYeTCsI B KQuecTBe JIeUeHUsI TTePBOi JIMHUY Tallv-
€HTaM C TeMOAMHAMMUYECKU HEeMepEeHOCUMON YCTOMUMBOM MOHOMOpdHOI KT

KapauoBepcust TOCTOSTHHBIM TOKOM PEKOMEHIYETCSl B KAUeCTBE JIeYeHUsT IIEPBOM JIMHUM AL~
€HTaM C TIepPeHOCUMOil ycToitunBoii MoHOMopdHO# KT mpu ycaoBUU, YTO PUCK aHECTE3MH,/
cealy HeBeJMK

Y nanumeHToB ¢ TeMouHaMU4YeckKu riepeHocumoii unnomnatudeckoii KT pekoMeHayeTcs ieueHue
BHYTpUBEHHbIM OeTa-610KatopoM (KT uz BOITXK) unu BepanamuioMm (dacuukyisipHas 2KT)

HpI/I TaxXuKapJauu ¢ IIMPOKUMMU QRS—KOMHJ’ICKC&MI/I HEW3BECTHOW ATUOJIOTUN HE PEKOMEHIYETCA
BHYTPUBECHHOC BBE€ICHHEC BEpariaMujia

ITammenTtam ¢ QJICKTPUYCCKUM LITOPMOM DPEKOMEHAYETCA JICTKad WM YMEPCHHasd CCaaTHBHasA
Tepanudg i 00JIETYeHUST TICUXOJIOTUYECKOTO CTpecCa U CHMKCHUA CUMIIATUYCCKOTO TOHYCa

IMaunentam ¢ CIIC u 34eKTPpUYECKMM INTOPMOM TIIPM OTCYTCTBUM ITPOTUBOITOKA3aHUIA
PEKOMEHIYETCSl aHTMapUTMUYecKasi Tepanusi 6eTa-61oKkatopamMu (MPearnoYTUTETbHO HeceleK-
TUBHBIMU) B KOMOWHAIIMY C BHYTPUBEHHBIM BBEJICHUEM aMHUOIapoOHa

BHyTpuBeHHOE BBeleHUE MarHusl ¢ A00ABJICHUEM Kalus pekomeHayeTcs naiueHtam ¢ JBXKT
10 TUILY «ITUPYIT»

[laumreHTam ¢ MpUOOPETEHHBIM CUHAPOMOM YIJIMHEeHHOro uHtepBaia QT u peluauBupyrolei
JABXT mno Tuny «mupyaT», HECMOTPsI Ha KOPPEKIHUIO MPOBOLIMPYIOLIUX COCTOSIHUN M MarHus,
s yBennueHus: YCC peKOMEHIYIOTCS M30TIPOTEPEHON WM TPAHCBEHO3HAs JIEKTPOKAPINO-
CTUMYJISILIUST

KaretepHasi abisiiiisi peKOMEHAyeTCsl MalMeHTaM ¢ Hempekpaiuaroieiics KT wiu amekTpu-
YecKUM 1TopMoM u3-3a HXKT, a Takke He OTBEUAIOLIMM Ha TEPAIUIO IIPOTUBOAPUTMUYECKUMU
npernaparamMmu

Pekomennamun no MeAMKAMEHTO3HOMY JICYCHHUI0 CepIeYHOi HeI0CTATOYHOCTH

Bcem manmeHTaM ¢ cepaeuHOM HEAOCTATOYHOCTBIO CO CHIXKeHHOM DB mokazaHo ontuManibHOe
MeJIMKaMeHTO3Hoe JjieueHue, Bkodaiomee MAII®/BPA/APHU, AMKP, Gera-Giokatopbl u
nHTH6UTOpSHI SGLT2

Pexkomennamun no ummianranuu UK/ (o0mue acnexTsr)

MmnanTtanys KapI[I/IOBepTepa—He(1)I/I6pI/UU[HTOpa ITOKa3aHa TOJIbKO TEM IMalueHTaM, Y KOTOPbIX
OXMOACTCS XOpoluasa BKMBACMOCTb >1 rona

He pexomennyetcst umruiantupoBatb MKJI manmenTam ¢ Hempekpainaromumucsa KA 10 Tex
nop, noka KA He OylyT KOHTPOJUPOBATHCS

62




Pekomennanun nmo BropuyHoii npodmaakruke BCC

Wmmutanranms MKJL pekoMeHayeTcst mameHTaM ¢ gJokymMeHTupoBaHHoit MK niau remonnHa-
MuYecku HernepeHocumoi KT mpu OTCYTCTBUM 00OpaTUMBIX TTPUYMH

Pekomennamuu no nooasaennmio CPT k UK,

Ipu Haarumy nokasaHuii K ummiantauuu MKJI peKoOMeHIyeTcst OLIEHUTh, MOXET JIA MALlUEHTY
ObITh TTONTIe3Ha CPT-/1

PekomeHnanuu no onTUMH3ANMA nporpaMmmMHupoOBaHuA ycmOﬂCTB

Onrumu3zanus nporpammupoBanus MK/I mokazaHa Bo n30dexkaHne HETTOIXOMSIIINX U HEHYKHBIX
METOJIOB JICYCHHUSI U CHUXKEHUSI CMEPTHOCTU

V manumeHToB ¢ ofnHO- wiM aByxkamepHoit MK/I 6e3 mokazaHuii K 3JIeKTPOKAPIUOCTUMYJISIIIANA
npy OpaguKapauu PEKOMEHIYETCsl CBECTM K MUHUMYMY SJEKTPOKAPAMOCTUMYJISILIUIO XKETy-
TIOYKOB

IMoka3zaHO MporpaMMUpOBaHWE HACTPOEK UIMTEJIBHOCTH OOHApyXXeHUsl (KPUTePUU [UTMTEb-
HocTH He MeHee 6—12 ¢ win 30 uHTEpBaIoOB)

IMamuentam ¢ MKJI nipu nepBuYHOI NMpoduiakTUKe peKOMEHIYETCsI TTpOrpaMMUpOBaTh orpa-
HUYEHUEe 30HBI caMoil MemeHHo# Taxukapanu ¢ YCC >188 ymapoB B MUHYTY

VY naumenroB ¢ CIIC pekomMeHayeTcsl mporpaMMUpoBaHue 1o KpaiiHeit Mmepe ogHoit ATC-Tepa-
MU BO BCEX 30HAX TaXMAPUTMUI

Pexomennyetcst mporpammupoBaTh aaroputmbl mist paznudeHust HXKT u KT npu taxukapausx
¢ YUCC no 230 ymapoB B MUHYTY

PGKOMGH)IYGTCH AKTUBUPOBATH OINOBCIICHUA O HAPYLICHUAX B pa60Te QJIEKTPOOOB

PeKOMeHZ[yeTCH OCYHLIECTBJIATH JNUCTAHLMOHHBI MOHUTOPUHT U151 CHUXKEHUST YACTOThl BO3HUK-
HOBEHUSI HEOOOCHOBAHHBIX Cpa6aTI)IBaHI/II71

IIpexne yem ycraHaBnuBaTh ATC B pexume «Ramp», pekomeHayercs yctaHoBUTh ATC B
pexume «Burst»

Jns moakoxHoro MKJI pekomeHayeTcsi KOH(MUrypauusi AByX 30H pacro3HaBaHUSI ¢ aKTUBU-
3alMeil aJropuT™Ma IUCKPUMMHALIMM PUTMOB B HIDKHEH YCIIOBHOM LIOKOBOM 30HE

PekomMeHIaIiK M0 COMYyTCTBYIONIEMY JIeYeHHIO BO M30eKaHne HecooTBeTcTBYIOMmEei Tepannn MKJT

Karetepnast abnsiumst pekomenayercs nauveHtam ¢ MKJ ¢ peuunusupyromieit HXKT, npuso-
JSIei K HecooTBeTcTBYoLIEeH Tepanuu MK/

dapMakoJIornuecKoe JeYeHHe WM KaTeTepHasi abyslius PeKOMEHAYETCsl MallMeHTaM C He-
cootBercTBytonieii tepanueit MK/, cesazanHoii ¢ ®I1, HecMOTpsi Ha ONTUMAaIbHOE MPOTrpaM-
mupoBaHue UKL

PekomeHnanum no ncuxoconuaabHoMy Beaenuro nocie nvmiantamua UK/

IMauunentam ¢ MKJI pekomeHayeTcsl olieHKa MCUXOJOTMYECKOro craryca u JIeYeHUe AUcTpecca

PexomenmyeTcst oOleHMe MeXIy MAIllMeHTOM M BpavyoM/MEIUIIMHCKUM PaOOTHUKOM [T
peweHus mpobieMm, cBaszaHHbIX ¢ UMKJI, u o0cyXmeHHs BOMpPOCOB KauyecTBa XM3HU 10
umrutantauuu MK/ 1 Bo BpeMmsi rporpeccupoBaHust 3a00J1eBaHUS

PekomeHnnanum no npouIaKTHKE OCJIOKHEHHIH, CBA3aHHBIX ¢ ummianTamuein MK]L

IMauuenTam 6e3 TEKyLIUX WIA OXUAAEMBIX IMOKA3aHUI K MPEACepAHON WU aTPUOBEHTPU-
KYJISIDHOM MOCJIEA0BATENIbHOM 2I€KTPOKAPIUOCTUMYJISILIMU U3-32 MEHBLIETO PUCKA OCIOXKHEHUH,
CBSI3aHHBIX C YCTPOWCTBOM, B KaueCTBE MEPBUYHOU MPOMUIAKTUKY PEKOMEHIYETCS OJHOKa-
MEpHBIii, a He aByxkamepHbiii MKJI

PexomMennanyuu no ycTpaHeHHIO MPo0OJieM, CBSI3AHHBIX C OKOHYAHMEM cpoka ciryxkob1 MK]T

O6cyskIeHre ¢ MAIMEHTOM 1 €ro ceMbeil BapraHToB neaktuBaiu MKJ v coBMecTHOE MPUHSI-
THE PELIeHMs TOKA3aHO [0 MMILIAHTAIMK U B CJIyyae 3HAYMTEJIbHOTO YXYALIEHUS] COCTOSTHUSI
3IM0POBBSI

Pexomennamuu no Jevennio KA npu OKC u cnasme cocynos

BHyTpuBeHHOE BBeneHUe OeTa-0J0KAaTOPOB MOKa3aHO maiueHTam ¢ peruauBom TT2KT/DXK
Bo BpeMss MMnST npu oTCyTCTBUM TTPOTUBOIIOKA3aHUI

ITpodunaktuueckoe aeyeHue IMAIl (kpome GeTa-610KkaTopoB) He pekomeHayetcs pu OKC

Pexomennamuu no crpatudmkanmum pucka u jJedennio KA Ha panaux cramusx mocie UM

Bcem mammenTam ¢ octpeim MM pekoMeHayeTcst paHHssl (10 BbImcku) orieHka OBJI2K

VYV mammentoB ¢ ®BJIK < 40 % 1o BBIIUCKM peKOMEHIyeTcs MmoBTopHas olleHka DBJI2K
yepe3 6—12 Henmenb nociae MM st olieHKM HeoOxommmocty umiuianTauuu MKJI B kauecTBe
MEePBUYHON MPOPUIAKTUKHA
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Pexomennamun no crtpatudukanun pucka, npodpunakruke BCC u aevyenuio 2KA npun xponnyeckoii UBC

i
@
@
@

[ManuenTam ¢ oomMopokom u mipenectsyommmM MMnST I1DC nokasaHa, Koraa mocjie HeMH-
Ba3MBHOIO 00CJIeI0BaHUSI OOMOPOK OCTaeTCsl HEOOBSICHUMbBIM

Tepanus MKJI pekomenayercst nammeHTam ¢ MbC, cumnromaTuyeckoii cepieuHoit HepocTa-
touHocthio (kimace II—III mo NYHA) u ®BJIXK < 35 % paxe uepe3 3 u Gojee mecsiia
ONTUMAJIbHOIO MEIMKAMEHTO3HOIO JIEUCHUsI

IMTammmentam ¢ UBC He pekomeHayercst npoduiakruyeckoe JieueHue apyrumu [TAIT, kpome
OeTa-610KaTOPOB

WMmnnanranua MK/ pekomeHayeTcs: malureHTaM 0e3 MpOoIoJIKaoIIeicsl UllleMUr ¢ JOKYMEH-
tupoBaHHoit @K unu remoguHamuyecku HenepeHocuMmoii KT, mposiBisionieiics mo3xe yem
yepes 48 4 mociae UM

V naumenTtoB ¢ MBC u penmauBupymollieil, CAHMOTOMAaTUYECKO YCTOMUMBO MOHOMOP(HOMI
KT wmm npu cpabarsiBanuu MKJ npu ycroituuboit MoHomopgHoit KT, HecMoTpss Ha
XPOHUYECKYIO TepaIiio aMUOIapOHOM, PEKOMEHIyeTCsl KaTeTepHasi abJIsiiiisi BMECTO YCUICHUS
tepanuu [TATI

Pexomennpanuu no npodpunaktuke BCC y nauueHTOB ¢ KOPOHAPHBIMU aHOMAaJIUSIMU

B pononHeHue K KapAuOIyJbMOHAJbHOMY HAarpy304HOMY TECTUPOBAHMIO Y TMAIIMEHTOB C
AHOMAJIBHBIM AOPTAJIbHBIM IPOMCXOXIEHUEM KOPOHAPDHOM apTepuu C MeXapTepUalbHbIM
TEYEHUEM Ul TOATBEPXKACHUS WJIM HUCKIIOYEHUS MLIEMUA MMUOKApAa pPEKOMEHIYeTCs
KapauoJjornyeckas Busyaiusauus ¢ GU3nyeckoil Harpy3Kom

B nonosHeHWe K KapauMOMyJIbMOHAJIBHOMY HArpy304HOMY TECTUPOBAHUIO IOC]E OMepaluu y
MalMEeHTOB C AHOMAJIbHBIM A0PTAJIbHBIM MPOUCXOXICHNEM KOPOHAPHOI apTepuu C MpepbiBa-
HHMEM CepIeYHOU NesITeTbHOCTA B aHaMHe3¢ PeKOMEH/IYeTCsT KapIuoJIornieckasi BU3yaan3aius
¢ u3MUecKoit Harpy3Koit

[TanreHTam ¢ aHOMaJIbHBIM A0PTAJIBHBIM POUCXOKIEHUEM KOPOHAPHOI apTepUU ¢ OCTAHOBKOU
cepaia, OOMOPOKOM, TIPEAIOJIOKUTEIEHO BBI3BAHHBIM JKEJTYTOYKOBBIMU apUTMUSIMU  WJIN
CTeHOKapauel, KOTia UCKIIOUEHbI IpyTre MPUYMHBI, PEKOMEHIYEeTCsS] XUPypruueckoe BMela-
TEJICTBO

PekomeHnamun no BeIeHUI0 ManueHToB ¢ uanonarnieckuvu KD /KT

[MokasaHa peryisipHasi olieHKa (DYyHKIUHU XKeJIyIOUYKOB y MAlMEeHTOB ¢ Harpyskoi 2KD > 10 %
1 HOPMAaJIbHOM (DYHKIIMEH XeJTyI0uKOB

KatetepHast aGismusi B KauecTBe JICYEHUS TMePBOI JTMHUM PEKOMEHIYeTCsI TP CUMITTOMATH-
yeckoit unnonarnueckoit KT/2KD n3 BOITXK wim neBbIX My4KoB®

Bera-61oxaTopsl WM HEIUTUAPONMPUIUHOBBIE OIOKATOPHI KATbIIMEBBIX KAHAJIOB TOKA3aHBI
nanyeHTaMm ¢ cumrnromamu uanonatudeckoi KT/2XKD, He otHocselicss k BOITXK unu neBsiM
my4yKam

KaretepHast abmnsiiyst He peKOMEHIyeTCs IeTSIM B BO3pacTe 10 5 JieT win BecoM MeHee 10 kT, 3a
KCKJTIOYEHNEM CITydaeB, KOTAa MpPeIblaylias MeaMKaMEeHTO3Has Teparus He Jaja pe3yJbTaToB
uu koraa KT He MepeHOCUTCsS] TeMOIUHAMUYECKN

AMUOMApoH B Ka4ecTBE Teparuy MepBOU JTUHUM He PEeKOMEHIyeTcs TallMeHTaM C WIUOTATh-
yeckumu KT/2KD

Bepamamur He pekoMeHIyeTcsl MPUMEHSTh AeTsIM B Bo3pacte o 1 roma ¢ K3/XKT, ocobeHHO
€CJIM Y HUX €CTh NMPU3HAKKU CEePACUHOM HEIOCTATOYHOCTU WJIM OJHOBPEMEHHOE TPUMEHCHUE
npyrux [TATT

PekoMeHaaIMy M0 BeeHUIO MAIUEHTOB ¢ MPeKIeBPeMEHHOI KapAnoMuonaTuei, BbisBannoi K9,
WA ¢ 000CTPeHHeM KapanOMHONATHI

TTaunenrtam c KapAMOMMOIIATUEN, MPEANOJIOXUTEIbHO BbI3BAHHOW YaCTBIMU U MPEUMYILECT- C

BEeHHO MOHOMOpPGhHBIMU KD, peKOMeHIyeTCsl KaTeTepHash absiust

Pexomennamuu mo crpatudukamun pucka, npopuiakruke BCC u nevennio 2KA npu IMIaTANMOHHON KapAHOMHONATHH,/
TMIIOKUHETHYECKOW HEeAWIATAMOHHON KAapIMOMHONIATHH

TI'eHeTuyeckoe TecTUpoBaHUEe (BKIIIOUalollee, o KpaitHeit Mmepe, reusl LMNA, PLN, RBM20 u
FLNC) pekomennyercs mamueHtam ¢ JJKMIT/THAKMII u 3agep:kkoit aTpuOBEHTPUKYISIPHOMU
MpoBOAMMOCTH B Bo3pacTe < 50 jieT win uMerlum B cemeiiHom aHamHese JJKMIT/THAKMIT
wim BCC y poactBeHHuUKa 1epBoit 1MHUU (B Bo3pacte < 50 jier)

VYyacTue B yrpaKHEeHMIX BBICOKOI MHTEHCUBHOCTH, BKJTIOUAsi COPEBHOBATEIbHBIE BUIBI CIIOPTA, ©
He pekomennyetcs auiam ¢ JKMIT/THAKMII u myrarueit rena LMNA

WMmnnanranusa MK pekomenayetcst nauveHtam ¢ JIKMIT/THIAKMII, koTopblie nepexkuBaioT
BOC wu3z-za XKT/®XK wim UCHBITHIBAIOT TeMOIMHAMUYECKU HETIEPEHOCUMYIO YCTOWIUBYIO
MoHomopdHyo KT
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Poncreennuky nepBoit munuu nanuenta ¢ JKMIT/THAKMIT pekomenmyercst caenats DKI u

3XOKapIuOrpaMMy, €CIIN:

e manueHT muaaiie 50 JeT Wik y Hero eCcTh KIMHUYeCKHe MPU3HAKK, YKa3bIBalolIe Ha HACIed -
CTBEHHYIO MMPUYNHY, WA

o umeetcst ceMelinbiil aHamHe3 JJKMIT/THAKMIT vnu npexneBpeMeHHol HeoxuaanHoit BC

Pexkomennamun no auarHoctuke, crpatudukanu pucka, npodunakruke BCC u neuennio KA
NPH APUTMOTEHHOW KAPAMOMHONATHH TPABOTO JKEJNYI0YKA

IMauuenTam ¢ nomo3peHueM Ha AKITXK pekomenayercst mposeaeuue MPT cepana

[Mauuentam c¢ momo3peHueM Ha AKITXK wnm nuarHoctupoBanHHoit AKIITZK pekomeHayeTcs
TEeHETUYECKOE KOHCYJIbTUPOBAHUE U TECTUPOBAHUE

[ManuenTam ¢ mmarHoctupoBaHHoit AKIIXK pexkomeHmyeTcss m3b6eratb BbICOKOMHTEHCUBHBIX
(busnmyeckux ynpaxHeHui

Wmmnanramus MK pekomenayercst nauneHtam ¢ AKITXK ¢ reMoguHaMuyecku HerepeHoCu-
Mot KT mmm @K

Mammmentam ¢ AKITXK u Hecroiikumu mimm 3arsokHbIMU KA pekoMeHmyeTcst Tepamust GeTta-
OJ10KaTOpaMu

PoncrBennukam nepBoit imaun nauueHta ¢ AKITK pekomenayercst nposeaeHue DKI u sxo-
Kkapauorpadumn

Pekomennanum no crpatudukanun pucka, npoduiakruke BCC u neuennio 2KA npu runeprpoguyeckoii KapaIuoOMAOTATHR

MPT cepaiia ¢ mo3gHUM TagOIMHUEBBIM ycuIeHeM pekoMeHayercs mamuentam ¢ [KMIT mrs
JIMATHOCTUYECKOro 00CIeI0BaHUs

IMauuentam ¢ TKMIT PEKOMEHAYETCA TCHETUYCCKOEC KOHCYJIBTUPOBAHUEC U TECTUPOBAHUC

Pexomennyetcst oueHuBath S-aetHuii puck BCC nipu nepBoM 00CIeI0BaHUM U C UHTEPBAJIOM
B 1—3 roma mau mpu U3MEHEHUN KJIMHUYECKOTO cTaTyca

Wmmnanranus UK/ pekomennyetcs nanuentam ¢ [KMII ¢ remonnuaMmuecku HerepeHOCUMOT
KT nmu @K

PoncrBenHukam nepBoit iuHuu nauveHtra ¢ [KMIT pekomenayetcst mpoBeaenue DKI' u sxo-
KaparorpamMMbl

Pexomennamuu no crparudmkanum pucka, npopmiaktnke BCC u geyennio 2KA npy HepBHO-MBIIIEYHBIX 32001€BAHHIX

[ManmenTam ¢ MBIIIEYHBIMU AUCTPOPUSIMU peKOMeHmyeTcs exxeroqHoe Habmonenue ¢ DKI mo
KpaiiHeil mepe B 12 oTBeaeHUsX, JaXe B CKPbITOM (hase 3a0osieBaHuUs

PekoMmeHmyeTcsi, 4TOOBI MAlMEHTHl ¢ HEPBHO-MBILICUYHBIMU 3a00JIEBAHUSIMU, Y KOTOPBIX €CThb
JKEJyTOYKOBBIE apUTMUM WJIU KeJTYITOYKOBast TUCOYHKIIUS, JICUWINCh OT apUTMHUU TaKUM 3Ke
00pa3oM, KaK M MalMeHThl 0e3 HEPBHO-MBIIIEUHBIX 3a00JIeBaHIIA

HMHBa3uBHOE 371eKTpoU3M0I0rnyeckoe odcaenoBaHue PeKOMEHIYETCsl MallMeHTaM ¢ MHUOTO-
HUYECKOW AUCTpodUell U yYalleHHbIM cepaueOneHneM MM 0OMOPOKOM, YKa3blBaIOLIMMU Ha
KA, KT wmm nepexxuBanue OC

Wmmnanramms MK pekomeHIyeTcst malMeHTaM ¢ MUOTOHUYECKOM TUCTPpO(UEe U yCTONIMBOI
moHoMopdHoit KT unu npepBaHHo onepauueit, BeizBaHHOM KT ¢ LMpKyasiiyeit BO30yKaeHust
1o HOXXKaM Trydyka ['mca

Y nmanmeHToB ¢ MUOTOHUYECKOU TUCTpodueil He peKOMEHIYeTCsT TIPOBOIUTH ITOC/IEI0BATELHYIO
2JIeKTPO(PU3UOTOIMUECKYIO OLCHKY aTPUOBEHTPUKY/ISIPHON IIPOBOAUMOCTH U MHAYKLIMU apUT-
MUK 6e3 TIOI03PSHUST Ha apUTMUIO WK Ge3 TIpOrpecCupoBaHusT HapylleHUid mpoBoaumMoct DK

IMamuenTtam ¢ cumnromamu KT ¢ mupkymsiyeit Bo30yXIeHus 1o HOXKaM Tydka ['mca peko-
MEHIyeTCsl KaTeTepHasi abJsiuust

[ManpreHTaM ¢ MMOTOHMYECKOI aucTpodueil, moasepraommnmcs adasamun us-3a KT ¢ mup-
KyJISiLiMed BO3OYKIEHUSI 1O HOXKaM Tydyka ['1rca, peKOMEeHIyeTcsl MMITIaHTalusl KapAMOCTH-
mymsitopa/ K]

Pexomennamuu no npodunakruke BCC u neuennio 2KA npu Mmuokapaure

[Mpu moaTBEepKAEHHOM WM KIIMHUYECKH TTOI03PeBAEMOM OCTPOM MUOKAPIUTE PEKOMEHIYETCS
HanpapJsITh MALUEHTOB C YrpoXKarolUMU XKU3HU 2KA B crieliMau3uPOBAHHBINA LEHTP

[MauueHTamM ¢ reMOIMHAMUYECKU HEMEePEeHOCUMOi ycToitunBoil MoHOMOopdHOoI KT, Bo3HUKaA-
JollIeil B XpOHUUECKOU (ha3ze MMOKapaWTa, peKoMeHayeTcs umrmiantauus MK/

Pekomennanym no crparugmkamuu pucka, npodmiakruke BCC u jgeyennio 2KA npu capkonzose cepana

Wmmutanranms MKJ pekoMmeHayeTcst maleHTaM ¢ CapKoOMIO30M cepara, y Kotopsix DBJIK
<35%

Mmnnanrauus MK pekoMeHayeTcss mauyMeHTaM ¢ capKOWA030M cepila, y KoTtopbix (1) moa-
TBepkaeHa ycroiuuBas KT nnm (2) 6s1a npepBana OC




Pexomennamuu no npodunakruke BCC u jeuennio 2KA npu nopoke KJIanmaHoB cepana

IBC c karerepHoii abisiLMei B pexkMe FOTOBHOCTH PEKOMEHyeTCs MallMeHTaM ¢ 3a001eBaH1EM
ao0pTaJbHOTO KJanaHa M yctoiuuBoii MmoHoMopdHoit KT nnsa BoisaBieHus u yaaneHust KT ¢
LMPKYJISIIUE BO3OYXIEHUS 10 HOXKaM Tyyka ['1ca, 0cOOEHHO ecii 3TO MPOUCXOIUT TMOCTe
BMeELIATEeIbCTBA HA KJlaraHe

[TaumreHTam ¢ MOPOKOM KJIallaHOB cepila U cToiikoit auchynkumeit JIZK mocie xupypruyeckoit
KOppeKUMU (ecii 3TO BO3MOXHO) B KauyecTBE MEPBUYHON MPODUIAKTUKUA PEKOMEHIYETCS
nmrutantanus MK/ B coorBerctBum ¢ pekomenmanusimu o JKMIT/THAKMIT

Pekomennammu no npogunakruke BCC n jgeyennio 2KA npu BpOKIEHHBIX MOPOKAX cepana

V B3pOCIIBIX C BPOKIECHHBIM IIOPOKOM CEP/ILIa ¢ OMBEHTPUKYIISIPHOI (DU3MOTOTUEN U CUCTEMHBIM
JICBBIM KEJIYIOYKOM, TPOSIBIISIIOLIMMCS. CUMIITOMATUYECKOM CEPACYHOI HEI0CTaTOUHOCTHIO
(xnacc II-11I mo NYHA) u ®B < 35 % maxe uepe3 3 u Oosiee MECSLIEB ONTUMAILHON MEIU-
KaMEHTO3HOI Tepanuu, mokaszaHa uMintantaus K]

VY nauuMeHTOB ¢ BPOXICHHBIM ITOPOKOM CEPALA, XapaKTepU3YIOLIMMCs YCTOMuMBHIMU KA,
peKOMEHAyeTCs 00C/ieIoOBaHe Ha HAJTMYME OCTATOYHBIX MM HOBBIX aHATOMUYECKUX aHOMAJTUIA

VY mauueHTOB ¢ BPOXIACHHBIM MOPOKOM cepalia ¢ HernepeHocumoit XKT/mpepBannoit OC u3-3a
®XK nmmnantaums MKJI mokaszaHa mociie MCKITIOUYEHUsT 00paTUMBIX TTPUYMH

[MammmenTam ¢ BoccTaHoBIeHHON TeTpanoil Mauio, y KOTOPhIX HAOIIOHaeTCsl YCTOMYMBast MOHO-
mopdHas KT wnm peumauMBupyolias CUMITOMaTH4YecKasi cooTBeTcTBytomast tepanus MK
npu ycroitunBoit MoHoMopdHoi KT, pekomeHayercst KaTterepHasi aGasiuusi, BbIIIOJIHsIEMasl B
CIIEeIIMATN3UPOBAHHBIX IIEHTPAX

PekomeHIanyun 1o BeJIEHNIO MANMEHTOB ¢ nauonarmdeckoin MK

Pexomenayercst y manmeHToB, BbDKMBIIMX Tocie BOC, nmarHocTMpoBaTh MAMOMATUYECKYIO
@K, npeanoyTMTesTBHO € JOKYMEHTaJbHBIM mnoaTBepxaeHuemM @K, mocie ucKIoueHus
OCHOBHOM CTPYKTYPHOU, KaHaJIbLEBOIMATUYECKOMN, METAOOINUECKON MU TOKCUKOJIOTUUECKON
3TUOJIOTUA

TTpu nononarnueckoit MK pekomenmyercs nmriantauus MK/

PekoMeHAAIMHA 0 BEJEHUI0 MANMEHTOB ¢ CHHAPOMOM YAJIMHEHHOro uHTepBana QT

PexomenmyeTcst nMarHocTHPOBaTh CUHAPOM yIUTMHEHHOTO uHTepBaia QT nubo mpu mokasarene
QTc > 480 mc Ha moBTopHbIX DKI B 12 OTBeaeHUSIX HE3aBUCUMMO OT CHUMIITOMOB, JUOO MpU
MMarHOCTUYECKOM Oajute CMHApoMa ymiuHeHHoro nHTepBaia QT > 3

[ManmenTaM ¢ KIMHUYECKM AMATHOCTMPOBAHHBIM CUHAPOMOM YIUTMHEHHOTO WHTepBata QT
PEKOMEHIYETCsI TEHETUUECKOe TECTUPOBAHUE U KOHCYJIbTUPOBAHUE

PexkoMeHiyeTcst AMarHOCTUPOBATh CUHAPOM YIUIMHEHHOTo MHTepBaia QT npu HajIM4YMM MaTo-
TeHHOI MyTallii, HE3aBUCUMO OT IIPOIOJDKUTEIbHOCTH MHTepBata QT

ITpodunakTuyeckoe TMarHOCTUYECKOE TECTUPOBAHUE C BBEICHUEM alpeHAIMHA HE PEKOMEH/IY-
€TCsl MPU CUHAPOME YATMHEHHOro uHteppaita QT

Tlpu cuaapome ymmmHeHHoro uHTepBaia QT peKoMeHmyeTcs clienyolee:
o M36eraiiTe mpemnapaToB, yaauHsommx narepsan QT'

e M30eraiite HapylIeHUI 3JEKTPOJUTHOTO OajaHca U UCIPABISINTe X

o VcKTI0YnTE TeHOTUI-CIIEHU(DUYHBIE TPUTTEPHI aPUTMUK

TTanmenTtam ¢ cuHIpOMOM ymiMHeHHOro uHTepBaia QT ¢ HOKYMEHTaJbHO MOATBEPKIEHHBIM
yummHeHueM wHTepBaia QT Uit CHUXKEHUST prcKa apUTMUYECKUX COOBITUII PEeKOMEHIYIOTCS
0eTa-6I0KaTOPhI, MPEANOYTUTEILHO HECEICKTUBHBIE (HAIOJIO0 WIIM ITPOIPAHOION)

MexcuieTH nmokasaH nalueHTaM ¢ CUHAPOMOM YIAJIMHEHHOI0 MHTCPBajia QT 3 Tuna

Mmnnanrauuss UK B nornojiHeHUe K OeTa-0jj0KaTOpaM PEeKOMEHIYeTCsl MalueHTaM C CUHII-
pomom ymmmHeHHoro uHTepBaia QT ¢ OC

WMmnnanranua MKJI pekomeHayeTcs manydeHTaM ¢ CUHAPOMOM YyIIMHEHHOTo mHTepBaia QT,
y KOTOPBIX HAOIIOAAIOTCS CUMIITOMbIE BO BpeMsl Mpuema O6eta-0J10KaTopoB U TeHOTUIT-CIIeLH-
uyeckoii Tepanun

JleBocTOpOHHSIST cMTIaTUYeCKast IeHepBallvs cepilia MmoKa3aHa MalueHTaM ¢ CUMIITOMaTuiec-
KMME CUHAPOMOM YyminHeHHoro uHTepBasa QT, korma: (1) tepanus MKII mpoTuBomokasaHa
WIX OTKJIOHEHA; (2) MalMeHT MpUHUMAaeT O6eTa-010KaTopbl U TEHOTUII-CIIeUdUIECcKyI0 Tepa-
muio ¢ UKJI v uchbIThIBaeT MHOXKECTBEHHBIE IIIOKU WJIM 0OMOPOKM Beienctaue KA

ITpu cunapome yinmHeHHOTo MHTepBaia QT He peKOMeHIyeTcsl MHBa3MBHOE BJEKTPODU3N0JI0-
rMYecKoe McciaeaoBaHue.

PekoMeHaanMy MO BeJEHUIO MALNUEHTOB ¢ CHHAPoMOM AnnepceHa—Tasuna

[laumreHTam ¢ MOIO3peHNEM Ha CUHIPOM AHIepceHa — TaBuiia peKOMEHIYeTCs] TeHETUYECKOe
TECTUPOBAHUE
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Wmmnanranus MUKJ pexomenmyercst manueHTam ¢ cuHApoMoM AHaepceHa — TaBwiia mocie C
npepBaHHoii OC, HenepeHocumoii ycroitunBoii 2KT
Pexomennamun no BeieHHI0 MANMEHTOB ¢ cHHApPoMoM Bpyrama
PexomMennyercss muarHoctupoBaTh bpC y maumeHTOB 6e3 Apyrux 3abojieBaHUi cepamla U co C
crioHTaHHBIM bpyrama-marrepHom 1 tuma Ha DKI
Pexomennyetca nuarHoctupoBath bpC y marmeHToB 6e3 Apyrux 3a00ieBaHUI cepara, KOTOphie C
nepexuan OC u3-3a @K wau ITKT u umeror bpyraga-narreps 1 tuna Ha DKI', BbI3BaHHbIIA
BBEJIEHUEM OJIOKATOPOB HATPUEBBIX KAHAJIOB UM BO BPEMSI JTUXOPAIKU
Jnsa npodannoB ¢ bpC pekoMeHIyeTcsl TeHeTUUeCKoe TecTupoBaHue Ha TeH SCNSA C
[ManmmenTam ¢ TMarHOCTUPOBaHHBIM paHee bpyrama-matrepHoM | Tuma He peKOMEHIYeTCs TeCT C
Ha 6JI0KaTOPbl HATPUEBBIX KAHATIOB
Bcem manmentam ¢ BpC pekomeHmyetcs ciemyrolee: ©
e M30eraHue mpenapaTtoB, KOTOPbIE MOTYT BbI3BaThb MoabeM cerMeHTa ST B MpaBbIX MPEeKOp-

nraTbHBIX oTBeneHmsx (http://www.brugadadrugs.org)
e OTKa3 OT ynoTpebaeHnsT KOKauHa, MapuxyaHbl W 3JI0YTIOTPEOIEHUS aTKOTOJIeM
o JleyeHue TUXOPALKH XKAPOIIOHMKAIOIIMMU MpernaparaMu
Wmrnanrammst MKJT pekomenmyercss mamyentam ¢ bpC, koTophie: C
e BbDXUJIM TIocsie mpepBaHHoil OC u/uimu
e MMEIOT 3aJ0KyMEHTHPOBAHHYIO CIIOHTAHHYIO ycToitumByio KT
beccumnTomHubiM nanueHTam ¢ bpC kaTtetepHas absilust He PEKOMEHIYeTCs C

Pekomennamun no BeieHHI0 MANMEHTOB ¢ ()eHOMEHOM/CHHIPOMOM PAHHEH PemoJISIPU3AMUN KeIyT0YKOB

PexomMennyercs muarHoctupoBaTh @PPXK kak moBbilieHne J-TOUKM > 1 MM B JIBYX COCEIHUX
HIDKHUX 1/Win 60KoBbIX oTBeneHusx DKI

Pekomennyercst auarHoctupoath CPPX y manueHTa, peaHMMUPOBAHHOTO C HEOOBSICHUMBIMU
DOXK/TIXKT npu Hanmuuun OPPXK

BeccumnromusiM maneHtam ¢ @PPXK He pekomeHmyeTcsl TIpOBOOUTL KIMHUYECKUE 0OCIie-
JNIOBAHUSI HA PETYJISIPHON OCHOBE

[MammmenTam ¢ quarnozom CPP2K, mepexusimm OC, pekomeHmyetcs umruiantamms MK/

beccuMNTOMHBIM MalMEHTaM ¢ N30JIMPOBAHHBIM DOPPX He PEKOMEHIYETCA UMILIAaHTALUA

MK

Pekomvennanuu no BeaeHnio nanuenTos ¢ KITKT

Pexomennyercst nnarnoctupoBath KITXKT mpu oTcyTCTBUEM CTPYKTYPHOI ATOJIOTUM cepalia, 6e3
usMeHeHuit Ha DKI ¥ npu Hanuuum AByHanpaBiaeHHON win noaumopdHoit KT, BbI3BaHHOM
pur3MUEeCKOil HArpy3KOH WJIN SMOIIUSAMU

PCKOMCHZ[YCTCH JUarHoCTupoBaThb KIIKT Y NAaliMEHTOB, ABJIAIOLIUXCA HOCUTEIAMU MyTallun B
reHax, BbI3bIBaIOIIMX 3a00/ieBaHUE

IMauueHTaM ¢ KJIMHUYECKUM TOAO3PEHUEM WIM KiIMHMYecKuM auarHo3zoM KITXKT mokazaHo
TeHETUYECKOEe TECTUPOBAHNE M KOHCYJIBTUPOBAHNE

Bcem naunenTtam ¢ KITXKT pekomeHmyercst uzderaTb CHOPTUBHBIX COPEBHOBAHUI, ”HTEHCUBHBIX
GU3MYECKUX YIPAKHEHUM U BIUSHUS CTPECCOBBIX CUTYaIUid

Bcem nmaumnentam ¢ kauHuueckuM auarHozoMm KITXKT pekomenaytorcest 6eta-010KaTOPhbI, Mpe-
MMOYTUTEJIEHO HECeJICKTUBHBIE (HAMI0JIO0J VUIM TIPOIPAHOION)

IMaumenTam ¢ KITXKT mocie npeppanHoit OC pekoMeHmyercs nminiantauus MK/ B couetannm
¢ Geta-6mokaTopamMu 1 (GIEKAMHUAOM

[IDC He sBNIgETCS peKOMEHIOBAaHHBIM MeTOIOM cTpatudukanvu prucka BCC

PekomeHnanuu no BeJAEHUIO MAIMEHTOB C CHH/IPOMOM KOPOTKOro MHTEpBAJIA QT

PexoMeHmyeTcs AMarHOCTUPOBAaTH CUHAPOM KopoTKoro wuHrtepBana QT mpu BenumumHe
QTc < 360 MC ¥ MpU HAJTMYUU OIHOTO WJIM HECKOJIBbKUX M3 HUXKEYKAa3aHHBIX MTapaMeTPOB:

o [laToreHHast MyTanust

o CeMeifHBIIT aHAMHE3 CMHIpOMa KOPOTKOro nHTepBana QT

o BeokuBaemocTs mociie anu3ona KT/M2K npu oTCyTCTBUM CepaeuHbIX 3a00IeBaHU

[ManmeHTam ¢ cMHAPOMOM KOPOTKOTo MHTepBasa QT moka3aHO reHEeTUYECKOe TeCTUPOBaHUE

Wmmtanranms MKJL pekomeHmyeTcsl TalMeHTaM ¢ CUHIPOMOM KopoTkoro uHTepBaiia QT,
koTopsie: (1) nmepexunu npepBaHHyo OC u/unn (2) UMEIOT TOKYMEHTAIbHO MOATBEPKIACHHYIO
crnoHTaHHy1o ycroiunusyio KT

[1DC He sgBasieTcs PeKOMEHIOBaHHBIM MeTOAOM cTpaTtudukauuu pucka BCC y maiueHTOB
C CUHAPOMOM KOpOTKOTO MHTepBaia QT
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Pexomennamun no npodunakruke BCC u jeuenuio 2KA Bo BpeMsi 0epeMeHHOCTH
Bo Bpemst GepeMeHHOCTH MpK ycTonunBoii KT peKOMeHAYeTCs aeKTpruuecKasi KaparMoBepCHsT

Ecnmu nmmnantauust MK/ nokazaHa Bo BpeMsi OepeMEHHOCTH, PEKOMEHIYETCSI UMILJIaHTalMs
C ONTUMAJIbHOW paIuallMOHHOW 3alATON

IIponomxenue npuema 6eTa-0JI0KATOPOB PEKOMEHAYETCSI BO BPEMsI OEPEMEHHOCTH M IOCIE
POIOB TAlIMEHTKaM ¢ cUHApoMoM yminHeHHoro nHTepBaia QT wim KITXKT

@]

Pexomennanuu no crpatudukanuu pucka u npopunaktuke BCC y cnoprcmenos

Y CITIOPTCMEHOB € MTOJIOKUTETBHBIM aHAMHE30M, OTKJIOHCHUSIMH TIPU MEIOCMOTPE WIJIM U3MEHE-
HusmMu B OKI peKoMeHIyrOTCs majbHEMIIMe WMCCIea0BaHMSI, BKIIIOYAs 3XOKapauorpapuio
u/unu MPT cepaua aist TOATBEPXKASHUST WIM UCKIIOUYEHUMSI OCHOBHOTO 3a00JIeBaHUS

Pexomennyetcsi, 4ToObl CLIOPTCMEHBI, Y KOTOPBIX AMATHOCTUPOBAHO CEPAEUYHO-COCYAUCTOE 3a-
6oneBaHue, cBsa3zaHHoe ¢ BCC, mpoxonuiau JiedeHUEe B COOTBETCTBUM C NEHCTBYIOLIMMU PEKO-
MEHIAIMSIMU TI0 JOIYCKY K 3aHSTUSIM CIIOPTOM

PexomeHmyeTcst, 4TOOBI ITepCcOHAIT CTOPTUBHBIX KOMITIIEKCOB 0611 00y4yeH CJIP 1 ncrmosib3oBaHmnio
ABJ]

@ Kilacc pekoMeHaaluii.

> VpoBeHb M0OKA3aTeIbHOCTU.

¢ ToproBble LEHTPBI, CTAAMOHBI, CTAHIIMU OOLIECTBEHHOIO TPAHCIIOPTa, KA3WHO.
4 CnMcoK He SIBJISICTCSI MCUEPITbIBAIOIIMM.

¢ Yposenb pokaszarenbHocTy C mst 2KT/2KD 13 JeBbIX MyyKoB.
 http://www.crediblemeds.org

¢ ApUTMUYECKMIT OOMOPOK WJIM TeMOAMHAMUYeCKU HemepeHocuMas KA.

IMonuwiii Teker PekomeHnpanuit EBporneiickoro o6iiectBa Kapauonoros 2022 roga 1o BeISHUIO TMallM-
EHTOB C KeIymnoykKoBbIMM aputMmusMu U npodwmiaktuke BCC (2022 ESC Guidelines for the management
of patients with ventricular arrhythmias and the prevention of sudden cardiac death) omyOnmkoBaH:
European Heart Journal (2022) 43, 3997—4126 https://doi.org/10.1093/eurheartj/ehac262

IMepeBon E.A. PemeroBoit, HUUTIIM — ¢umuan Ulul' CO PAH, 2023 r.
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