Knununueckue pexkomeHaanuu

Cunapom bpyraaa

Komuposanue no Mexnynapoanoit 149.8//[pyrue yrouHeHHble HAPYIIEHUS CEPAEYHOIO
CTaTUCTUYECKOM Kiaccupukanuu PUTMA
0ose3Helt u mpoOieM, CBI3aHHBIX
CO 3/I0pPOBBEM:

Bo3spacTthas rpynmna:  B3pociibie
I'on yrBepxkaenus: 201 _
PazpaboTunk KIMHUYECKONW PEKOMEH AN

e Acconmanus cepaeqHO-COCYTHCTHIX XHPYpProB Poccun



Oraasjenue

OTTIABIIEHIIE .....cuveeniteeutieeiie et ettt ettt et e s e et e e bt et eesat e et e e bt e et e e sae e e bt eeseeeabeesbteeabeeesteeabeesuteenneenaees 2
(0307 (¢10) 1o)X oL 11(S) 11 % SO OO 4
TEPMUHBI Y OTTPEIEIIEHU «..eeeteenieeteesteesttesuteeate e bt e bt asbeesatesaeesateeabeeabeesbeeshaesabesatesabeebeeabeesatesatesateenbeenseas 6
1. KpaTkas uH(bOpMAaLIUs IO CUHIAPOMY BPYTATA. ... .iiieiieiiiiiieiieieeeee e 7
1.1 OnpeaeneHme CUHAPOMA BPYIAZA c.ccceeeeie e 7
1.2 3TMON0rMA 1 NATOreHE3 CUHAPOMA BPYTAL ..o ceeeeeeeeeee e, 7
1.3 3NNAeMmnOoNorMA CUHAPOMA BPYTAOA cocco e 11

1.4 OcobeHHOCTM KoAMpOBaHMA CcUHAPOMA bpyraga no MexayHapoaHON CTaTUCTUYECKOM

KnaccuduKaumnm 6onesHelt n NpPobaeM, CBA3AHHDBIX CO 3A0POBBEM......ccccuvreeerirrreeerirrreeeeirreeeesireeeeessseees 11
1.5 KnaccudmKaUMA CUHAPOMA BPYTAAA ..vveeiiiiiieiiiiiieeciee ettt e ettt e e tre e e e ere e e e sabae e e e sabaee e e sasreeeesaneeas 11
1.6 KNMHMYECKana KapTUHA CUHOPOMA BPYTAZA cccoieieieieieieeeeeee e 12

2. JlmarHoctuka cuHAapoma bpyraga, MEIUIMHCKHE TOKAa3aHUS W TPOTUBOIIOKA3aHUS K

MPUMEHEHUIO METOJOB JUATHOCTHKH .....vveeeeuerreeeenurereessnsseesssnseeessssnseesssnssseesssssseeessnsseesssnsseeesnns 13
2.1 HKQIOODI M @HAMHES ...eeeeeeeeeeciiiiieeeeeeeeesiitrteeeeeeeeesastaaeeeeaeseaaasstaaseseassaasssrsssseessesassstasssasesesaannsrsnnees 18
2.2 DUBUKANBHOER OOCIIEAOBAHME......ccceeeieieieeeeeeeeeeeeeeeeeeeee e 20
2.3 /lTabopaTopHbIe ANATHOCTUHECKMUE UCCITELAOBAHMSA ..vvveeeeeeeeeeirireeeeeaeeeesinsrseseesesesesansssssssseseessnssssssees 20
2.4 VIHCTPYMEHTaNIbHbI€ ANATHOCTUYECKME UCCAEAOBAHMA ccceeeeeee e eeeeeeeeeeeeeeee e 20
2.5 VHblEe ANATHOCTUYECKNE UCCNEA0BAHMA .. .ceeeeerrrunieeeeererttunaeeeeesererstanaesesessressnnaeseessssssssninesesesssssnns 27

3. Jleuenue, BKJIIOYAs MEIMKAMEHTO3HYI0 M HEMEIMKAMEHTO3HYIO TEpalluH, AUETOTEpaIuIo,

O6€360.HI/IBaHI/IC, MCIUIIUHCKUC T[IOKa3aHUus MW MNPOTHUBOIIOKA3aHHUA K HNPHUMCHCHUIO MCTOOB

JICUCHHST «.eeeeeeeeeiuerrveeeeeeeeaeaaiuusseseeaeeeaaaasssssssasaesaaaassssssssaasesasasssssssssaesesasasssssssesaeseasasssssssssaseesanssssens 31
3.1 KOHCEPBATUBHOER JTEUEHME ...ceiiiiiiieiiieieieieeieeeee ettt e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e eeeeeeeeeeeeasaeananas 32
3.2 VIHTEPBEHLMOHHDBIE METOADBI NTEUEHMA ..ceeeieiiieiiiiieiiieeeeteeteeeeeeeeeeeeeeeeeeeeeeeeeeeeeeaeeeaeeeaeeeeeeeeseeeeaseseeaeees 33
3.3 JleyeHure c NpUMEHEHNEM UMMNAAHTUPYEMBIX YCTPOMCTB. . uveeeeriurreeererreeeeeinreeeesisseeeesnsseeessssseeesssssees 34

4. MenunuHCKas peadMIUTaIsl, MEAUITMHCKHAE TOKa3aHUs U MMPOTHUBOTIOKA3aHMS K TPUMEHEHHUIO

METOIOB PEAOHITHITALIHIH ......ccvveeeereeeereeeneseeasseessseesssseesssseesssssesssssasssessssssesssssesssseessssessssessnsseesnnns 36

5. Tlpodwmmaktnka W  JOUCHaHCepHOE  HAOMIOJEHWE, MEAWIMHCKHE  TIOKa3aHUs |

IPOTHBONOKA3aHUS K TPUMEHEHHUIO METOIOB MIPOPHIIAKTHKH . ... veevverrenrernrereeereesrenieenseseenieennens 36

6. Oprauu3anust MEAUILITHCKOM TIOMOLII ...cuvveeeereeenrreerureesuseesureesseeesseeesseessseessnseesnseessnseesnnne 37



7. JlonomauTenbHas nHGopMaius (B ToM unciie (akTophl, BIHUAIONIME HA UCXOJ 3a00JIeBaHUS

VITTHL COCTOSTHIIS) ..uvvveeeuerreeeeausseeeeansssseeessssseeassssssessnsssssesanssssssassssssesanssssessssssssessssssssessnsssseessnsssesennns 38
Kpurepun o1ieHKN Ka4eCTBA MEIULITHCKOM IIOMOLIIH .....c.uveenvreenreenireeteenieeeneenseeeseesaeeeneessnesneens 39
103307 (610) Q) 17 1<) 0 -1 ) 0) 5 F U OO 40

[Mpunoxenne Al. CocrtaB pabodyeld rpynmbl HO pa3pabOTKe U IMEPEecMOTPY KIMHHUECKUX

01 00 ()2 01 100 OSSR 45
[Tpunoxenue A2. Metogosiorust pazpaboTKi KITMHUYECKUX PEKOMEHIAIIHM ......ccevvveereveeenveennne. 46

[Tpunoxenue A3. CripaBouHbIE MaTe€pUaJIbl, BKJIIOYasi COOTBETCTBHE MOKA3aHUN K MPUMEHEHUIO

U TMPOTUBOINOKA3aHUH, CIOCOOOB MPUMEHEHHUS U J103 JIEKAPCTBEHHBIX MPENapaToB, HHCTPYKIUH

M0 MPUMEHEHHIO JICKAPCTBEHHOTO TTPEIIAPAT . +..nvvveennrreeurreerureeennreessreessreesureesseessseeesseessnseesnnns 49
[Ipunoxenne b. ATTOPUTMBI JEHCTBUI BPAUA ......eeuveeurerreenireeieenieeeieesieeeneesieesseesinesneessnesnseens 50
[punoxenne B. THPOPMAITUS TS TAITHCHTA «.....coveemrerererienienirenieeneesieenseesesieesseesesseesseensesseenses 50



Cnucok coxkpameHui
Coo0mecTBa 1 OpraHn3anuu
ACC — American College of Cardiology (Amepukanckas Komnerus Kapanonoron)
ACCF — American College of Cardiology Foundation (AMepukaHCKuii KOJUIEHK
OyHIaAMEHTAIbHON KapIUOJIOTHH )
AHA — American Heart Association (AMepruKaHCKast acCOITAaInsl CEPIia)
EHRA — European Heart Rhythm Association (EBpomnetickas
Acconuanust CepieuHOro puT™Ma)
ECAS — European Cardiac Arrhythmia Society (EBponeiickoe O6mmectBo Apurmuu Cepana)
ESC/EOK — European Society of Cardiology (EBponetickoe O6mectBo Kapaunomnoros)
NYHA — New York Heart Association (Hbm-ﬁopxcxaﬂ Accoranus Cepaia)
HRS — Heart Rhythm Society (O6mectBo Cepaeunoro Purma)
APHRS — Asia Pacific Heart Rhythm Society (Aszuarcko-Tuxookeanckoe O0miecTBo
Cepneunoro Putma)
Kannuyeckue uccjie10BaHus
AGNES — Arrhythmia Genetics in the Netherlands
CASH — Cardiac Arrest Study Hamburg
FINGER — France, Italy, Netherlands, GERmany
PRELUDE — PRogrammed ELectrical stimUlation preDictive valuE
Coxpamenust
LQTS — Long QT syndrome (cunapom yanuHeHHoro natepBana QT)
re-entry — TIOBTOPHBIN BXOJ] BOJHBI BO30YKICHUS
HR — Hazard ratio (oTHOIIEHHE pHCKa)
SQTS — Short QT syndrome (cuaapom kopotkoro uHTepBaia QT)
SUDS — sudden unexplained death syndrome (cuaapoM BHE3amHOM HEOOBICHUMOW CMEPTH)
SIDS — Sudden infant death syndrome (cuHIpPOM BHE3AIMHOMN AETCKON CMEPTH)
AB — aTpHOBEHTPUKYIISIPHBIN
AJITDK — aputmorenHast qucIuia3us-KapAuOMUONaTHs MPABOTO KETya04uKa
Bb — Gera-6nokarop
BJIHIIT" — Gnokana JieBoit HOKKH mydka ['uca
BITHIIT" — Gnokana mpaBoit HOXKH my4ka [ 'uca
B/B — BHYTPHUBEHHO
BCC — BHe3anHas cepiedyHasi cMEpTh

BHC — BHe3anHas He0ObsCHUMAs CMEPTh



BTJDK — BBIXOZHOM TPaKT JIEBOTO KEITYyI0UKA

BTIDK — BbIXOAHOM TpaKT paBOro KelyJouKa

I'pDk — rpynmna 3kcnepToB, y4acTBOBAaBIIMX B MOJATOTOBKE JaHHBIX PekoMeHnanuii
JAN — noBepuTeIbHBIA HHTEPBAI

KA — xenmya04KOBbIE apUTMHUH

KT — xenynoukoBasi TaXUKAPAUS

KD — xenyaoukoBasi 3KCTPacUCTONIUS

NK]I — uMrutanTupyemMbIid KapauoBepTep-nehudpuuisitop
JIDK — neBbIit xenynouek

MC — MUJIUCEKYH/Ia

OP — OtHo1ieHne puckoB

OII — OTHolIeHHEe MaHCOB

DK — mpaBbIii ey 0uek/ mpaBoKeTy 109KOBBII

[19C — nporpammupyemast 3JeKTpHUIECcKast CTUMYJISALINS
PUA — pagunovacroTHas abnanust

TXK — Tpeneranue ey 109KOB

OBJIK — dpakius BeIOpoca JIEBOTO JKeTya0uKa

OXK — Ppubpruisanms >kenya04KoB

OI1 — Ppubpruisiuus npeacepauit

XM OKI' — xonrepoBckoe MoHuTopupoBanne DKI
UIIDC — upecnuiieBogHas 3JIEKTPOCTUMYIISIIIUA CEpLia
YCC — yacToTa cepAeUHbIX COKPALEHUI

OKI' — snektTpokapauorpamMma / SJIeKTpoKapanorpaduaecKuit
OKC — 37eKTpOKapAUOCTUMYJISATOP

DDU — s1ekTpohU3N0IOTHIECKOE UCCIEI0OBaHUE

3XoKI" — sxokapauorpadus/sxokapauorpamma



TepMuHBI U onpeaeaeHus

KenynouxoBas taxukapaus (KT) — aHOMaJIbHO YCKOPEHHBIN JKEITYJJOUKOBBIA PUTM,
COCTOSIINNA U3 TpeX U OoJsiee MUPOKUX KOMIUIEKCOB QRS ¢ yacToTol cepaeuHbIX COKpalleHU
(UCC), mpeBsblmaromnieii Bo3pacTHylo HopMmy Ooznee yem Ha 25% (y B3pociblix -  Ooisee
120 yn./MHH.), ICTOYHUK KOTOPOTO HAaXOAMUTCS B HOXKKAX WIM pa3BeTBICHHIX Iyuka ['mca, B
BoJIoKkHax [lypkuHbe min B paboueM MHUOKap/e KeTyT0UKOB.

ApUTMOreHHasi AUCIIA3MSA—KAPAUOMHUONATUA mpaBoro skeaymouka (AAIK) —
TeHETUYECKH JEeTePMUHUPOBAHHOE 3a00JIeBaHUE, XapaKTEePU3YIOLIEeCs MPOTrPecCUpyIOINM
3aMEILEHUEM MHOKap/Aa IpPaBOro >KEIylIouKa COEIMHUTEIbHOM WM JKUPOBOM TKaHbIO, YTO
CONPOBOXKAAECTCS JKEIMyJAOYKOBBIMA HApPYUICHUSMU pPHUTMA pa3JIMYHOM CTENEHU TSHKECTH,
BKITFOYast GuOPHILIAIINIO Kemy109KoB (DXK).

BHe3anHasi cMepTb — HENPEIBUACHHOE CMEPTEIbHOE COOBITHE, HE CBS3aHHOE C
TpaBMOW M BO3HHKAIOIIEE B T€YEHHE | 4 ¢ MOMEHTA IOSBJIECHHUS CUMIITOMOB Yy IPAaKTHYECKU
3I0pOBOTO YEJIOBEKA.

Bue3annasi cepaeunas cmeptb (BCC) — cmeprenbHOe cOOBITHE B Cly4ae HaIUYHS Y
NOrHOUIero BPOXKIECHHOTO WM NPUOOPETEHHOro, MOTEHIUAIBHO ONACHOTO JUI KU3HH
3a0oJeBaHNe CepAlla, MM YCTAaHOBJIEHUE TaKOTo 3a00JIeBaHMsI 110 JTAHHBIM ayTOIICHH.

Cunapom BHe3anHoi HeoObsichuMol cMeptn (CBHC, anra. Sudden unexplained
death syndrome - SUDS) u cunapom BHe3amHo#l aerckoii cmeptu a0 1 roma (CBIC,
Sudden infant death syndrome - SIDS) - BHe3amHas cMepTh 0€3 BHAMMOW NPHYMUHBI Y
BHEIIIHE 3JI0POBOTO B3pOCIOro MM pedeHka B Bo3pacTe 70 1 roga B ciydae, MpH KOTOPOM
BCKPBITHE HE MI03BOJISIET YCTAHOBUTH PUYMHY JIETAIBHOIO UCXOA.

IIpenoTBpanieHHasi 0CTAHOBKA CepALla - BHE3alHasl OCTAaHOBKA cepAla B TeueHue 1 4
OT MOMEHTa BO3HHKHOBEHHUS CHMITOMOB, KOTOPYIO YJIajJOCh MPEAOTBPATUTH C IMOMOUIBIO
YCIICUIHBIX PEaHUMALMOHHBIX MEPONIPUATHH (K IPUMEPY, AeDUOPUIIAIIIN).

IlepBuuyHas NpopUIAKTHKA BHE3AIIHOM CMEPTH — MEPOIPUATHUS, HANIPABICHHBIC Ha
cHmkeHne pucka BCC y nun, MMEOmUX BEPOSATHOCTh €€ pa3BUTHUSA, HO IPU OTCYTCTBUU B
aHaMHe3€ 3MM30/a OCTAHOBKH CEp/La WIH )KU3HEYTPOKAIOIINX aPUTMUM.

BropuyHasi npoguIaKTHKa BHE3ANIHOM CMEPTH — MEPOIPHUATHS, HAIIPaBICHHBIC HA
cHmwkeHne pucka BCC y 5mn, nNepeXuBIIMX OCTAaHOBKY CEpAlla WM MMEIOIIMX

KU3ZHEYTPOKAIOLTNE APUTMHUH.



1. Kparkass undpopmanus no cunapomy bpyrajaa

1.1 Onpeneaenue cuuapoma bpyraga

Cunapom bpyraga — mnepBuuHas (HacjeACTBEHHas) OOJE3Hb apUTMOTEHE3a,
XapaKTepU3yIOIIascs HaJIMYHEM TUIIMYHOTO KIIMHUKO-3JICKTPOKapIUOrpadhuuecKoro
CHUMIITOMOKOMIIJIEKCA, BKJIIOYAIOIIEro ocolyro (opmy Onokazsl mpaBoil HOXKKM Mydka [uca
(BITHIIT) ¢ mombémoMm cermenTta ST B OJTHOM MIJIM HECKOJIBKUX MPABBIX TPYIHBIX OTBEJICHUAX Ha
anextpokapauorpamme (OKI'), oTcyTcTBHEM CTPYKTYPHOW MATOJIOTHHM CEp/lla W Pa3IudHBIMHU
KU3HEYTPOKAIOLUMH HKEITyI0UKOBbIMU apUTMUsIMH (JKA), KOTOpble NPUBOAAT K PE3KOMY

MOBBIIICHUIO PUCKa pa3BUTHs BHe3amHou cepaeunon cmeptu (BCC) [1; 2].

1.2 ITHOJOIrUs H aTorenes cuapoma bpyrana

[Ipuunnoit cunnpoma bpyraga sBIsAIOTCS Te€HETHYECKH OOYCIOBIEHHBIE HapyIICHUS
(GYHKIIUM TpaHCMEMOpPAHHBIX HOHHBIX KaHaoOB. OmNpeleleHHbIE MYyTAallud TEHOB BBHI3BIBAIOT
U3MEHEHUS B OEIKax-TPaHCIOPTHPOBIIMKAX BAKHEUIIUX AIICKTPOJIUTOB, O00ECIECUHBAIOIINX
AJIEKTPOXUMHYECKUH TIpoliecc BO30YXkaeHus. K HUM OTHOCATCS HATpUi, KaJIWid, KaJbIUH |
marauii. [lpum cungpome bpyranma wamie Bcero OJOKHpYETCS TOCTYIUIEHHE WOHOB HATPHS B
KapJIMOMUOIIUTEL. DTO HE JaeT BO3MOXXHOCTH OPraHU30BaTh HEoOXoauMoe pacciabieHue
mbinbl. Hambosiee moaBepKEHHBIM OKa3ayiCs MpaBbli Kemynouek. VIMEHHO B 3TOM 30HE
dopmupyeTcs aHOMallbHasi aKTHBHOCTD, BhI3bIBatoIas napokcusmsl JKA [3].

[IepBoe renernueckoe M3MEHEHHE, KOTOPOE CBA3AIM C pa3BUTHEM cUHApoMma bpyrana,
O0b10 OoOHapykeHo B reHe SCN5A, KOTOPBIM KOAMPYET CHUHTE3 CEPICYHON 0-CyOheIUMHUIIBI
MOTEHIIMaI-3aBUCUMOro HarpueBoro kaHama Navl.5 [4; 5]. Takxke 3ToT kaHan oOecriedynBaeT
NO3HUI BXONAIIMIA HATPUEBBIH TOK (Inaz), KOTOPBIA BIMAET Ha PENONAPU3ALUIO U
pedpakreprocts. Mytamuu reHa SCN5A, KOTOpbIE YMEHBIIAIOT MUK TOKAa INavis BEOYT K
pasBuThio (peHoTura cuHapoMa bpyrana [5]. DTo OCHOBOIOJAramINee OTKPHITHE OOECIIEYHIIO
KpUTHYECKOE MOHUMAaHNE MEXaHU3Ma cuHApoMa bpyraia u BBIACINUIO CHUYKEHUE TUIOTHOCTH Iy
KaK KpaeyroibHbIH KaMeHb TaTO()U3HOTIOTHH, JISKAITUI B OCHOBE 3TOTO COCTOSTHHUS.

C w~omenta wuneHtudukanuu rteHa SCN5A B KadecTBE IMEPBOTO TEHETHUYECKOTO
BUHOBHHMKA, OBUIO BBIABIEHO Oojiee 450 maTOTeHHBIX BapHaHTOB B 24 TEHaX, KOTOpPHIC
CBSI3BIBAIOT C pasButueM cuHiapoma bpyrama (ABCCY9, CACNAIC, CACNA2DI, CACNB2,
FGFI12, GPDIL, HCN4, HEY2, KCND2, KCND3, KCNE3, KCNES5, KCNH2, KCNJ8, PKP2,
RANGRF, SCNI10A, SCNIB, SCN2B, SCN3B, SCN54, SEMA3A4, SLMAP, nw TRPM4) [6].
JlaHHBIE T€HBI KOJHUPYIOT CEpPACUHBIC HATPUEBBIC, KAJIMEBBIE W KaJbLMEBBIE MOHHBIE KAHAJIBI,

ydacTBylouie B  QopmupoBaHuu mnoteHumana neicreus  (IIJI) B Muokapme, wiH



aCCOLIMMPOBAHHBIE C HUMM OCJIKM, 4TO IO3BOJIAET paccMarpuBaTh CUHApPOM bpyraga kak
BPOXKJICHHYIO MOHHYIO KaHAJIOMaTHIO ¢ ayTOCOMHO-JIOMMHAHTHBIM TUIIOM HacliegoBaHus (Tali.
1).

Myranuu B OenkaXx HaTPUEBBIX KAHAIOB PEAIM3YIOTCS 10 MEXAHU3MY CHUKEHHUS
bynkunn («loss of functiony), T.e. MyTeM YCKOPEHHOW WHAKTHBAIIMU KaHaa, B PE3yIbTaTe Yero
HATPUEBBIA TOK CHWXKAETCS WM yTpauuBaercsa. Ilo TakoMmy jke MeXaHU3My peau3yroTCs
MyTalli B TEHAX KaJbI[MEBBIX KAaHAJOB, AJIEKTPO(PU3NOIOTHIECKUM IPPEKTOM KOTOPHIX
ABJISIETCS CHM)KEHHE BXO/SIINX TOKOB HOHOB KaslbLus BO BpeMs (¢a3bl miaaro [1/1.

Myranuu B Te€HaX KaJIMEBBIX KaHalax M UX MOAYJIATOpaX pealu3yroTcs 10
IPOTHBOIOJIOKHOMY MEXaHH3My — MeXaHu3My YycwieHus (yHkiun («gain-of-function»), B
pe3yabpTare 4ero UCXOIAIIUN PEeNOIAPU3YIOIUN KAJIUEBbIA TOK YCUIUBACTCS.

HecmoTps Ha TO, YTO CIMCOK T'€HOB, aCCOLMMPOBAHHBIX C pa3BUTHEM CHHIpoMma bpyrana,
3HAYUTENBHO MOIMOJIHUIICA 32 MOCIEIHUE MATh JIET, 3a00/1eBaHNEe F€HETUYECKU MOATBEP)KAACTCS
¢ yacroroi 30-35% cpenu BceX KIMHUYECKH AUArHOCTUPOBAHHBIX M HE BbI3BIBAIOIINX
coMHeHu# ciayuyaeB cunapoma bpyrazna [7; 8]. IIpu atom, Tonbko nBa rena (SCN5A u CACNIAc)

BCTPEUAIOTCS C 4acTOTOM >5% cpean BceX MOTEHIIMAIbHO MO3UTUBHBIX reHOTUIOB (Tadim. 1) [9].

Taoauna 1. ['eHsl, oTBETCTBEHHBIE 3a CUHAPOM bpyrana

Wonuneri T'en Benok Honnbrii OyHKIHOHAIb CchUIKH
KaHaJl TOK HBII 3 ekt
Harpuessie SCNS5A a-cyobeannnna Navl.5 | Ina LOF Chen et al., 1998
KaHaJIbI SCNIB B-cyobennnunia Navpl | Ina LOF Watanabe et al., 2008
SCN2B B-cyobeauaunia Nav2 | Ina LOF Riuro et al., 2013
SCN3B B-cyopenuaunia Nav3 | Ina LOF Hu etal., 2009
SCN104 a-cyobeannuna Navl.8 1 Ina LOF Fukuyama et al.,
2015, Behr et al.,
2015
Kanansl, RANGRF RAN caxrop 1 Ina LOF Kattygnarath et al.,
accoUUpOBaH BBICBOOOXKICHHUS 2001
HBIE C TYaHHHOBOTO
HATPUEBBIMU HYKJICOTH/Ia
GPDIL rmnepon-3-gocdar | Ina LOF London et al., 2007
moro0Has
JleruIporeHesa- 1
SLMAP 0eoK, | Ina LOF Ishikawa et al., 2012
ACCOIMUPOBAHHBIH C
CapKoJeMMaJIbHOM
MeMOpaHoit
PKP2 riakouimH-2 1 Ina BBI3BIBACT Cerrone et al., 2014
JeQuIuT
HaTPHUEBOTO
TOKa
TRPM4 KaTHOHHBIM KaHal C * LOF/ GOF Liu et al., 2013
TPaH3UTOPHBIM
peuenTopHbIM
MOTEHIINATIOM
noaceMencTtso M




(Menacrarun-4)
FGFI2 ®daxTop pocra | Ina LOF
¢ubpobnacTos-12
Kanbnuessie CACNAIC a-cyosenuumna Cavl.2 1 Icar LOF Antzelevitch et al.,
KaHaJIbI 2007
CACNB2 B-cyopenuunna Cavp2 1 Icar LOF Antzelevitch et al.,
2007
CACNA2D]1 | 6-cyowsenunnna Cavo2dl 1 Icar LOF Burashnikov et al.,
2010
Kanuessie ABCCY SUR2A (penenrop 1 Ik-aTp GOF Huetal., 2014
KaHaJIbI cyJib(aHuIMOUEBUHE-
2A)
KCND2 o -cyopenuanna Kv4.2 1 T GOF
KCND3 o-cyopenuaumna Kv4.3 1 Lo GOF Giudicessi et al.,
2011
KCNE3 B-cyopemuanma Kv7.1 1 Lo GOF Delpon et al., 2008
(MiRP2)
KCNES B-cyopequnanma (MiRP4) 1 T GOF Ohno et al., 2011
KCNJS a-cyopenmuauia ATD- 1 Ik-atp GOF Medeiros-Domingo et
3aBHCHUMOI0 KaJIMEBOIO al., 2010
kaxasa Kir6.1
KCNH?2 o -cyopenuanma Kv11.1 1 Ik GOF Itoh et al., 2009
(hERG)
Kanaunsr, SEMA3A cemagopun 3A 1 Lo GOF Boczek NJ, et al., 2014
accouuupyem
ble c
KaJIMEBBIMH
Hatpuesstit HEY2 CepAEUHO-COCY IUCTBIH 1 Ina LOF Bezzina et al., 2013
KaHa (axTop c
JIOMEHOM CIIUpab-
neTs-ciupans 1 (CHF1)
Hecenexk- HCN4 YIPaBIISIEMBbIi * He uzyueno | Grotti et al., 2012
THUBHBIN UKITAYECKIMA
JIATaHI- HYKJICOTHAAMU
3aBUCHUMBIT THIEPIIOISPU3AIHOHHO-
KaTHOHHBIH aktuBupyemsrii (HCN)
KaHaJI kaHax 4

*BausHue Ha UOHHDBLL MOK Hed0Cmamoyno moyno ycmanosneno oan mymayuit HCN4 u TRPMA.

KiroueBbIM 3BeHOM B reHese xku3Heyrposxaromux JKA npu cuaapome bpyrana sisisiercs
BBIp@)KEHHAsI JUCIEPCHUs XapaKTEPUCTUK MapaMeTpoB pe(pakTEepHOCTH B MHUOKapAe IPaBOro
xkenynouka. B Hopme Ha kpuBod IIJI B ¢dase 1 ormeuaercs HeOobIIOe 3amajeHue,
00yCJIOBJICHHOE BBIXOISIIUM TOKOM [1p. DTOT TPaH3UTOPHBIN (OBICTPO MHAKTUBHUPYIOLIUICS) TOK
IPOTUBOAEHCTBYET Aenosspuzaunu U He BuaeH Ha OKI'. Ilpu cunnpome bpyrana nosisusiercs
noHHBI mucOamanc B (aze 1 I/ kapnuomuornura, 00yCIOBICHHBIM CHIYKEHHEM CyMMapHOTO
BXOJSIIIETO HATPUEBOIO TOKA, M OTHOCHUTENBHO KOTOPOTO, TPAH3UTOPHBIA HCXOASIIHANA TOK
YBEJIMUUBAETCSI.

CHmkeHMe MJIOTHOCTU KAaHAIOB Ing U Icsr, 0Opa3yroIUX BXOSIME HOHHBIE TOKH, IO
OTHOLICHHIO K 3HAYUTEIBHOW IUIOTHOCTH [;, WM YCKOPCHHAs WHAKTHBALMS HATPUEBBIX H
KQJIbIIMEBBIX KAHAJIOB BECT K MIPEKAECBPEMEHHON PENOJISAPU3ALMY U CIIMIIKOM KopoTkomy I1/] B

KIJIICTKAaX OSIHKapJa IMPaBOro KEIyJdodkKad, TOrJa KakK B SHAOKApAC pCHoidpu3alvsa IMPOTCKACT
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HopMmainbHO [10]. B pe3ynbraTe BO3ZHMKAET IPaJUEHT BOJIbTAXXHBIX 3HAYEHUU B PAa3HBIX CIIOAX
BBIBOJHOTO TpaKTa MPaBOro >KelyAouka B Hauaje penoiisgpusanuu, yto Ha K[ orpaxaercs B
Bugae nogbema cermeHra ST [11]. XapakrepHble M3MEHEHUS HUMEHHO B IPABBIX TI'PYAHBIX
orBeneHusAx (Vi-V2) oTpaxaroT HapyUIeHHs penojspu3alii, KOTOPbIE MPOUCXOIAT B
SMUKAPAUATIBLHOM CJI0€ MHOKapJa MpaBoOro >KeIyJIouka M HE 3aTparuBaioT JMHUKap]l JIEBOTO
JKETYJI0UKa, YTO CBSA3BIBAIOT C MEHBIIEH MIIOTHOCTBIO TOKA /7o B TTOCIIETHEM.

[Tokazano, 4TO pasziMyHasi CKOPOCTb PEMOJIAPU3ALMH B OMU- U SHIOKAPAUATBHBIX
OTJIeNax TMPaBOro KeIyJouyka oOOecleuyuBaeT YCJIOBUS MJii BO3HUKHOBEHHS apUTMHI IO
MexaHu3My pe-eHTpHu [12]. YuacTkum MHMOKapja, ¢ COXpaHEHHbIM B (a3dy 2 miaTto, UMEIT
OOJBIIYI0 TPOAOKUTENBHOCTh [IJI M MOTYT nemonspu3oBaTh W pPEaKTUBUPOBATH OOIACTH,
uMeronTyr kopotkuid 1], 00pasys mpexaeBpeMeHHbIC KeTyI0YKOBBIE KOMIUJIEKCHI, KOTOPHIE, B
CBOIO OYe€pe/lb, MOTYT 3alyCTUTh MOJUMOPGHYIO >KemynodkoByto Taxukapauro (OKT) w/wmm
bubpmwusanuo xemygouko (DXK) (puc. 1) [13]. Antzelevitch C u konnern Ha3Bajiu TaKoM

MEXaHU3M Pa3BUTHUS ApUTMUN «pe-eHTpu 2-i1 pazp» [1].

1 Hopma 2 Cumapom Bpyraaa
{CyMMapHO)

0 E‘-":m;»—_ Tpancmypans et
TpaHcveMOpaHHbIH 5 E -
[MOTEHIHATT v Dupoxapn ‘I
I[CI':ICTBHH @—Mnoxapn ! DHOoKapD

SnHKapn _L

e Snurapn

KT (V2)

3 Curapon Bpyraaa 4 Cruapon Bpyraaa
HeoHOPOAHOCTL PEMOIBIPH3AIHH ®asa 2 Re-entry
Snurapn
X @azal (re-entry)

-

TpascuypaleHEE

TpaHcMeMOpaHHbIH SIBKTPHYECKH i

h X
i i
HEHT I
TIOTeHLHAT | tpall i .
E | i
JACHCTBHA ': SHRoKapT i HIOKAPT
: Snurapn ! Snurapn
] 1
[#————— | THaHCHMYpANEHAT MCIIEN CHA
1 ETIOTARE ATTEE
| —— SIMEApTHATEHA JHCTTED CHA
P ETIILAREFALTEGL
KT (V2)

Pucynok 1. CxemaTtuuyeckoe mu3o0pazkeHue u3MeHeHuid moreHumasa aedicrBusi (IIJ]) >mukapaa mpaBoro
JKeJTy/I04Ka, Jeskallue B OCHOBe cMHaApoMa bpyrana.

IIpencraBneH moreHMan AeHCTBUS MUKapaa, MUOKapAa U dHAoKapaa B HopMme (1) u npu cunapome bpyrana (2).
[IpoctpancTBeHHO-HEOiHOpOAHAsT moTepsi (a3bl maarto I1J[ B BHIBOJHOM OTIENE NPABOrO JKENYJOYKa CO3JaeT
TpaHCMYpaJIbHBIH JJIEKTPHYECKUI TPaUEHT B TOJNIIE COKpaTUTENbHOro Muokapaa (3). Dumokapna, B koropoM I1]]
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MPOTEKAaeT OOBIYHO, MOXKET CTaTh MCTOYHHKOM MOBTOPHOTO BO30YKACHUS MPEKICBPEMEHHO PEHOJIIPU30BAHHOTO
snuMKapaa B (asy 2, KOTOPBIH MOXET HMHUIMUPOBATH MPEXKICBPEMEHHBIC JKENYJOYKOBbIE KOMILUICKCHI U
nomumopduyto KT/DK (aoanmuposano uz Antzelevitch C., Brugada P., 2005).

1.3 dnuaemuoaorus cugapoma bpvraga

ITockonbky DKI'-u3MeHeHus, XxapakTepHble Uil cuHApoMa bpyraga, TMHaMUYHBI U
YacTo JIATCHTHBI, UICTUHHAS PACIpOCTPAHEHHOCTh CHHIpOMa B OOLIeH MOMYJSIIKUU O CHUX TIOp
HesicHa U konebnercs oT 1 go 66 Ha 10 000 denoBek B pa3HBIX dTHUYECKHX rpymmnax. Cpenu
xwureneir EBponsl pazdpoc cocraisier ot 1:10 000 o 5:10 000 Hacenenusi, mpu 3ToM Haubosee
yacTo 3a0ojieBaHME BBISIBISIETCA Yy TPEJCTaBUTENe TaK Ha3bIBAEMOIO «KaBKa3CKOTO»
STHUYECKOI0 TUIIA, K KOTOPOMY, COTJIACHO MEKIYHAPOIHBIM IpalaliusiM, OTHOCATCS U BBIXOIIbI
u3 crpan Bocrounoit Empombr [7]. B Poccum dactora perucrpamuu 3TOro 3a0ojieBaHUs
IIPUMEPHO COOTBETCTBYET eBporeickoi [14; 15].

C mnaumbonpiieit yacToTOM cuHApoM bpyraga Bcrpewaercss B crpanHax HOro-
Bocrounoit Aszum - ot 2:10 000 mo 4:10 000 HaceneHusi, 0COOCGHHO B TaKWX CTpaHax, Kak
Taunann u OUIMNNUHEL, TE pacnpocTpaHeHHocTs Oosee 5 Ha 10 000 [16], pexxe — cpenu
xuteneit CesepHoit AMepuku — 0.03:10 000 nacenenus [17; 18].

Manudecrarust MOXET TPOU30MTH B JIFOOOM BO3PACTE - OT HECKOIBKUX THEH KU3HU
no 80 5eT, HO MPEUMYIIECTBEHHbII KOHTHMHIEHT OOJIbHBIX — MOJIOJIbIe MYKYMHBI B BO3pacTe
35—45 ner [19]. IlpeamonararoT, YTO CyIIECTBOBAHHUE TAaKOI'O CHJIBHOIO T'EHIEPHOTO
HEpaBEHCTBA B COOTHOIICHUH TPU K OJHOMY (MyKUMHA K JKEHIIMHE), OOBSACHICTCS BIUSHHEM

ropmMoHoB [20].

1.4 OcobennoctH koaupoBanusi cugapomMa bpyraga mno MekayHapoaHOM

CTATHCTHYECKOH Kiaaccuukanum 0ose3Hel U npodaeM, CBA3AHHBIX CO 310POBbEM

142.8 — Jlpyrue xapauomMuonaTuu

146 — ocTtanoBka cepana

[46.0 — ocTaHOBKa cep/ilia C YCIEIIHBIM BOCCTAHOBJICHUEM CEPJICUHON NEATEIIbHOCTH
[46.1 — BHe3amnHas ceplieyHast CMEPTh, TaK OIMCAHHAs

[46.9 — ocraHoBKa cepalia HEYTOUHEHHAS

147.2 — xenynoukoBasi TaXUKap st

149.0 — QubpunsAIUsS U TpeneTaHue KEIyJ0UYKOB

1.5 Knaccndukanus cunapoma bpyraga

B Hacrosimee BpeMs BBIICNSIOT CIEAYIOIIHAE KIMHUKO-IIIEKTPOKApIUOTpaPuIecKue

dbopmsl cuaapoma bpyrana:
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1) Ilomnas ¢opma cuHmpoma bpyraga - 5T0 TUMMYHAS 3JIEKTpOKapauorpaduydeckas
kaptuHa (bpyrana-narrepn 1 tuma Ha OKI') ¢ cuHKome, mpeacwHKoOIE, CiaydasMu
KJIMHUYECKOW WIJIM BHE3AIMHON cMepTH BeieAcTBre nomuMopduoii XK T/DXK;

2) Hemnonnas dopma cunapoma bpyrana, koropas 00beIUHIET HECKOJIBKO KITMHUYSCKUX
BapHaHTOB:

- TUMHMYHAs 3JIeKTpoKapauorpaduyeckas KapTUHAa MPU OTCYTCTBHM CHMIITOMOB, 0e3

CEMEHHOM UCTOPHUM BHE3AITHOM CMEPTH WIK CHHIpoMa bpyraza;

- TUNUYHAs OJJeKTpoKapauorpaduyeckass KapTHHAa TMpPU OTCYTCTBUM CHUMIITOMOB
3a00J1eBaHUs y TIAIMEHTOB - WICHOB CEeMei OO0IBHBIX C TTOJIHOW (HOPMOI CHHIpOMA;

- TUTTUYHAS aJIeKTpoKapauorpaduyeckas KapTHUHA nocie IIPOBEICHUS
(apMaKoIOTHUYECKUX TECTOB IMPU OTCYTCTBUM CHUMITOMOB 3a00JI€BaHMS y MAllUCHTOB — YJICHOB
ceMel OOJIBHBIX C MOJTHOW POpMOI CHHAPOMA;

- TUTTUYHAS aNeKTpoKapanorpadpudeckas KapTHUHA nociie MIPOBEICHUS
(apMaKoIOTHYECKUX TECTOB y OOJIBHBIX C TOBTOPHBIMH CHUHKONE WM HIUONATHYECKOU
¢ubprusiuneit npexcepauii.

Taxke BBIAEIAIOT AMEKTpoKapAnorpadhuIecKue BapuaHThl:

- TUMHWYHAS SJEKTpoKapauorpaduyeckas KapTHHA C SBHOM OJOKaJOW MpaBON HOMKKH
nyuka ['uca, aneBauueii cermenrta ST u yannHenuem PR-unTepsana;

- TUNWYHAs OSJEKTpoKapauorpaduueckas kKapTHHa c aneBanuei cermenta ST, 06e3
ymmmHeHus: PR-unTepBana u 6510kanpl mpaBoil HOXKH my4ka ['uca;

- HeToJTHas OJI0KaJIa MpaBoi HOXKKH Tydka [ mca ¢ ymepeHHoM seBanuei cermenta ST;

- U30JIMpOBaHHOE yanuHeHue nurepsaia PR [9; 21].

Takum 00pazom, TOMUMO KJIACCHYECKOTo ()eHOTHUIA, BKIIOYAIOUIETO B Ce0sl TUIMMYHBIC
KIIMHUKO-3JIEKTPOKapArorpaduuecKue MposIBICHUS, BBIJCIAT CKPHITOE TeueHHe 3a00JieBaHUs,
KOrJa y aCMMITOMATHYHBIX ManueHTOB xapakTtepHblie DKI' M3MeHeHuss HOCAT TpaH3UTOPHBIN
XapaKTep U BBIABIAIOTCS HENOCTOSHHO (MHTEPMUTTHpYIOIIMM bpyrana-naTrepH) wiM BOBce
OTCYTCTBYIOT. Take, y OJJHOTO MalMeHTa MOTYT IOCJIE0BATEIIbHO HAOII0AaThCS BCE TPH THIIA

n3MeHeHui cermenrta ST, xapakTepHble 11 cuaapoma bpyrana [2].

1.6 Knuanyeckas KapTuaa cuipoma Bpyrana

OOMOpPOKH U OCTaHOBKA CEp/Ia SIBISFOTCSI OCHOBHBIMU KJIMHHYECKUMHU TPOSBICHUSIMHI
cuaapoma bpyramga. HemocpencrBennoit npuunnoit BCC u cunkone sBnsercst Obictpas KT
(mpeuMymIecCTBEHHO ToauMopdHas, KpaiiHe penko — MOHOMOp(dHas), XapaKTepU3yroIascs
BBICOKUM prickoM TpaHchopmarmu B DXK. [Momumopduas KT dvame pa3BuBaercs BO Bpems

OTJAbIXa HJIM CHA, 4YTO CBA3BIBAIOT C YCHUJICHUEM HapaCHMHaTquCKOﬁ CTUMYJISILIUA B (1)336
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«OBICTPOTO CHa», 3aHUMAIOIIETO BCIO BTOpPYIO ToJIoBUHY Houu [19; 22]. CuHKOMaNbHBIC
coctosauss ¥ KT MOTyT mHpoOBOLMPOBATHCS THIEPTEPMHEN (HAIpUMEp, JHUXOPAIKOH IpH
BOCTIQJINTENIBHBIX 3a00JEBaHUAX WJIM TEpPerpeBoM B OaHE), a TaKKe PAJOM JIEKapCTBEHHBIX
npenaparoB (mepedeHs npejcTaBieH Ha caite http://brugadadrugs.org) [23; 24]. Knunndeckas
sHaunmocThb JXXT nipu cunnpome bpyrana o0yciosnena BeicokuM puckoMm passutust BCC, B Tom
YHCJI€ B MOMEHT IIEPBOI0 CUHKONAIBHOIO AMHU30/1a.

OObuHO KJIMHUYECKUE TmposiBieHUss KA MOryT CYIIECTBEHHO pa3iuyarbcs B
3aBHCUMOCTH OT COCTOSIHHSI TEMOJIMHAMUKHU — B JIETKUX CIy4asXx O00JbHbIE MOTYT OTMEYATh JIHIIb
yJaméHHOe cep/leOneHne, TOJOBOKpY)KeHHe, auckoMbopr B Tpyau (B psae ciaydaeB
IPOSIBJIICHUS. M BOBCE OTCYTCTBYIOT), B TSDKENBIX — HHTEHCUBHYIO 3arpyJHHHYIO 00Jb, YAYIIbE,
IIPECUHKONIAJbHBIE U CHHKOMAJIbHBIE COCTOSHMs. B cioyuae cunapoma bpyraga HapyuieHus
FeMOJIMHAMHUKH Yallleé BCETO HOCAT TshKeNbld xapakrtep. I[Ipusznakom JXT moryTt ObITH cirydan
BHE3AIHOTO KoJUlarica C MoTepell co3HaHus 0e3 Kakux-aubo mnpeaBecTHUKOB. OAHMM U3
KJIMHUYECKUX TMPOsBICHUH, compoBoxaaromux KA, MOryr OBITh SMHU30bI XPHILIOTO
(aroHaJIBHOTO) IBIXaHUsA BO cHE. CUMNITOMBI 3a00JI€BaHUS MPOSIBIISIOTCS OOBIYHO Y B3pOCITBIX,
yauie y JIMIl MYKCKOro moja, a cpenauii Bozpact BCC cocraBnser 41+15 ner [25]. [Ipuuunsl
TaKUX, CBA3aHHBIX C TIOJIOM, Pa3IMuYdi, JOJTrO OCTaBAINCh HEU3BECTHBIMU, MOKAa HE OBLIO
MIOKa3aHO, YTO Y MYXXYMH HaJMUYECTBYeT Oojiee BBIPRXKEHHBIH TOK [y, JISKAIIM B OCHOBE UX
IPEJpPacioNOKEHHOCTH K pa3BUTHIO KIMHUYECKOro ¢(enoruna cuuapoma bpyraga [20].
Hecmotps Ha T1O, urto cuHapom bpyraga B Hacrosimiee BpeMsl SBIS€TCS H3BECTHBIM
3a0oyieBaHUEM, €ro KIMHUYECKas JIUarHOCTHKa 3aTpyJHEHAa TPaH3UTOPHBIM XapaKTepoM

Ha0Jr01aeMbIX (PEHOMEHOB U CYIIIECTBOBAaHHEM PA3IUYHBIX (PEHOKOIHA.

2. luarnocTtuka cuHapoma bpyrana, MmeAnunHcKkie NoKa3aHUus U

NMPOTUBOIIOKA3aHUA K IPHUMECHCHHUIO METOI0B THATHOCTUKH

Jlnisg aroro 3abojieBaHUSI XapaKTEPHO OTCYTCTBHE IMPHU3HAKOB OPraHUYECKOIro W/HUIIU
AHATOMHUYECKOTO NMOPAKEHHUsI KJIAMAaHHOTO almapara Cepala, NIIEMUYECKOr0 MOBPEXKIACHUS WIN
OUEBUTHOTO AJICKTPOJMTHOTO AMCOANaHca B OPraHW3ME M CTPYKTYPHBIX aHOMAIUN MHOKap.a
npu ayTtoncud. BceneactBue 3TOro JgaHHble  (U3MKAIBHOrO 00CIENOBaHUS, BKIOYAs
ayCKyJbTAIUIO CEPALA, U Pe3yJbTaThl BU3YAIU3UPYIOIIMX METOAOB HCCIEAOBAHUS, TAKUX Kak
IXOoKapauorpadguueckoe uccieoBaHUE CceplAlla MWIM MarHUTHO-PE30HaHCHas Tomorpadus
cepAla, He BBIBISIOT OTKIOHEHHUH NpH cuHApoMme bpyraga u He crmocoOCTBYIOT AMAarHOCTHKE

3200J1€BAHUS.

13



Juarnoctuka cuHapoMm bpyraga nDpou3BOOUTCS Ha OCHOBAaHHHM — XapaKTEPHOTO
KIIMHUYECKOTO0 CUMITOMOKOMIUIEKCA, JJIEKTPOKApAUOTpadUUIeCKNX MJaHHBIX W HU3yYCHUs
HACJICICTBEHHOTO aHaMHe3a, HEKOTOphIe (OPMBI TATOJOTHH OMPEICNISIOTCS MOJEKYIJISPHO-
FeHEeTUYECKUMHU METOIaMHU.

OcHoBOW auarHocTuku siisiercst peructparusa Ha DK mokosi MaTOrHOMOHUYHBIX JJISt
3a00JIEBAHNS N3MEHEHUH B BuJie 1TOJIHOM i HertoiHoi BITHIIT ¢ KOCOHUCXOAAIINM IT0IBEMOM
cermenta ST (¢ Touku J) Ham M303JIEKTPUUECKOM JMHMEH B OJHOM WM 0Oojee MpaBbIX
NpEeKOpAHATBHBIX OoTBeneHMsIX (Vi w/mim V), KOTOpble MOTYT TpPaH3UTOPHO HCUYE3aTh,
WHBEPTUPOBaHHBIN 3yOen T, a Takke mepuoanueckoe ymimHeHwe wHTepBasia PR. Bmepsrie
cnenupuyecKkue W3MEHEHHUS KOHEYHON YacTH J>KEITyJOYKOBOTO KOMIUIEKCA, CBS3aHHBIE C
YacThIMU CEMEHHBIMH CIIydasMU CHHKOMaJIbHBIX cocTossHMi mim BCC Obuin onumcansl B 1992
rojay WCHaHCKUMH Kapauosioramu Opatesamu Ilenpo bpyrama (Pedro Brugada) n J)o3enom
bpyrana (Josef Brugada), pabGoTalomuMu B Pa3IUYHBIX EBPONEHCKHX KIWHUKAX [26].
Bnocnencreun mpencraBieHo Tpu Bo3MOXHBIX Tuna OKI' u3MeHeHHM#, XapakTepu3yOLUX
cuaapom bpyrama (tabn. 2, puc. 2) [21; 27]. Tun 1, onucannsiit B 1992, xapakrepusyercs
3HAUUTENLHOM 2JeBarueit cermenTa ST, mpuHUMaromel «cBoIuaTy0» KoHGUrypanuto (coved) ¢
aMIuuTy1oM J BoiHBI min 3neBanued cermeHta ST >2 MM unu (0.2 MUJIIIMBOJIBTA HA THKE, B
COUCTAaHWM C HETaTUBHOW HAMpPaBICHHOCTHIO T BONHBI, C HEOONBIIUM H303JICKTPUUECKUM
paznenenueM. Manudecranus bpyraga-marrepra  1-ro  TWma MOXET TPOBOIMPOBATHCS
JIMXOPAJ0OYHBIMUA COCTOSTHUSIMH, a TAKXKE PSAJIOM JIEKApCTBEHHBIX ITpenapartoB [23].

Tun 2 Takke UMeeT BbICOKOE Hadayio 3ieBanuu ST, HO, B 3TOM ciydae, aMIuiuryaa J
BOJIHBI J]a€T HAydajo IMOCTEIICHHOMY YyObIBaHHWIO dneBamuu cermMeHTa ST, 3acThIBaiolieM Ha
ypoBHE > 1 MM BBIIII€ U30JIHHHUH, B COTIPOBOXKICHHUH MOJOKHUTEILHOW UK 1ByX(a3Hoil T BOJHEI,
YTO B pe3yJbTaTe NPHUBOJUT K «CEUIOBHAHOW» KoHpurypauuu (saddleback). Tum 3
xapakTepusyeT dJeBanus cermeHTa ST <1 MM, KoTopas MOXeET ObITh 00enx KOH(GUTYpaluid, HO

qame OTMCUAIOT «CCAJIOBUIAHYO».

Taoauna 2. Tunsl DK uzmenenuit npu cunapome bpyrama

HN3menenus DKI' Tun 1 Tumn 2 Tun 3
AMITUTY 12 BOJIHBI J >2 MM >2 MM >2 MM
. MMOJI0KUTEIBLHBIA HIIH .
T 3yben OTpHUIATEIbHBII N TOJIOKUTEJIHHBII
nByX(a3HbIi
ceUI0BUIHAS CeIOBUAHAS
Kondurypamus ST cBoguaras (coved
urypan A ( ) (saddleback) (saddleback)
IIOCTOSIHHO
Koneunas yacte ST . snesanusd > 1 MM sneBanud < 1 MM
OTpHUIATEIbHBII

IIpumeuanue: 1 mm = 0,1 MB
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Pucynok 2. Tpu Tuna IKI - nmatrepna cunapoma bpyrana (Antzelevitch C, Yan Gan-Xin, 2016).

[lepBble  cormacutenbHble  KOH(EpPEHIUH, TOCBAIIEHHBIE JIUArHOCTUYECKUM
KputepusiM cunapoma bpyrana, Obuum nposenensl B 2000 u 2005 ronmax [1; 2]. B orBer Ha
pacTyumii o0beM 3HAHM O TMATOPU3UOJIOTUU, KIMHUKE H JUAarHOCTUKE 3a00JeBaHMUS,
JTUArHOCTHYECKHUE KpUTEpHH CUHApoMa bpyrana 6p11u 0OHOBJIEHBI B COINIACOBAHHOM 3asiBJICHUU
O6mectBa cepmeunoro putma (Heart Rhythm Society — HRS), EBpomelickoil accoruanuu
cepaeunoro putma (European Heart Rhythm Association — EHRA) n A31aTcKO-THXOOKEaHCKOTO
obmiectBa cepaeuHoro putMma (A4sia Pacific Heart Rhythm Society — APHRS) mo ne4eHuio u
JNIMarHOCTUKE TEPBUYHBIX HaclnencTBeHHbIX aputvmuii B 2013 romy [22]. CormnacHo
pekomenmanusim  HRS/EHRA/APHRS ot 2013 roma, naimune Ha OKI mokost B mpaBbIX
TPyIHBIX OTBeACHUsAX bpyrama-narrepua 1-ro Tuma (Tak Ha3bIBaeMOM  «CBOIYATOM
KOH(UTYpalum»), KOTOPbI MOXET OBbITh KakK JIeKapCTBEHHO-MHIYIIMPOBAHHBIM, TaK U
CIIOHTAHHBIM, SIBJISIETCSI JOCTaTOUYHBIM OCHOBAHHMEM JMJi IOCTAHOBKM JAMAarHo3a, JaXke eclid
W3MEHEHHUsI TPHUCYTCTBYIOT TOJHKO B EIWHCTBEHHOM OTBeAeHuW (cMm. Tadn. 2) [21; 22].
Koncencycnoe 3asBienue pabodeit rpymmbl dkcrieproB HRS/EHRA/APHRS 2013 roma mo
JTUATHOCTHKHU CHUHApPOMa bpyrana ObLI0 BIOCIEACTBHH MPUHSATO M BKIIOYCHO B PEKOMEHIAIMH
EBponeiickoro o6mectBa kapauoioroB (European Society of Cardiology — ESC) 1o ne4eHuIo
KeMyT0uKoBBIX apuTMuii u mpodrraktuke BCC B 2015 roxy [28].

OpHako MocTeHUE UCCIIEAOBAHUS BBIIBUHYIIM Ha MIEPEIHUN TUIaH MpoOIeMy BBICOKOM
YaCTOTHI JIOXKHOIIOJIOXKHUTEIBHBIX PE3yIbTaTOB (hapMaKOJIOTHYECKHX HArpy304HbIX 1mpod. Kpome
toro, peructp PRELUDE (PRogrammed FElLectrical stimUlation preDictive valuFE,

IIpocnocmuueckas yenHocmb NPOSPAMUPOBAHHOU INEKMPUHECKOU CMUMYIAYUL) TTOATBEPIIIL,
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YTO ManueHThl, AeMoHcTpupytomue IKI' 1-ro Tuma Toabpko mocie BBEACHUSI aHTUAPUTMUYECKUX
npenapatoB | Kkiacca, WMEIOT OYEHb HU3KMA pPHCK apUTMHYECKHX coObiTuit  [29].
OO0ecrokoeHHbIC THIEPAUATHOCTHKOW CHUHApoMa bpyrama, OCOOCHHO y TMAalMEHTOB C
JIEKapCTBEHHO-UHAYIIMPOBaHHBIM  bpyrama-marrepnom 1 Ttmmna, »skcneptel B 2016 romy
MPEJIOKUIN HOBbIE TMarHOCTUYECKHE KPUTEPUU U CUCTEMY OIICHKH BEPOATHOCTH 3a00JIeBaHMUs,
Ha3BaHHOM [llaHxalickoil MIKanoW Uil NMArHOCTHMKHM CHUHIApoMa bpyrama, kKotopas, NOMUMO
ananmu3a OKI', Takke yduThIBaeT KIMHUYECKUE MPOSBICHUS, CEMEHHBIM aHAMHE3 U PE3yJIbTAThI
TEHETHYECKOro TecThupoBaHusa [27]. B COOTBETCTBMM C MNPEAbIAYIIMMH PEKOMEHIAMNSIMU
HRS/EHRA/APHRS 2013 ropna, Illanxaiickuii ¢hopyM MOATBEPAMI, YTO TOJIBKO 3JICBAIIHS
cermeHTa ST 1-ro Tuna (cBoguaToro tuma) ¢ BeicoToi cerMeHTa ST >2 MM B IpaBbIX I'PyAHBIX
orBefeHuax (V1—V3), pacnojoxeHHbIX B 4-M, 3-M wuiaum 2-M MexpeOepbe, CUHTACTCS
JTMarHOCTHYECKUM TMpHU3HAKOM cuHIpoma bpyrana. 3akmtouenue Illanxaiickoro dopyma Takxe
cornarmmaercs ¢ paHHuM noctynarom skcieptoB HRS/EHRA/APHRS o Tom, uto OKI-marrepHs
2-ro TMna WiaM 3-ro TUIAa HE MOTYT 3aMeHuTh crnoHTaHHbIl OKI'-marrepH 1-ro Tuna, ecnu
TOJILKO OHHM HE MpeoO0pa3oBalCh B 1-i TUN JNHXOPagKON WM BBEIECHUEM OJIOKATOPOB
HaTPUEBBIX KaHATOB. OTIWYUTENHHON 0COOeHHOCTHIO [IlaHXalcKoi AMAarHOCTUYECKOW IIKaJbI,
mo cpaBHeHnio ¢ pykoBoactBom HRS/EHRA/APHRS, sBasercs  ycimoBue s
JIMarHOCTHUPOBaHUs cuHapoMa bpyrana B Tex ciyuasix, korja sneBauusi cermenta ST 1-ro tuna
HAOII0TaeTCs UCKITIOYUTEIBHO MPU UCTOIB30BAaHUU OJIOKATOPOB HATPUEBBIX KaHANOB. B Takux
CiIyvasix JJis OATBEepKAeHUs quarHo3a, momumo DKI nposiBienuid, TpedyeTcs HaTudue OJHOTO
U3 CIIEAYIONIMX JIOMOJIHUTEIbHBIX KPUTEpHUEB: AoKyMeHTHpoBaHHbIe DXK/momumopduas XKT,
aputMoreHHblii ooMopok, BCC B cembe y nuil Mosioke 45 JeT C HEraTUBHBIM 3aKIIOYEHUEM
ayTorcuu, bpyrajga-maTTepH CBOAYATOTO THUIMA y UWIEHOB CEMbUM WM HOYHOE AaroHajJbHOE
neixanue. Muaaymupyemocts JKT/®XK omHuM wim  AByMST  OKCTPACTUMYJAMH  TaKkKe
MOATBEPKIAET JUArHo3 cuHapoMa bpyraga B manubeix oOcrositenbcTBax [30]. Takum oOpazom,
cornmacHo Illanxaiickoil mikane, JeKapcTBeHHO-UHAylnMpoBaHHbIM OKI'-marrepn 1-ro tuma
MO>KET OBITh MCIOJIL30BaH IS TUATHOCTUKU CHHApPOMa bpyrana Tonsko B TOM cliydae, KOTJia OH
COTIPOBOXKAAETCA OJHUM U3 YKa3aHHBIX BbIlIE KpuTepueB. HecMoTps Ha mocienHHe BaKHbIE
YTOYHEHHMsI IO TUAarHOCTHKE cuHapoma bpyrana, npemnoxxennsie [llanxaiickoit koHpepeHuei B
2016 romy, naHHBIE PEKOMEHAALMHU, KaK U BCE JPYyTUe, JOJDKHBI OyIyT MpPONTH MEPBHUHYIO
OIICHKY W JATBHEHUINYIO MIPOBEPKY B OyIYIIUX HUCCIENOBaHUSAX. TeM HE MEHee, MHOTHE BBIBOIbI
[Hanxaiickoii KOH(pEPEHIUU TMOJNE3Hbl ISl KIMHUYECKOIO MCIOJIb30BaHUS y MAIMEHTOB C

cunapomoM bpyrana.
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OueBHIHO, YTO KPUTEPHM IUArHOCTUKHM CHUHApoMa bpyraga 3BOMIOLMOHUpPOBAIH C
MOMEHTa TEePBOHAYAIBHOIO OMUcaHUs 3a0oneBaHus. OIHAKO JO CHUX TOP MPOAOKAIOTCS
I[GGaTBI OTHOCHUTCIIBHO H€O6XO,Z[I/IMOCTI/I BKIOYUYCHUA JOIIOJIHUTCIBbHBIX I/I,Z[GHTI/I(bI/II_II/IpyCMBIX
KJIIMHUYECKUX TMPU3HAKOB, BBIXOIAIIMX 3a paMKH XapakTtepHbix DKI' m3MeHeHwmil, 0COOCHHO Yy
ManueHToB, Koropble pa3BuBatoT OKI' 1-ro Tuma TONBKO MMOJ ACHCTBHEM OJIOKATOPOB
HATPUCBbLIX KAHAJIOB. HOE)TOMy Ha TeKyH_II/II\/'I MOMCHT KIIMHUYCCKHUC MPOABIICHUA IMO-IIPCIKHCMY

HC YUYUTBIBAOTCA ITPU MMOCTAHOBKC AWArHO34.

e PexomeHayercss auarHoctupoBath cuHApoM bpyraga npu peructpanuu Ha OKI
CIIOHTAHHOTO WJIM WHAYLUUPOBAHHOTO OJIOKaTOpaMU HATPUEBBIX KaHAJIOB MOAbEMa
cermeta ST>2 MM mopdonorun 1 Tuma XoTss Obl B OJHOM M3 TPABBIX TPYIHBIX
otBeaeHuit (V1 u/unm Vz) Ipu pacnojOKEHUH JIEKTPOJOB B CTAHAAPTHBIX UM BBICOKHX
(o 2-ro mexpebepns) mozunusx [22; 28; 31].

YpoBeHb  yOeAMTENbHOCTHM  peKoMeHAauuMi A  (YpoBeHb JI0CTOBEPHOCTH
JI0Ka3aTeJabCeTB — 1)

Kommenrtapuu: Pecucmpayuro OKI' credyem nposooums, pacnonazas 31eKmpoobsl OJisl
Npasvix NpekopoOUaIbHbLIX OmMeedeHUll KAk 6 CMAHOAPMHOU NOo3uyuu, maxk U evlule
cmanoapmuot nozuyuu, enioms 00 Il mexcpedepvs [32]. BvissneHue namocHOMOHUUHBIX
uzmenenuul IKI" 6 amux nosuyusx umeem maxyio e OUaeHOCMUYECKYIO 3HAYUMOCTb, KAK U

npu CMaHoOapmHoOM PacnoiOHCEeHUU S1EKMPOO0s.

e Pexomenayercss AMarHOCTHPOBATH CHUHAPOM bpyraga mocine WUCKIIOUEHHUS APYTUX
HEOTJIOXKHBIX COCTOSHUM W 3a00JIeBaHM, CIIOCOOHBIX BBI3BIBATH bpyramo-momoOHbIe
n3MmeHenus Ha OKI" [21; 28].

YpoBeHb  yOeauTeIbHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeabeTB — 1)

Kommentapuu: Cunopom bpyeada modwcem Obimb OKOHUAMENbHO OUACHOCMUPOBAH HA
ocnose kapmunvl IOKI' u nocine uckmoyeHus oOpyeux ou@depenyuanvuvix OuacHo308.
Ipuuunamu «opyeadonodobnvixy usmenenuti IKI' mozym Ovims, Hanpumep, ocmpulil
KOPOHAPHLIU ~ CUHOPOM, — MPOMOOIMOONUA ~ NE20UHOU  apmepul,  pacclauéarouas
aHespu3Ma aopmol, AHEBPUIMA 118020 JHCENYOOUKA, OCMPLIUL NepUKapoum, amunuyHdas
onokada npaeoti Hodcku nyuka luca, ¢henomen panuell penonspuzayuu HceryooyKos,
APUMMOZEHHAS  NPABOANCETYOOUKOBASL  KAPOUOMUONAMUS, MEXAHUYECKAs KOMNPeccus

BbLIHOCAWE20 MPAKMA NPABo20 HCEeNYOOUKA ONYXONbI0 OP2AHO8 CPeOOCMeHUs U Op.
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Kpome moco, paznuunvle 3ab601e6aHusi YeHmMpAivbHOU U 6e2emMAamuHoll HepEHOLlL
cucmemsl (cybapaxHouodanibHoe KpoBOUNUAHUE, 2eMOPPAUYeCKUll UHCYIbM, AMAKCUs
@puopuxa), mvlueunas oucmpogus Hrowena—bexkepa u anamomuveckue 0cobeHHOCMU
cmpoeHus epyoHoU KiemKu (pectus excavatum — 6nanas uiu 8poHKO0OpasHas 2pyob)
makoice moeym evizvieamv IKI uzmenenus, xapaxmepuvie oasi cunopoma bpyeaoa.
Yuumueieas, umo SKI" Bpyeada 1-20 muna modcem 6bims cnpogoyupo8ana pasiuiHvlmu
KAUHUYECKUMU HAPYULEHUAMU U COCMOSHUAMU, 8 MOM YUcle OCMPbIMU, MpeoyIouumMu
HeMeONleHH020 JleyeHus, Oup@eperyuanrvhas OUaecHOCMUKA U NOCMAHOBKA OUACHO3d
00J1JICHbL NPOBOOUMbCsL Hezameoaumenvro. Iloosmomy 6onvhvie, v xomopwvix Ha IOKI
pecUCmpupyiomes. npusHaku cunopoma bpyeada, 00nd#cHbL NPOXOOUMb KOMNIEKCHOE
Kapouonozuyeckoe obcnedoganue. Cnyyau, kozda OIKI' Hopmanuzyemcs nocie
VCMpaHeHusi NPUYUHbL, a NOCAEOVIOWAs. NPOBOYUPYIOWAs (PapmaKoiocuieckas npooa He
unoyyupyem OKI' nammepn [-eo muna uw/unu 2ememuyeckoe mecmuposanue
ompUYamenbHo, IKCNepmoi NPEOLIOHCUIU 0003HAYAMb KAK CIYYaAU (heHOKONUU CUHOPOMA
bpyeaoa [33]. Obocnosanue 3moti anbmepHamueHOU MePMUHOIO2UU 3AKTIOYAeMCs 8
NONbIMKEe OMAUYUMb IMU CLYHAU OM MURUYHBIX Cydae cunopoma bpyeaoa, nockonvky
Npeononazaemcs, Ymo OHU He UMEIOM 2eHemuyecKol Mmuoiocuu, Ho umerom oOolee
Onazonpusmunoe — NpocHOCMUYECKoe — 3HAYeHue 6  NIdHe — pUCKA — pa3eumus

arcusneyzporcarouux KA.

2.1 7Ka100bI 1 aHAMHE3

Pexomenayercsi I1eIEHANIPABICHHO BBISICHATh HATUYHME Kallo0, KOTOPBIE MOTYT OBIThH
00yCITOBJICHBI KIMHUYECKHUMH MPOsiBICHUsIMH KA H OLIEHWBATh UX TSHKECTh C ILEJBIO
ompesnenaeHus: Te4eHus: cuaapoMa bpyrana (cuHkomansHOe Wi O0ecCHHKOmalibHOE) [28;
34]

YpoBenb  yOeauTelbHOCTH  pexkoMeHaanuii B (ypoBeHb  /10CTOBEpPHOCTH
A0KA3aTeJbCTB — 2)

Kommenrapun: JKaniobvl Ha npecunkonanvhbie cOCMosHUs (INU300bl 20JI080KPYHCEHUS,
conpogodcoarowuecs: ciabocmoio) y OONbHBIX 6cmpeyaromcs odeHb pedko. Yawe
00MOpOKU, 0cObeHHO 8 noxoe. Kanobvl Ha cepoyedbueHus u OOIU 8 2PYOHOU KiemKe He
aenaomen  obazamenvuvimu.  Hanuyue ocanobd na cepoyedbuenus 3asucum —om

ONUMenNbHOCmU npucmynos u om udacmomvl COKpaweHusl che.flyaOLlKOB 68 MOMEeHm
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napoxcusma. QOHUM U3 KIUHUYECKUX NPOSABIeHUl, conposodicoaowux KA y nayuenmos

¢ cunopomom bpyeaoda, mocym 66imv 3nU300b1 XPUNILO20 (A20HATLHO20) ObIXAHUS 80 CHe.

Pexomennayercss mpu cOope aHamMHe3a pPACCIPOCHTH TAlMEHTa O HAJMYUU B CEMbE
CITy4aeB BHE3AITHBIX U HEOOBSICHUMBIX CMEPTE KPOBHBIX POJICTBEHHHKOB B BO3PACTE JI0
40 ner [22].

YpoBenb yOeautenbHocTH  pexkoMmenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJdbCTB — 2)

KommenrTapuu: /[na oyenku meuenus 3a001e6aHus HeoOX00UMO coOpamsv cemeliHblll
anammues. Ilpu 8viacHenuy HACI1eOCMBEHHOCMU 8ANCHO 0OPAMUMb BHUMAHUE O0IbHO20 HA
Hanuuue cnyiaed HeoOBACHUMOU 6HE3ANHOU cMepmu cpedu ONU3KUX POOCMBEHHUKOS
MON00020 603pacma (0o 40 nem), a maxaice 8visAUMb HAIUYUE 8 CeMbe POOCMBEHHUKOS,

cmpaoarowux KA, yace umerowux umMniaHmupyemvle Kapouoycmpoucmaeda.

Pexomenayercst IpoBOAUTH y OOJIBHBIX ¢ CHHKOMAIBLHBIM TEUSHHEM CHHIpoMa bpyrana
g hepeHIHaTEHY IO TNArHOCTHKY MEXTY CUHKOTIJIbHBIMHU COCTOSTHUSIMU
APUTMOTEHHOTO M WHOTO T€HEe3a, HalPUMEp, CHHKOIE C CYIOPOXKHBIM KOMIIOHEHTOM Ut
00JIBIIOrO AMUIECHTHYECKOTO IPUIIAIKA.

YpoBenb  yOeaurTeabHOCTH  pekoMenaamuii C  (ypoBeHb  [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 3).

Kommentapuu: Cunopom bpyeadoa credyem oOughghepenyuposamov om  Opyeux
B03MOJNCHLIX NPUUUH CUHKONATILHLIX COCMOSHULL, YYUMbIEAs OMHOCUMENbHO MON000U
go3pacm OONbHBIX, Npexcoe B8ce20, Om ONULeNCUU U 6d30-8A2ATbHLIX 0OMOPOKO8, a
Makaice om Opy2ux 8POAHCOEHHBIX HCETYOOUKOBLIX HapyuweHul pumma cepoya. OOMopoxu
80 8peMs UHMEHCUBHBIX (PUULECKUX HASPY30K, 8 NOJOHCEHUU CUOS UNU NedHcd HA ChUHe
00/1#CHbL HAMOJIKHYMb HA MbICTb O CepOedHOlU npuyune nomepu CO3HAHUs, Mo20a KaK &
Opy2ux CUmyayusx MO#CHO OyMams 0 8A308a2AIbHOM 0OMOpPOKe UL OPMOCMAMUYeCcKOU
eunomensuu. Kpome mozo, 06MOpoK, c6A3aHHbIIL C cepOeuHoli namoaocuel, 8 omauyue
Om HeBPO2EHHO20, XapaKmMepu3yemcs GHe3ANHbIM HAYAIOM U ObICMPLIM OKOHYAHUEM,
kak moavko KT npepvisaemcsa. Ilpuyunvl cunkone He ouazHocmupyromces 6 38 — 47%
cayuaes [19; 35]. Hepeoxo cumnkone s6nsiemcst nepeviM U eOUHCMBEHHbIM CUMNIOMOM
arcusneyepocarowux KA u npu omcymemeuu c8oedpemMeHHOl OUASHOCMUKYU NO8blulaem
puck BCC. [losmomy oOughgpepenyuanvnas oOuacHoCmuka O0OMOPOKO8 YPe38blUAlHO

6AJMCHA U mpe6yem AKMUBHO20  63AUMOOEUCTNEUS Kap()uwzoeoe, HeBpOoJl020e6,
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cneyuaiucmoe  no d)yHKI/;MOHaJZbHOIZ ouazHocmuke u I’lp06€0€Hlxlﬂ MHO20NJIAHOBbIX

uccneoo8anuil.

2.2 dusukajabHoe 00cae10BaHHe

CM. pa3()eﬂ (KIUHUYecKas kapmuHa»

2.3 JIaGopaTopHbIe JHATHOCTHYECKHNE HCCACT0BAHUS

o Pexomennyercs oOcienoBaHue MaMEHTOB ¢ CUHAPOMOM bpyrana Ha moaTBep)kKIcHHE
WIM UCKIIOYEHHE MpexXonsiumx (KOppUTrHpyeMbiX) (akTOpoB, 3HAYUMBIX IS
BO3HUKHOBEHHUS JKA (MHTOKCHUKAIMS MEIUKaMEHTO3HBIMU IMpenaparaMu, FHIepTepMHUs,
ynoTtpebiieHre KOKanHa, ypOBEHb KaJHsl U MarHus B CBIBOPOTKE kKpoBH) [19; 35].
YpoBenb yOeautenbHocTH  pexkoMmenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJbCTB — 2)

Kommenrtapuu: V nayuenmos ¢ memabonruyeckumu u 31eKmpOoaumHslMu HapyueHusImu
HeoOxX00uMo npogecmu ux Koppexkyuio. Kpome mozo, 2nekmponumHvle Hapyulenus
(cunepranuemusi, unepralbyuemMus) Mo2ym AeuAmsvcs npudunol bpyeado-nodobHvix

usmenenuti na IKI.

2.4 UHCTPpYMEHTAJLHDBIE THATHOCTHYECKHE HCCJIECTOBAHNS

OCHOBHBIMU MHCTPYMEHTAJIBHBIMM METOAAMH TUArHOCTHKU y MAllMEHTOB C CUHAPOMOM
Bbpyrana sasnstorcss OKI' B 12-tu oTrBeneHusx u cyrounoe MmonutopupoBanue OKI' o Xonrepy
(XM 2KI).

B HocjeIHue rOfiblI Ba)KHOE 3Ha4YeHHE npuaeTcs pe3yJbpTaTaMm
anekTpodusnonornueckoro ucciaenoBanusa (OPU) ¢ mporpaMMUpOBAHHON 3IEKTPHUUECKOM
ctumyssiiiuedt (I19C), uenpi0 KOTOpOW SBISIETCS OLIEHKA KIMHUYEeCKoW 3Haunmmoctu KA u
onenka pucka BCC. IlporHoctuueckas 3Hauumocth MHAYKIUMU KA ¢ nomompio [19C B
OIpE/ICIEHUN PUCKA PA3BUTHUS CEPAEUYHBIX COOBITHH y OOJIBHBIX ¢ cuHApoMoM bpyrana ropsdo
oOcyxmaercst yxke Bropoe aecstuierue. Ilenpo m Xocenm bpyraga Obuin mepBbBIMH, KTO
npeioxkut B 2002 roay MCHONB30BaTh Ui CTpaTU(UKAMK pUcKa Mpu cunapome bpyrana
pe3yabTathl nHBa3uBHOTO DU, BKimovaromiero npotokoibsl [19C. DtoT moaxoa ObIT OCHOBaH
Ha JAHHBIX WX PETrUCTpa, IMOKA3aBUIEro, YTO Yy MAIMEHTOB € HUHAYyUHpoBaHHONW DX puck
paszButus cnoHtaHHoil @)X B 10 pa3 Beiue [36]. OT0 M0O3BONMIO aBTOpaM pPEKOMEHIOBATh
BHE/IPEHHE MMIUIAHTUPOBAHHOTO KapauoBeptepa-nepudpmwstopa (UK/) cumnToMHBIM

nandeHTaMm ¢ cuHiapomoMm bpyrama, y koropeix JXT/®OX He Obuia JOKyMEHTHpOBaHa, HO
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pa3zBwiace Bo Bpems [IDC B aByx Toukax ¢ 2-Ms uiau 3-Ma 3kcTtpactumynamu [37]. B
pesynbrare, WHAyLHUpyeMocTh YycroiunBoii JKT/®XK Obuta mpuHSATa TPYNIONH OMBITHBIX
ANIEKTPOPU3NOJIIOTOB B KauecTBe (aKTopa, YIPABISIFOMIETO TAKTHKOW JICUCHHUs MaIlMeHTa C
cunapomoM bpyrana [2]. [Tocnenyromue vHabmonenus rpymmsl bpyrana moareepaunnu, uro [19C
MOJIe€3HAa JJIsl BBISIBJICHHS TAaIMEHTOB ¢ BbICOKUM pruckoMm BCC [38; 39].

[Tonemuka Hauamach, ogHako, korga HHU Priori u np. [19], au Eckardt u ap. [40] =e
CMOTJIM BOCIIPOM3BECTH TaKHE K€ PE3yJIbTaThl, KaKk rpymmna bpyrana, U, COOTBETCTBEHHO, HE
MOJATBEPAUIN TPOTHOCTHYECKYIO IIEHHOCTh TeCTa B MX KOTOpTe€ MAalMEHTOB C CHHAPOMOM
bpyrama. B 2005 rogy BTOpas coriacuTenbHas KOH(MEpPEHIUs OTpa3uja 3TU MPOTHBOPEUHUS B
YpPOBHE peKoMeHauuil no ucnonb3zoBanuio [19C y nmaunentoB co cnonranHot DKI' 1-ro tuma
(xmacc Ila) m y manuentoB 6e3 crortanHoit JKI' 1-ro Tuma (xmacc IIb) [1]. Kpome toro, nBa
MHOTOIICHTPOBBIX HccleoBaHus, poBeaeHHBIX B EBpone - mccnemoBanue FINGER (France,
Italy, Netherlands, GERmany) [41] u B SIlnonun [42] moctaBwim Borpoc o Tom, umeet ju [19C
KaKyl-Tu00 TPOTHOCTHYECKYIO IIEHHOCTh TMpU cuHApoMe bpyrama. B wuccnemoBanuu
PRELUDE, MHOroueHTpoBOM IPOCHEKTHBHOM pErucTpe, oxsatuBuieM 308 manueHToB ¢
cunapomoM bpyraga 6e3 mpemmectByromieit ucropurn BCC, He 0OHapy>KWUJIM HHUKAKOW CBSI3H
Mexay uHaynupyemoctbio KA npu DDU u nmocneayronmmMu apuTMUYSCKUMHA COOBITHSIMU B
TEUCHHE CpeIHero nepuoia HaOmoaeHus 36 MecsaeB. B To ke BpeMs HcCienoBaTeld
OOHAPYXWJIM CHJIBHYIO KOPPEISILHMIO MEXIy KOPOTKHUM J(PGEKTUBHBIM pepaKkTepHbIM
MEePHOIOM KeTy109KoB (<200 MC) U MOCISAYIOMUMH aPUTMUIECKUMH COOBITHSMHU (OTHOIIICHUE
pucka [HR] 3.91; 95% nosepurensubiii wHTepBan [JAW] 1,03-12,79) [29]. Pesymbrars
uccaenoanuss PRELUDE B 2013 roay Hauum oTpaxkeHue B MexayHapOJAHOM KOHCEHCYCHOM
saxmouennn  skcnieproB HRS/EHRA/APHRS, kotopoe orpanmumBano npumeHenue [19C
ACUMITOMHBIMH MallMEHTaMU ¥ PEKOMEHJI0OBAJIO paccMaTpuBaTrh Borpoc o0 ummiantanuu MKJ]
y MalKUeHTOB C JUarHOCTHPOBaHHBIM CHHApPOMOM bpyrana, ocHoBeiBasich Ha uHAYKIHH PXK BO
Bpems [19C (xmace 1Ib) [22].

[IpuunHO MPOTUBOPEUUBBIX PE3YJIbTATOB PA3IMUYHBIX HCCICIOBAHUN B OMNpENEICHUU
nporaoctudeckoil neHHoctu [I9C mns crparndukanum pucka, BEpOSTHO, SBISIETCS TO, YTO
IPOTOKOJ CTUMYJSIIMM OTJIMYAeTCs B KaKIOM HCCIENOBAaHUM HapsAy C pa3IndHON
MPOJOKUTEILHOCTHI0 HAOMIOACHHSI. METOI0IOTHYECKUE PA3INYUs B IPOTOKOJIAX CTUMYIISIIIHH,
ucnonb3dyembix s [19C, BKIIOYAIOT KOJUYECTBO AOMOIHUTENBHBIX CTUMYJIOB, MUHUMATbHBIN
HCIIONIB3yEeMBI nHTEpBai cuerieHus (10 200 Mc wim 10 peppakTEepHOCTH KEITyA0YKOB), MECTO
CTUMYJISIITUU  (Bepxymika mpaBoro skemymouka [BIDK] wm / wim BBIBOIHOW TpakT MpPaBOro

xkenynouka [BTIDK]), a Takke aMIuTyna SIEKTPUYECKOTO MMITyJIbca MPH CTHUMYJsIudA. B
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uccnenoBannu FINGER [41] u AByX MHOTOLIEHTPOBBIX MPOCHEKTHUBHBIX HCCICIOBAHUAX W3
Snonun, BeimosHeHHbIX B 2007 u 2009 1T, NCM0Nb30BaJICA MPOTOKOI CTUMYJIALIMH IBYX OT/IEIOB
IDK (BIDK u BTIDK) c naneceHuem A0 3-X JONOJHUTENbHBIX CTUMYINOB [42; 43]. IIpu sTom
MUHUMANbHBI WHTEpBAJl CHEIUICHUS OSKCTPACTUMYJOB (CHJIbHAs JI€TEPMHHAHTAa CKOPOCTHU
naaykinun OX) Op11 coxpanen Beime 200 mc B uccnenoBannu FINGER, HO ObuT CHIDKEH
BIUIOTH /10 PedPaKTEPHOCTH KEIMYIOYKOB B SIMOHCKHUX HCCIeNOBaHUSX. [l03TOMY, MpOILEHT
0ECCHUMITTOMHBIX TMAalMEHTOB ¢ MHAynHpoBaHHONW DK ObUT BhINIE B SMOHCKUX HCCIICOBAHUSIX
(1o 57%), uem B uccienoanuu FINGER (37%).

MOo’KHO NPUBECTU BECKHE apTyMEHTHI B M0JIb3y OIPAaHUYCHUS CTUMYJIALIUU TOJIBKO OJTHOM
obmacteio IIDK — Bepxymikoi, uzberas crumyssinuu BTIDK, uToOb! yBenu4yuTh crien(puIHOCTD
I[12C, moromy uto 3TOT mar npotokoia [13C cTabunbHO OTAMYASTCS MEXKAY MOJOKUTEITEHBIMU
JIaHHBIMH, KOTOPBIE MIPEACTABIAET Ipymia bpyrana Ha NpoTs)KEeHUU MHOTUX JIET [44; 45; 46; 47]
Y OTPULIATEJIbHBIMHU PE3YJIbTaTaMU MHOTOIIEHTPOBBIX ucciaenoBanuii [41; 42]. I'pynmna bpyrana B
2015 romy mokasaina BIEUATIISIIOIIUE Pe3yNbTaThl 15-1eTHero Halmo1eHus 3a 0ECCUMITTOMHBIMU
NanUeHTaMu ¢ CUHAPOMOM bpyrazia, y KOTOpbIX IpoBoAMIack CTUMYJus Toiabko BIDK [45].
[TonoxxuTensHbIlE W OTpPUIIATEIbHBIE TPOTHOCTUYECKUE 3HaueHusT uHAYKuun PXK u3z BIDK mis
MIPOTHO3UPOBAHUS apUTMUUECKUX coObITHi cocTaBuin 18% u 98% cooTBETCTBEHHO.

B npanpheiiiieM npeanpuHUMANIUCh MOMNBITKU YJIYYIIATh MPOTHOCTUYECKYIO TOYHOCTH
MpOrpaMMHUpPOBaHHOMN HKEITYI0UKOBOI CTUMYJISIIIUH, OrpaHUYMBast onpeerIeHue
«nonoxwutenbHast [19Cy» tonpko ycToitunBoi XKT/DXK, naayrimpoBaHHBIX <2 3KCTPACTUMYJIAMH,
HE MPUHUMAas BO BHUMaHue MHAYKIHIO KA ¢ moMomibio 3-X 3KCcTpacTuMyJioB. [lonoxxurenbHbie
u otpuarenbubie nporaoctuyeckue 3HaueHus OXK u KT, unnynupoBaHHble HAHECEHUEM 10 2-
X skcTpacTuMynoB (36% u 87%, cooTBEeTCTBEHHO) ObLTH OOJbINE, YeM C HAHECEHHEM 10 3-X
JOTIONTHUTENBHBIX CcTUMYNOB (23% u 81%, coorBerctBeHHO) [48]. Ilocnennee smoHckoe
UCCJIEIOBAaHME II0KAa3aj0, YTO MPOTOKOJ MHIYKLUWH, BKIIOYAIONIMNA HAaHECEHHuEe 10 2-X
JIOTIOJIHUTEIBHBIX CTUMYJIOB UMEET 3HAUUTENIbHYIO IPOTHOCTHYECKYIO IEHHOCTh B ONPEICICHUHN
OyqyIuX apuTMHYECKHUX COOBITUH Y MalMEHTOB 03 MPEeIIIeCTBYIOIEH 0CTaHOBKY cepara [49].

Hakonen, MHOTOMepHBIN aHanmu3 AaHHBIX 1312 manueHToB ¢ cuHApOMOM bpyrana 6e3
BHE3AIIHOM OCTAaHOBKM cCepAlla B aHaMHEe3e M3 BOCBMHU IPOCHEKTUBHBIX HaOIIOJaTEeNbHBIX
WCCIICIOBAaHMM, XOTSI WM HE BKIOYal B ce0s Mpeaplaylryro pabory u3 rpymmbsl bpyrana,
oOHapyxwi, 4to uHAynupyemoctb DX Bo Bpems wunBazuBHOro O®DU Obuia cBs3aHa C
MOBBILICHHBIM PUCKOM pa3BUTHsS aputmuueckux coosituii (HR 2.66, 95% U, 1,44-4,92) [30].

Pe3ynbTarel ananmuza cBszanu MHAyHUpyeMocTb JKA ABYMs JOMONHUTEIBHBIMUA CTHUMYJIAMH C
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MOBBIIICHHBIM PUCKOM OYyIyIIMX apUTMUYECKHX COOBITHI, B TO BpeMs Kak HaHECEHHE JI0 TpeX
JOTIOTHUTEIBHBIX CTUMYJIOB CHUKAJIO CIIeU(DUIHOCTD TECTA.

Hecmotpst Ha pactymuit o0bem 3Hanwmii, naBazuBHOe DDOU ¢ [IDC mo-npexHemy He
HECET OMNpEAENSIONIEro 3HaUeHus IJs TaKTUKH JICYEHHUsS] U OcTaeTcs noka3zaHueM kiacca IIb y
MAIMEHTOB C 0eCcCUMITTOMHBIM CHUHIPOMOM bpyrana u CIIOHTaHHOM
aNeKTpoKapauorpaduyeckoi kapruHoi bpyrajga 1-ro Tuma B KadecTBE HHCTPYMEHTa IS
cTpaTu(UKAIMA PUCKA, COTIACHO PEKOMEHAANUSIM AMEPUKAHCKOTO KOJUIeKa KapAHOJIOrOB
(American College of Cardiology — ACC) n AMepuKaHCKOW cepAeUHOl accormanuen (American
Heart Association — AHA), Bemymenabix B 2017 romy coBmectHo ¢ HRS mo nedennro KA u
npodmiaktuke BCC [31].

DOTU pPEKOMEHJALUU TMOAJECPKUBAIOTCS HECKOJIbKUMH KPYMHBIMU MEPCHEKTUBHBIMU
perucTpaMu U HEJaBHUM OOBEIMHEHHBIM aHaJIM30M HWHAMBHIYAJIbHBIX JIaHHBIX IallMEHTOB,
BKJTIOYAIOIIUM BOCEMb MPOCIEKTUBHBIX uccaenoBanuil [30]. OTHOCUTENBHO YCIOBUN UHIYKIIMH
@®X Bo Bpems [19C, mexny pekomennanusimu ESC ot 2015 u AHA/ACC/HRS ot 2017 ectb
HEOOJIBIIIOE OTIMYHE, MOCICTHUE YKA3bIBAIOT, YTO HEOOXOAMMO HCIIOJIb30BAHUE OJUHOYHBIX U
JIBOMHBIX SKCTPACTUMYJIOB, & HE IBOMHBIX U TPOMHBIX. DTO YTOUYHEHUE OMUPAETCS HA BBIBOJIBI,

KOoTopbIe caenanu Sroubek J u coaBT.

2.4.1 DuexkTpokapauorpaguyeckne MeTOIbl HCCIETOBAHUSA

e Pexomenayercs peructpauuss OKI' B mokoe B 12-TM OTBEAEHUSIX BCEM MallMEHTaM,
MPOXOAIIMM 00CiIel0BaHUE Ha BBISIBJICHHUE JKENyI0YKOBBIX HapyIIEHUH puUTMa cepiua
JUTsl IOCTAHOBKYU M YTOYHEHUSs AUartosa [28].

YpoBenb  y0eauTelbHOCTH pexkoMeHaauumid A  (YPOBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeabCTB —1)

KommenTapuu: Ilposeoenue pymunnoco IOKI obcrnedosanuss 6 nokoe no3sonsem
8bLABUMb XapakmepHvle 05 cunopoma bpyeaoa DKI-uzmenenus y mex nayuenmos, y
komopuvix KA 3anodospenvl Ha O0CHOBAHUU HCANOO UNU KIUHUYECKOU KAPMUHbL

(npucmynvl cepoyeduenuil, 0OMOPoOKU Ul NPedOOMOPOUHbBLE COCMOSHUS).

e Pexomenayercss nuHamuyeckuii KoHTpoJib JKI' B mokoe B 12-TM OTBEOEHHSX BCEM
MaryeHTaM ¢ TOJ03peHHeM Ha CHUHApoM bpyraga ¢ menpio OmeHKH MOpGOJIOTHH |
sneBanmu cermeHTa ST B orBeneHusax Vi-Va [17].

YpoBeHb  yOeauTelbHOCTH  pekoMeHgamuii B (ypoBeHb  /10CTOBEPHOCTH

JI0Ka3aTeJabCTB — 2)
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KommenTapuu: Kriunuueckuii  MOHUMOpUHE — YACMOMbL  CHOHMAHHO20  NOObeMd
ceemenma ST yenecoobpasHo npogoOUmMsv KAK y CUMHMOMHBIX HAYUEHMOS8, MAK U Y
nayuenmos Oe3 KIUHU4eCKUx nposeieHutl 3a001e8anus, 0COOEHHO 8 mex CIyYasx, Ko2od
noovem ceemenma ST  paszeusaemcsi moavbko 6  pe3yibmame  BbINOJHEHUS
NPOBOKAYUOHHBIX (hapmakonocuveckux npob. Iloomeepoicoenue Haruyusi CNOHMAHHO2O
bpyeaoa-nammepna [-eo muna accoyuuposano ¢ 0Oonee HUBKOU KYMYJIAMUBHOU
gvlocusaemocmoio [19], yosoennvim puckom apummudeckux coovimuii [50; 51] u 6onee
KOPOMKUM 8peMeHeM 00 Nnepeozo apummuieckozo coovimus [41], no cpasnenuro c
MeOUKAMEHMOZHO-UHOYYUPOBaHHbiM bpyeadoa-nammeprnom 1 muna na OKI. Kpome
mo2o, CUHKONAIbHble nayuenmol co cnonmantnou IKI' 1 muna nomenyuanbHo 001H#CHbBL
ObIMb OmMHeceHbl K 2pynne 6blCOK020 PUCKA, d OecCUHKONAIbHble NAYUEHMbL CO

cnonmannou IKI' 1 muna - k epynne npomedxcymounozo pucka [41].

Pexomenayercss nmnpoeneHue cytouHoro wmoHutopupoBanus OKI' mo Xoarepy
MalueHTaM ¢ cuHApoMoM bpyrana ¢ nenbio BbIsBIEHUS M auarHocTUku KA u
COIIYTCTBYIOIMX HAPYIIEHUH pUTMa U MPOBOAUMOCTH [52; 53; 54].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 2)

Kommenrapun: Oxeusarenmom KT mo2ym gvlcmynams 5nu300bl HOUHO20 ACOHATLHOZ0
ovixanusa. Taxue 5nu300bl yauje pazeuearomcs 8 NoKoe, 80 6pemMs HOYHO20 CHA, YMO
Oenaem Oojlee 8ePOSIMHLIM UX BblGIeHUe ¢ nomowwto cymounoco XM OKI, a ne npu
cmanoapmuoti  3anucu IKI. Takoce ¢ nomowwvio XM OKI' mooxcno eviaeumob
neycmotiyuevie KT 6 cnyuae 6Geccumnmommnozco meuenus cunopoma bpyeaoa. C
NOMOWbI0O  NOCMOAHHO20 — UAU  NEPUOOUYECKO20  NPOBEOEHUs.  XOJIMEPOBCKO20
MOHUMOPUPOBAHUS MOJCHO He MOIbKO Bblasumb Hanudyue paziuynvlx KA, Ho u
onpedenums  UX  HNIOMHOCMb, CYMOYHOE  pacnpedeiieHue, YCMAaHO8UMb  C8A3b
MPAHZUMOPHBIX APUMMUYECKUX COObIMULL C OWYWeHUAMY nayueHma. mo no3eo.isem
npumuams  pewieHue 0  Heobxooumocmu — HK/{-mepanuu u  3amem  oyenumo

aghghexmusrnocms ee npumMeHeHusl.

PexomMeHnayercsi MpoBeIEHUE JIMTEIBHOTO CyTOYHOro MoHUTOpupoBanus OKI' mo 12
KaHajaM TaIlMeHTaM C JIATeHTHBIM TEYeHHWEeM CHUHIpoMoM bpyranma mis oOHapyXKeHUS
n3MeHeHuit cermenra ST [52].

YpoBenb  yOeaurTeqabHocTH  pekoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH

JI0Ka3aTeJbCTB — 2)
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Kommenrapuu: [Iposedenue xonmeposckoco MOHUMOPUpPOBanus 6 meyeHue Ooaee 48
4aco8 04eHb BANCHO 8 ouazHocmuke cuHopoma bpyeaoa, nockonvKy xapakxmepHuli Os
smozo 3abonesanus OKI[-nammepn Mmodcem HOCUmMb NPexOOAWUll, J1AMEeHMHbLL
xapakmep. YV uacmu 6o01vubix mpauzumopnusiti bpyeaoa-nammepu 1-eo muna mooicem

Oblmb BbIAGNEH MOALKO C nOMOULbIO ONUMENbHO20 X0/ IMmepo6CKO20 MOHUMOPUPOBAHUA

(puc. 3).

Pucynok 3. BeisBinenue unrepmurtupyomero JKI-natrepna 1 tuna y 56-n1etHero myx4unsl (B),
orcyrerByolero Ha JKI' mokos (A).
Kpacubimu cTpenkamu ykas3an bpyraga—natreps 1-ro tuma OKI'.

Pexomenayeresi BceM TaIlMeHTaM C CHUHAPOM bpyraga omnpenensTh Haaudue Ha
nosepxHoctHO OKI' cnemmduueckux DKI'-mapkepos, Bkirouas ¢parmentanmio QRS,
PaHHIOI penoispu3alMil0 W / WIM 3aMeTHYI0 S-BOJHY B oOTBeldeHuu [, g
MIPOTHO3UPOBAHUS MMOBHIIIICHHOTO PUCKA apUTMHUYECKUX cOObITHI [45; 55; 56; 57].
YpoBenb yOeautenbHocTH  pexkoMmenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJdbCTB — 3)

KommenTapuu:  Hanuuue  ¢paemenmuposanuvix  xomniexcoé  QRS,  panwueti
penoaapuzayuy u 3amMemHotl S-80jiHvl 8 omeeoenuu I ce5a3v16a10m ¢ NOBLIUEHHBIM PUCKOM
apummuyeckux coovimuu. Y 06eccumnmomHulx nayueHmos co ChoHmauHuviM bpyeaoa-
nammepHom 1 muna Hanuuue 3nayumotl S-oaHvl 8 omseedenuu I, onpedensemoti xax >0, 1
MB u / unu >40 mc, 6vi10 ceazano ¢ owenomasrowum 39, 1-kxpamuvim nosviueHuem
onacrocmu DK umu BCC npu muocogpaxmoprom awnanuze [58]. B npocnexmuenom
uccredosarnuu PRELUDE f~-QRS Ovlna cunbHblM BpeOUKmopom apummuyeckux coovimui
npu Hanuuuu >2 ‘cnatxos’ 8 komniekce QRS 6 omeedenusx VI-V3 (HR 4.94, 95% J[U

1.54-15.8, p=0,007) [29]. I[lokazano, umo cpeou CUHKONANbHBLIX NAYUEHMO8 C
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cunopomom bpyeaoa, f~-ORS yosausaem puck KT 6o epems nabarooenusn [59]. Haruuue
nammepHa pamHel pPenoiApU3AYUU 8 HUNCHUX U/UTU HUNCHEOOKOBbIX O0MBEOeHUsX
NPUSHAHO HE3ABUCUMBIM  NPEOUKMOPOM  (PamanbHblX aAPUMMUYECKUX COObIMuULl Y
nayuenmos ¢ cunopomom bpyeada 6o mmoeux uccrnedosanusx[60; 61]. Hccreoosanue
Kaneko Y. u cosm. noomseepouno accoyuayuio xopouio 8ulpaxcenHvlx J-601H 8 HUMCHUX
omeedenusax ¢ apummudeckumu oypamu ¢ meyerue 6,0+5,4 nem nabarooenus, 0cooeHHo y
nayuenmos co cnowmannou OKI' I muna 6 npasvix npeocepouvix OmeedeHusx u
noovemom ceamenma ST eopusonmanvnoco muna [62]. Cetiuac smom 6v18600 Obll
OONOIHUMENbHO — NOOMEEPIHCOCH  HEeOABHUM — MEemAaaHaiu3oM, Ymo  2080pum o
HAOENCHOCMU OAHHO20 MapKepa OJsi NPOSHO3UPOBAHUS apummuyeckozo pucka [63].
Haxoney, nayuenmol, y Komopvix nammepH paxuel penoiapuzayuu codemaemcs c f-
ORS umerom 3nauumenvHo b6o.ee 8biCOKYI0 yuacmomy coomseemcmeyiowux uoxos KB/ 6
meueHue oueHb OaumenbHo2o nepuooa Haonwooenus (HR: 4,1, 95% JIU: 1,1-19,7; p =
0,04), no cpasuenuro ¢ nayueHmamu, UMeOWUMU OONOTHUMENbHO MONbKO OOHO

HapyuteHue 0enoaapusayuu uiu penoasapuzayuu [64].

2.4.2 JaekTpoPu3H0I0rHYecKoe HCCaeT0BAHNE

Pexomenayercsi mpoBeneHue 3HA0ODU ¢ mporokonamu I1DC mnsa crparudukarmm
pucka KT m BCC y nmauueHTOB ¢ cMHApPOMOM bpyrajna co CHOHTaHHBIM IOJBEMOM
cermenTta ST, 6e3 myTtauuii B rene SCNSA 1 KaKux-1100 KIMHUYECKUX MposBIeHU [37;
50; 65].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH
A0KA3aTeJbCTB — 2)

Kommenrapun: gwinonnenue 3PU npu cunopome bpyeada yenecoobpasno, 0OHAKO
npogedenue [I1OC u ummepnpemayus pesyibmamos UCCIEO08aHUs  mpedyem
OCMOPONCHOCMU U KOMNIEKCHOU oyenku. Ilpomoxon cmumynayuu, npeosoHCceHHblll
epynnoti bpyeaoa, éxntouaem mpu ocHognvie OaumenbHOCmu Yukia 6a3080u Cmumyasayuu
(600, 500 u 430 mc), a MuHUMATbHbIE UHMEPBAbI CYENIAeHUs IKCMPACMUMYIO8
(maxkcumymom 3 IKCMpacmumyia) cocmasisaiom 3¢hghekmusrwiii peghpaxmepHulii nepuoo
(=200 mc) [37]. Obviuno nocredosamenbHOCMb MeCm CMUMYIAYUU U KOJIUHLECBO
O0ONOIHUMENbHBIX CIMUMYNO08 Ccledyrouue: OOUHAPHble U OBOLHble IKCMPACMUMYIbL 8
BIDK, oounapuvie u Oeotinvie 6 BTIDK, mpounvie ¢ BIDK, a 3amem mpoiinvie

skempacmumynvl 8 BTIDK. Xoms 6 HecKOnbKuUX panHux uccie008anusax UCHOnb308AIUCH
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osa catima cmumynayuu (BIDK u BTIDK), 6 nacmoswee épems npeobradaem mueHue,
YUMo UCNOIb308AHUE MEHee A2PeCCUBHOU Cmpame2ull, BKIYaowel CMuMyIayuro moabko
BIDK, nosviwaem cneyuguunocmo mecma. Kpome moeo, ucnonvsosanue 00Ho2o uiu
MAakcumym 08yX IKCMPACMUMYNI08 npednoumumenvHee. MnmepecHo, umo npomoxoi,
KOMOPbl HA OAHHBINL MOMEHM PeKOMeHOYIom K ucnoivzosanuro Sieira J u coaem., He
gKIIOUAem No8mMopeHue dKcmpacmumynos eoece [66]. Ilo cpaeunenuto ¢ Opyeumu
NPOMOKONAMU UCCIe008aHUsA, npomokon Sieira J u coasm. modcem Obimb MeHee
aA2peccusHviM, U mom @aKkm, ymo ux ypoeeHv UHOVKMUBHOCMU SBNIAEMC OOHUM U3
CAMbIX HU3KUX, ONYOIUKOBAHHLIX 8 JUmepamype, S6I1emcs OmpaxiceHuem dmou mouKu
paznuyus. bonee azpeccusnwviii npomoxon moe 6vl yMeHbUWUMsb CReyuduUIHOCms mecma u

Mo2 6bl 00BACHUMb PACX00AWUECS Pe3YIbMambl, HAUlOeHHble 8 Tumepamype.

2.5 Uuble AHArHOCTHYECKHE MCCAe10BAHUS

2.5.1. ®apmaxoJiorHYecKHe NPOBOKANMOHHbIE TPOOLI

W3MeHeHNs KOHEUHOM 4acTu JKeIyJOUKOBOTO KOMILJIEKCA, XapaKTepHBIE I CUHAPOMA
bpyrana, moryt ObITh Tpex TumoB. Hammume na OKI' Bpyranma-narrepHa 2-ro wnu 3-ro Tuma
TpeOyeT MpOoBeIEHUSI MPOBOKAIIMOHHBIX JIEKAPCTBEHHBIX MPOO C MCIOJIB30BaHUEM OJOKATOPOB
HAaTpUEBBIX KaHAJOB Ul yTO4HeHMs JuarHosza [1; 28]. Kpome Toro, perucrpanus
cnenuduyeckoro DKI-marTrepHa He SBISETCS MOCTOSHHOM M MOXET HOCHTH MPEXOMSIIUN
xapakrep. [lomumo kmaccuyeckoro (eHOTHIIA, BKIIOYAIONIETO B C€€Osl TUMHYHbBIE KIMHHUKO-
3eKTpoKapaAuorpaduyeckue MposBICHUS, BO3MOXKHO CKPBITOE TeueHHe 3a00jieBaHusl, KOraa y
ACUMIITOMATUYHBIX NanueHToB xapakTtepHble DKI' M3MeHeHus: HOCAT TPaH3UTOPHBIA XapakTep
WM BOBCE OTCYTCTBYIOT. IloaTOMy B Tex ciydasx, korga uMeromuecs 3anucu OKI' He HecyT B
cebe MPU3HAKOB, B MOJIHOM Mepe YKIaAbIBAIOIIUXCS B TUArHOCTHYECKHE KPUTEPUH, HO €CTh
OCHOBaHME MpeaIonaraT Hajaudue cuHApoMma bpyraga, MpOBOKalMOHHBIE JIEKAPCTBEHHBIE

poObI TaKXKe 11e7I1eCO00pa3HBL.
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Pucynox 4. Ciesa HanpaBo: koHTpoabHoe JKI' m IKI' na 1-if, 2-if, 3-ii, 4-ifi m 5-ii MUHyYTe BBelcHHUA
aiimaauna. OKI tuma "saddle back " (tun 2) npeobpasyercs B "coved " (tum 1) Ha nocnenneit DK (Antzelevitch
C. Circulation. 2002;106:2514-2519).

dapMaKoIOrHYecKre MpoObl YCHIIMBAIOT CYIIECTBYIONTYO 3JieBanuio cermenTa ST umu
BBI3BIBAIOT €€ B CIy4yae OTCYTCTBUS TIPH CKPBITOM TeueHHH 3aboneBanusi (puc. 4).
OnexTpoduznonoruyeckuii.  3p@GeKT NPOBOUUPYIOMIUX MPoO OOBICHACTCS yCyryOJleHHEeM
TEHETUYECKH JETEPMHUHUPOBAHHOTO IOPAXEHUS HATPUEBBIX KAaHAJOB MPHU  BBEACHUHU
aHTHapuTMudeckux mnpemnapatoB  (AAIl), mnonmaBasOmMX OBICTPBIA  JACTIOIAPU3YIOIIAMA
HAaTPUEBBIN TOK /g, HAIIPABIECHHBIN BHYTPb KIETKU. IIpeanonaraercs, 4To 4eM MEHEe BBIPAKEHO
CHIDKEHHE HaTPUEBOI'O TOKA, OCOOCHHO y OECCUMITOMHBIX MAIlMEHTOB, TPEOYIOMIEro OOJBIIETO
BBEJICHUSI OJIOKATOPOB HATPUEBBIX KaHAJIOB JUIS IOJIOKUTEIbHOM MPOOBL, TEM MEHbIIE Yy
MalMeHTa TOTOBHOCTh K PA3BUTHIO KU3HEYTPOKAIOIIUX apUTMU. bonbHbIM, y KOTOpBIX Ha DKI
PETUCTPUPYIOTCST HM3MEHEHHUs, HAIOMUHAIONIME TakoBble Mpu cuHapome bpyrama, mnepen
IPOBEICHUEM TMPOBOKALMOHHBIX MPOO HEOOXOIUMO HCKIIOUHUTH MPEXOIAIIne WM JpYyrHe

BO3MOJKHBIC ITPUYKUHBI HO,Z[O6HI)IX H3MCHCHHH.

e PexoMenayercsi B cilyuae perucTpanuu y nanuenta bpyramga-nmarrepna 2-ro u/ wim 3-ro
tunoB Ha DKI" mpoBeneHne TMarHOCTUYECKUX MPOBOKAIIMOHHBIX JIEKAPCTBEHHBIX TPOO C
UCTOJIb30BaHUEM OJIOKaTOPOB HATPUEBBIX KaHAJOB C Ieiblo auddepeHunansHol u
MOJTBEPKIA0IIEN TUAarHOCTUKH [28].

YpoBeHb  yOeauTeNbHOCTH  pekoMeHgamuii B (ypoBeHb  /10CTOBEPHOCTH

A0KA3aTeJbCTB — 2)
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KommenrTapuu: /[na wnacpysounvix ¢hapmaxonocuveckux npob ucnoavsyrom AAIl 1
Kaacca (610Kkamopvl HAMPUEBbIX KAHANLO0B), 6600UMble 6/8 NO  CMAHOAPMHOMY
npomoxony. npoxaurnamuo (Knacc IA) 6 naepysounoti ooze 10 me/xe 6 meuernue 10-mu
munym, ¢aexaunuo (Knacc IC) 6 0oze 2 me/xe, makcumanvro 0o 150 me 3a 10 munym,
avimanun (Knacc IC) 6 0oze 1 me/ke 6 meyenue 5-mu munym. Ilposokayuonnwvle npoodwl
O0JCHBL  NPOBOOUMBCSL  ONBIMHLIM — MEOUYUHCKUM  NEPCOHANOM 8  YCIOBUAX
monumopuposanus A/, YCC, IKI" 60abH020, 20mOBHOCMU K OKA3AHUIO HEOMJIONCHOU
NOMOWU U NPOBEOEHUs. PEeAHUMAYUOHHBIX MEPONPUAMULL 8 CTIyYae UHOYKYUU ONACHBIX OA
arcuzHu KA noo enusHuem 6800uMblX npenapamos. /lanHvlie npenapamsl nNO3601A10M 8
bonvuuHcmee ciyyaes «obHaxcumvy Genomun 3abonesanus. Ilpoba cuumaemcs
noaodcumenvuou 6 cayyae npeoopaszoeanus IKI usmenenuii 6 bpyeaoa-nammepn 1
muna unu oocmudicenuss J 6oanouU abconromuou amnaumyowt bonee 2 um 6 VI u/unu V2, ¢
unu o6es BIIHIII [67]. Jna nayuewmoe ¢ bpyeada-nammeprnom [1-eo muna
nposoyupyrowue npodovl He NPOBOOSAMCs, MAK KAK OHU He UMerom OONOJIHUMENbHO2O0

OUACHOCMUYECKO20 3HAYEHUS.

2.5.2 MoJiekyJISIpHO-TeHeTHYeCKHEe MeTO/Ibl HCCJIeI0BAHUS

B HaACTOALICC BpeMH B MI/Ipe MOHeKy.]IHpHO-I‘eHeTI/I‘IeCKa}I AUArHOCTUKA 3aHUMACT BAKHOC
MECTO JUIsl MOATBEpXKAatoie u nupdepeHnaibHON AMarHOCTUKY NIEPBUYHBIX KaHAIOMATUN U
HACJICJACTBEHHBIX KapJUMHUOMATHH C HApYUICHUSMH PUTMa W TpoBOAUMOCTH. HampaBieHHoe
MOJICKYJISPHO-TEHETUUECKOE HCCIICIOBAHUE TIPOBOJUTCS TMPHU TOJO3PCHUU Ha KOHKPETHOE
HaCJICIACTBCHHOC apI/ITMOI‘eHHOC 3&60H€BaHI/Ie Ha OCHOBAHUU KIIMHHUYCCKHUX IOAHHBIX. B cnyqae
BepI/I(bI/IKaI_[I/II/I y 60.HBHOI‘O H&TOF@H@THH@CKOﬁ MyTaLII/II/I B OTBCTCTBCHHBIX I'CHAX, MOJIGKy.H}IpHa}I
JMAarHOCTHKA JIOJHKHA TMPOBOJUTHCS BCEM €r0 KPOBHBIM POJCTBEHHUKAM, JIAXe MPU OTCYTCTBHH

XapaKTEPHBIX ATOMY 3a00JI€BaHUIO KIMHUYECKUX MPOsiBIIeHUH 1 n3meHeHui Ha DKI'.

e PexoMeHayeTcsi TIPOBEJACHHWE TPUILIETHLHOTO TEHETUYECKOTO TECTUPOBAHUS BCEM
KPOBHBIM YJICHAM CEMBU U COOTBETCTBYIOIIUM POJICTBEHHUKAM TOCJE UACHTU(DUKAINH
MPUYUHHO-CJIEICTBEHHON MyTaIliH B T€éHaX, OTBETCTBEHHBIX 3a CHHApPOM bpyrana [9].
YpoBenb  yOeauTebHOCTHM  pekoMeHganmuii B (ypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 2)

Kommentapuu: Cemelinbiti  cenHemuueckuti  CKPUHUHZ  HO360J5iem  0OHAPYHCUMD
Hocumenel namocHOMOHUYHOU 2eHeMUYecKol Mymayuu cpeou KPOSHbIX pOOCMBEHHUKOS

npobaunda, umo no3eoJsiem nposecmu yeayojieHHoe OudacHOCmuyeckoe 00ciedo8anue u
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onpeodenums puck passumusi BCC 6 kajxcoom KOHKpemHOM clydae C YUemoMm

ungopmayuu, KOmopyro npedocmasisaem mun 6epuduUYUPOSAnHOU Mymayuu.

Pexomenayercsi mpoBeleHHE ~ KOMIUIEKCHOIO MM LIEJIEBOTO  T'€HETUYECKOTO
tectupoBanus rena SCN5A moboMy ManueHTy, y KOTOpOro AWMarHo3 cuHapom bpyrana
MpenrnoyiaraeTcs Ha OCHOBAaHUU HCCIENOBAaHHUS KIMHUYECKOW MCTOPUM IallMeHTa,
CEMEMHON MCTOPHH U BBIPAKEHHOM 3JIEKTPOKapAHOTrpaduuecKoM (3aperucTprupoBaHHOM
Ha OKI nokos B 12 oTBeneHUIX W/WIN HHAYLUPOBAHHOM C IIOMOIIbIO IPOBOKALIMOHHBIX
(dhapmakorpo06) penorure [9].

YpoBeHb  yOeauTebHOCTH  pekoMeHaanmuii B (ypoBeHb  /10CTOBEPHOCTH
A0KA3aTeJbCTB — 2)

Kommentapuu: Ha oanmnbiti Momenm uzeecmuo o 24 eenax, mymayuu 8 Komopvix Mocym
8b136aMb KIUHUYECKUe nposeienus cunopoma bpyeaoa, oonaxo camoul yacmoui Npu4UHou
3abonesanus, okono 25-30%, ocmaromces mymayuu 6 cene SCN5A, komopwbie auoupyiom c
Momenma ux nepsoti gepuduxayuu ¢ 1998 2 [7; 8]. [losmomy, npu naruuuu y nayuenma
cneyugpuueckoco IKI-nammepna u makux ocnoguvix ¢axkmopoe pucka BCC, kak
9NU300bl CUHKONE, OCMAHOBKA cepoya 6 anamHesze, Ookymenmupoganuvie KT u
nonoxcumenvhulil cemetinvltl anamues BCC, npeonoumumenvhee npoeooums moibKO

cenemudeckuu ananus cena SCNSA [28].

Pexomennyercess mocMepTHOE TeH-crienuduueckoe TectupoBanue reaa SCN5A Bo Bcex
ciyyasix SUDS u SIDS [9; 68].

YpoBeHb  yOeauTelbHOCTH  pekoMeHaanmuii B (ypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 2)

KommenTapuu: B cene SCNSA onucanvt mymayuu, ¢henomunuuecku accoyuupo8arHHule
CO cnyuasmMu CUHOpoma 6He3anHou HeobvsacHumou cmepmu (SUDS) u cunopoma
gnezannou Oemckou cmepmuocmu (SIDS) [69; 70; 71; 72]. Jlia npogedenus
nocmepmuozo auvanusa J[HK neobxooumo cobpamv o0bpasyvl Kposu u Opyeux
ouonocuyeckux stcuoxkocmeti (5-10 mn yenvnou kposu 6 npooupke ITA, namuo kposu

uiau BCZMOpOD/C‘eHHblIZ 06p03€l4 cepc)ua, nevyerHu ujau C€JZ€3€HKM).

Pexomenayercsi mpoBeleHUE MPULEIBHOITO TEHETHUYECKOTO TECTUPOBAHMS UJIEHAM
CEMBU U JPYTUM COOTBETCTBYIOIIUM POJICTBEHHHKAM B ciydae uaeHTudukanuu SUDS-

unu SIDS- otBeTcTBeHHOU MyTaluu B rene SCN3A y ymepiuero [9; 68].
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YpoBeHb  yOeauTeIbHOCTH  pekoMeHaanmuii B (ypoBeHb  /10CTOBEPHOCTH

J0Ka3aTeJNbCTB — 2).

e He pexomeHayeTcsi IPOBENCHHE MOJIEKYJIPHO-TEHETUYECKUX MCCIICIOBAHUN JIMILIAM,
umeromuM OKI'-uzmenenust 2-ro u 3-ro TUINOB, IPU OTCYTCTBUM Y HUX KIMHUYECKUX
nposiBieHu# cuuapomMa bpyrana n/unu otsroménnoro no BCC cemeitnoro anamuesa [9].
YpoBenb  yOeauTeqbHOCTH pexkoMeHaanuii B (ypoBeHb  /10CTOBEpPHOCTH

J0Ka3aTeJabCTB — 3).

3. JleyeHne, BKIKOYAS MEIUKAMEHTO3HYIO M HEMEIMKAMEHTO3HYI0 TepPanuu,
AMETOTEpPaNuIo, 00e300/1UBaHNEe, MeAUINHCKUE MOKA3AHUS U

NMPOTUBOIIOKA3aHUA K IPUMECHCHHUIO MECTOAO0B JICHCHUHA

Crnenuduueckoro JICYEHUS 3a0oJeBaHus HE CYLIECTBYET, IPUMEHSIIOT
AHTHAPUTMUYECKYIO TEparuio, UCHOJIB3YIOT PasHOOOpa3HbIE MMIUIAHTUPYEMbIE SJIEKTPOHHBIC
yCTpoKcTBa (KapauoBepTepsl-aehudpmiaropsl). Benenune marmuenToB ¢ cuHapomoM bpyrama
HANpsSIMYIO 3aBUCUT OT cTpaTu(uKanuu pucka. [lanueHTsl ¢ uctopueit oOMopoka HaXxoAsSTCs B
IPOMEXYTOUYHOM pHcke. X cTpaTHu(UKams prcKa 3aBUCUT, MPEKIE BCEro, OT MPEAIoiaraeMon
IPUYMHBl TIOTEPU CO3HAHMS (ApUTMUYECKOW WM HeapuTMHuecKol). IlanmmeHTsl TONBKO C
bpyraga-nartepHom 1-ro Tuma, BbI3BaHHBIM JIEKAPCTBEHHBIMU MperapaTaMmu, U 0e3 Kakux-JInoo
JIpyrux HeOJaronpUsTHBIX KIMHHUYECKUX MApPKEPOB HAXOJSATCS Ha OUYE€Hb HU3KOM YPOBHE pHUCKa
U OOBIYHO HAXOIATCS IMOJ HaOyoJeHHeM Oe3 JedeHus. BbDKMBIINE MOCIE OCTAaHOBKH CepAla
MOJIBEPTratoTCs HAauOOJBIIEMY PUCKY CEpACUHBIX COOBITHI.

EQuHCTBEHHBIM METOJIOM, IMO3BOJIAIOIIMM CTaTHUCTHUYECKH JOCTOBEPHO CHHM3UTH PHUCK
BCC BceM cMMNTOMHBIM NAllMEHTaM C CUHIApoMOM bpyrana, nmepexuBIIMM OCTAaHOBKY Cepilia
W/WIM  UMEIOIIUM  JOKYMEHTHUPOBAaHHYIO  CHOHTaHHyl ycrohumByio KT, sBusercs
ucnonpzoBanue WKJl. Mmmnanranmm WKJ[ ocymecTBisiercs Ha OCHOBAaHMM IOKa3aHUM
Bcepoccuiickoro Hay4HOro o0OIecTBa CHEHUAIMCTOB IO KIMHUYECKOW 3nekTpodusnonoruy,
aputmosioru 1 Kapauoctumyssiuu (BHOA), onmyOommkoBanubie B 2013 romxy [73], B OCHOBY

KOTOPBIX TOJIOKEHBI peKoMeHaaIuu, pazpadoranasie ACC u AHA B 2008 roxy [74].
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3.1 KouncepBaTuBHOeE JIeUeHHE

PekoMenayeTcsi TpUMEHEHHE 'XMHUIMHA MIM "M30MpPOTEpEHO]a Yy MAlUeHTOB C

cuaapomMoM bpyraga gns  KynupoBaHUS M IPEAYNPEKACHUS  HEMPEPHIBHO
peunauBupyromux KA, IpuBOIAIINX K «3JEKTPUUECKOMY IITOpMY» [28; 75].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJdbCTB — 3)

Kommenrapun: Xunuoun aensiemcs npenapamom 6vlbopa, u e2o 3¢gpekmuenocms, Kax
npeononazarm, A6IAemcs MOPUYHOU HO OMHOUEHUIO K €20 CNOCOOHOCMU OJIOKUPO8amb
akmusHocmv moxa Il [76]. Xunuoun moodicem npumeHamvcsi He MOAbKO OJisl JedeHust
«apUMMU4EcKo20 WMopMay, HO U OJisl YMEHbULCHUSL 8bIPANCEHHOCTNU DNe8aAYUU CeMeHMA
ST y nayuenmos c¢ cunopomom bpyeaoa [77]. Ucnonvzosanue xunuouna (AAIl 14
Knacca) 8 Huzkou cymouHnou 0o3e (300-600 me/cym) moocem npedomepamums
anekmpoghusuonocuueckyro unoykyuro JKT. Hcnonvszoeanue 6onee blcOKUX CYMOUHBIX
003 xunuouna (1000-1500 me/cym) 6roxupyem moxk I, He conposorHcoancy pazeumuem
makux npoapummozenuvix KA, kax maxuxapous muna nupysm. Yacmoma npuema
XUHUOUHA 3a8ucum om noKazamuti u cxemvl newenus. Ilpu uacmoix npucmynax KA
xunuoun naznavarom no 400 - 600 me xadxcovie 2-3 uaca. Taxoce ucnonvzyemcs cxema
HA3HAYeHUus: XUHUOUHA, HayuHnaowascs ¢ Hedoavuwux 003 (100 me) 6 paz 6 cymku c
NOCMeNneHHbIM y8eaudernuem pazosot 003vl 00 250-300 me, maxoce 6 paz 6 cymixu.
Makcumanvrnas cymounas 003a O0Jisl 63pOCblX Npu 000U Yacmome npuema Hympb He
OdonxxcHa  npesviuwiams 4 2. M3zonpomepenon (cenekmuémwiii  acoHucm — bOema-
aopenopeyenmopos) UCnOIb3Yemcs NaApeHmeparbHo (NOOKONCHO, GHYMPUMBIUEYHO U
gHympuserno). Ilookoscrno u eHympumviuieuno 6sooam enadane 1 mn (0,0002 2); npu
He0OX00UMOCmuU NOBMOPHO20 B88e0eHUsL 003V MOMCHO Yeeauuumsv 0o 5 ma (0,001 2).
Buympusennoe esedenue nauunarom c 0,1 mn 1% pacmeopa, npu mneobxooumocmu 8
nocneoyrouem 003y MONCHO Y8eauyums 00 1 Ma; UHQY3UOHHO 66005M CO CKOPOCMbIO OM

0,05 0o 0,5 mxe/xe/mumn.

PexoMenayercss TpUMEHEHHE

XMHUJIMHA y TAMUEeHTOB C cuHapomoM bpyrana,
uMmeromux mnokazaHus k HWK][-tepanuu, B ciyyae, Koraa JaHHas Mpoueaypa
MIPOTUBONOKA3aHa WJIM UMEETCS OTKA3 MAIlEHTOB, a TAK)KE MPU HEOOXOAUMOCTH JICYCHHUS
HaJ[KEJTYJOUKOBBIX apUTMUH, €CJIU TaKOBbIe UMEIOTCS [22; 78].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH

JI0Ka3aTeJabCTB — 3)
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Kommentapuu: B nacmoswee 6pemsa MeOukameHmo3sHoe JieyeHue HNpu CUHOpoMe
Bpyeaoa moorcem 6vimb uUCnonb306aHo0 MOAbKO 6 Kauecmee OONOIHUMENbHOU Mepbl.
Jlexapcmeennvie npenapamoi, nooasiarowue Kauuesvill moxk Il unu axmusupyioujue
moku Ina u Ica nomenyuanvbHo mocym Ovimv 3Qp@heKmusHbvl Y OOIbHLIX CUHOPOMOM
bpyeaoa. Hcnonvsosanue xunuouna 6 cymouwnou 0doze 300-600 wme sensiemcs

00nonHUmMeNbHOU mepanueti y nayuenmos ¢ paspaxcennvim UK/

He pexomenayercs HazHauenne AAII IC knacca (Bkimrodast (hnexkanHu U npormadeHoH)
u [A kmacca (BKIIO4asi MpOKanHAMKI U TU30MHUPaMuT) OOJIBHBIM ¢ CHHApPOMOM bpyrana
[22].

YpoBenb  yOeauTelbHOCTH pexkoMeHaanuii B (ypoBeHb  /10CTOBEpPHOCTH

J0Ka3aTeJdbCTB — 3)

3.2 UuTepBeHIMOHHLIE METOALI JeYeHU

PexoMenyercsi mpoBeieHNE KaTeTEpHOM abianuu y ManueHToB ¢ cuHapoMoM bpyrana
Y HaJIMYUEM B aHaMHe3€ 3JIEKTPUYECKOro IITOpMa /WM MOBTOPHBIX MOTHBHUPOBAHHBIX
cpabareiBannii UK]] ¢ Hanecennem mokos [28; 79].

YpoBenb yOeautenbHoctH  pexkomenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeNbCTB — 4)

Kommenrtapuu: Cocnacno nocneonum uccinedo8aHusm, y NAYUeHmMo8 ¢ CUHOPOMOM
bpyzaoa, y xomopwvix umeromca msdcenvie apummuyecKue nNposAGLeHUs, yYdcmvle
momusuposanuvie woxku HUK/[ u oonoepemenno nenepeHocumocms mMeouKameHmo3Hou
mepanuu, B03MOJNCHO npogedeHue nuxkapouarvHou adarayuu 6 obaacmu BTIDK u
c60000not cmenku IDK. [Ipooemoncmpuposano, umo Hauayuwuiue pe3yibmanmol
docmucHymsl y mex NayueHmos, y KOmopwulx abiayus nposooumcs Ha Goue ungyzuu
¢nexaunuda (Knacc IC), ymo oaem 803MOHMCHOCb 0OHAPYIHCUMb CKPbIMble YOTUHEHHbIE
u (ppaemenmuposannvle nomenyuannl. Ilocie npoedenus INUKApOUATbHOU AOaAYUY HU Y
00H020 U3 HAbONOAemMblX NAYUEHMO8 He OMMEYeHO QeHOMUNUYEeCKUX NposeiIeHUll

cunopoma bpyeaoa, a makoice ne unoyyuposanace KT/DXK [79; 80, 81].
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3.3 Jleyenue ¢ NpUMEeHEHHEM MMILIAHTHPYEMBIX VCTPOICTB

Pexomennyerca ummutantanus WK/[ manmentam ¢ guarHo3oM cuHzapoM bpyrana,
YCTaHOBJICHHBIM KJIMHUYECKM W/WIM HAa OCHOBAHWUU MOJEKYJSIPHOTO aHalu3a, KTO
MePEXKIIT OCTAaHOBKY cepaia (ocHoBHOM ¢akTop pucka BCC) [19; 73].

YpoBeHb  yOeaMTENbHOCTHM  peKkoMeHAauumi A  (YpoBeHb JI0CTOBEPHOCTH

A0Ka3aTeabeTB — 1)

Pexomennyerca ummutantanus WK/[ manmentam ¢ guarHo3om cuHzapoM bpyrana,
YCTaHOBJICHHBIM KJIMHMYECKH W/MJIM HA OCHOBAaHUM MOJIEKYJISIPHOTO aHAJIM3a U XOPOUIMM
(GYHKIIMOHATIBHBIM CTaTyCcOM, OJIaronpHUATHBIM IIPOrHO30M BBIKMBAHUS B TEUEHUE r0Jla U
Oonee, y KOTOPBIX MMEIOTCS JOKYMEHTHUPOBAHHBIE 3IMH30/bI CIHOHTAHHOM YCTOWYMBON
KT, He npuBeAlIne K OCTAaHOBKE CEPJIEYHO-COCYAUCTON edTenbHocTH [19; 22].
YpoBenb  yOeauTelbHOCTH  pekoMeHaanmuii B (ypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 2)

Kommenrapuu:  Hmnnanmayus  UKJ]  saensemca  eOUHCMBEHHbIM — MemMOOOM,
NO36ONAIOUWUM CIMAMUCIMUYECKU 00CmOo8epHO YmeHbuuumb puck BCC eécem nayuenmam c
cunopomom bpyeaoa ¢ noomeepocoennov KT unu @)K u npu cnomnmannom bpyeaoa-

nammepue 1 muna KT, a maxoce npu naruuuu 06mopokos 6 anamuese [22].

Pexomennyercs nmmutanranus MK/] y nanuenTos co cnonTanHsiM DKI -narrepHoM 1-ro
THIIA B OTBEJICHUSX V1 W/WIU V2 U CHHKOIIAJLHBIMU COCTOSIHUSIMHU B aHamMHe3e [ 19].
YpoBenb  yOeaurTeqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 2)

Kommenrapumn: /Ipeononacaemcs, umo KiuHuuecKue nposeieHus (0oMopoxu), naubonee

6€POsIMHO, 06yCJZ06JZ€Hbl BO03HUKHOBEHUEM ONACHBIX OISl HCUSHU apumjwuﬁ

Pexomenayercsa nmmnantanus MKJ[ y manueHTOB ¢ AMAarHOCTUPOBAHHBIM CHUHAPOMOM
bpyrama, y xoropeix mnomumopdnas XKT/OX wunpynmupyercas I[I3C ¢ momombro
OJIMHAPHBIX UM IBOMHBIX KCTPACTUMYJIOB B IByX Toukax [29; 37].

YpoBenb  yOeautenbHoctH  pexkoMmenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJabCTB — 2)

KommenTapuu: B npocnexmuenom uccaieoosanuu PRELUDE (PRogrammed ELectrical
stimUlation preDictive valuE) oOviio ycmarnosieno, umo monvko unoykyuu KT/DK
NPOSPAMMUPYEMOU DNIEKMPULECKOU CIUMYIAYUEU 68 onpedeieHuu NayueHmo8 8blCOKO20

pucka BCC u coomsemcmeenno, noxazanui x umnianmayuu MKJ], neoocmamouno [29].
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Coenacho  nocieOHuUM  UCCIed08aHUAM, Ol UOEeHMUDUKAYUU KAHOUOAmo8 Hd
umnaaumayuro UKJ] cpeou nayuenmos c cunopomom bpyeaoa, y xomopwix KT/DK
OvLIA UHOYYUPOBAHA, HEOOXOOUMO MAKICe OYEHUBAMb HAIUuYUue CNOHmMaHHo2o bpyeada-
nammepna 1 muna, ucmopuio cunkone, 3(Poekmususili pe@dpaKmepHulil Nepuoo

arcenyoouxos <200 ms u ppaemenmayuro QRS [29; 50].

Pexomenayercsi WMMIUIAHTAIMS [OAKOXHOTO AeGuOpMLIATOpa Kak albTePHATUBBI
TpancBeHO3HbIM MKJI[-cuctemaMm B ciydae 3aTpyJHEHHI C BEHO3HBIM JIOCTYIIOM, IOCJE
skcrpakiuu MK/l BerencTBre HHPUIMPOBAHUS UM Y MOJIOJBIX MAallMEHTOB CUHIPOMOM
Bbpyrana ¢ neooxoaumoctsio jymrensHoit UKJ[-Tepamuu [27].

YpoBenb yOeautenbHocTH  pexkomenaaumii  C  (YypoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJdbCTB — 3)

KommenTapuu: Ilookoocuwiit UK/] sensemcs HOBbIM 8apUaAnmom Jjedenusi, KOmopbiil,
NO-8UOUMOMY, UOEAIbHO NOOX00Um 0/ NAyueHmos ¢ cunopomom bpyeaoa, yuumwieas
€20 BO3MOJCHOCMb  U30€XHCAmMb  OCIONCHEHUs,  C6A3aHHble C  O0J20CPOUHBIM
UCNONbL308AHUEM MPAHCEEHO3HBIX IHOOKAPOUANLHBIX IIEKMPOO08, 8 COUeMAaHUU ¢ mem
daxmom, uUmMo NOCMOSAHHAS  INEKMPOKAPOUOCTIUMYIAYUU PeOKO mpebyemcs Y
nayuenmos ¢ cunopomom bpyeaoa [82]. Bozmooicno, umo anbmepHamusHulll npoghuis
nOAb3bI-pUCKA NOOKodHcH020 KBJ[ nosgoaum ocywecmsums boiee azpeccughbviti n00Xo0 K
JleYeHulo 6ecCUMNMOMHBIX NAYUEHMO8 C NPUSHAKAMU 6blCOKO20 PUCKA, KOMOpble 8
Hacmosuee 6peMs  8e0ymCcs — KOHCEep8AMUBHO, U3-34  ONACEHUUl N0  NOB0OY

HexcelamenbHblX A6/IeHUL, C8A3AHHBIX C MPAHC8EHO3HbIMU yempoticmeamu [83].

Pexomennyercs nmmutanranus MK/] y nanuenTos co cnonTanHbiM DKI -narrepHoM 1-ro
TUIIA B OTBEACHUSX V| WMWiK V2, UMEIONIUM yKa3aHUsl B aHaMHE3€ Ha CHHKOIIE HESICHOTO
reHe3a v Bepu(UIMpoBaHHBIMUA MPUIMHHBIMEU MyTanusiMu B Teae SCN5A [19].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJdbCTB — 3)

KommenTapuu: B cryuae He803MOMCHOCMU YemMKO YCMAHOBUMb, UYMO KIUHUYECKUE
nposenenusi 0omopoku (ocrosnou gaxmop pucka BCC) obycrosnenvl 603HUKHOGEHUEM
ONACHLIX Ol JCUSHU APUMMUL, pPeKOMeHOyemcsi OONOJIHUMENbHO NPUHUMAMb 60
BHUMAHUE pe3yIbmamyvl 2eHemu4yeckoeo mecmuposanus. HMoenmugurxayus muna
mymayuu 6 2ene SCNSA mooxcem Oamb OONOTHUMENLHYIO UHGOpMAyuio o pucke
pazsumusi BCC, umo noseonum nposecmu nepsuunyro npoguirakmuxy BCC oadxnce 6

omcymcemeuu A6HbIX KIUHUYECKUX npO}zereHuﬂ 3abonesanus. Buvisenenue maxux auy, c
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NOMOWbIO  COBPEMEHHBIX ~ Memo008  MOJIEKYIAPHO-2EHeMULEeCK020  UCCIe008aHUA,
N0360J14€eMm CHU3UMb CMEPMHOCMb 8 OAHHOU 2pynne NayueHmos 61a200aps npoeeoeHuo

Mmeponpusmuti no npedynpexcoenuto BCC y smotii epynnvl 001bHbIX.

4. MenuuuHcKas peaduauTanus, MeAMUNHCKUE MOKA3AHUS U

NPOTUBOINOKA3aHUA K IPUMEHEHUIO METO/I0B PeadnJInTaluu

B Hacrosmee BpeMs mporpaMMmbl peadOMJIMTAllMUd Kak TakKoBOW st OOJBHBIX

cugapomoM bpyrazna M jKenyI04YKOBBIMU HAPYIICHUSIMHA PUTMA CEpALIA HE CYLIECTBYET.

5. llpodunakTuka U JUCNaHCEPHOE HADJIIOeHUEe, MEeIUIIMHCKHE TOKA3aAHUS H

NMPOTUBONOKA3AHUA K IPUMEHEHUI0 METOA0B NPOPUIAKTHUKHA
Bce nauuenTsl ¢ 1uarHo3oM CHHIpoOM bpyrana, ycTaHOBIEHHBIM KJIMHUYECKU W/MIIM Ha
OCHOBAHMU MOJIEKYJISIDHOTO aHalIM3a, HYXIAITCs B HAOIIONEHUM KapIuojora U HW3MEHEHHH
oOpa3a ku3Hu. AMOyJaTopHoe HaOIIOJCHNE 3a MAllMeHTaMH ¢ CuHApoMoM bpyrasna Bkioyaer
BeimosiHeHne DKI', cyrounoro monutopupoBanus OKI', ¢dapmakosorndeckux Harpy30YHBIX-

TeCTOB (10 MOKa3aHUsIM) U YJIbTPa3BYKOBOTO UCCIIEIOBAHMS Cep/Illa HE PEKE OJHOTO pasa B TOJ.

e PexoMeHaywTcs BceM MalME€HTaM C YCTAHOBJIGHHBIM JMar€Ho3oM cuHapom bpyrama
CIIENYIONINEe MEPONPHATUS 10 KOppeKuuu oOpa3a Ku3HH: (a) wu3berarb mpuemMa
MENKaMEHTOB, KOTOpPBbIE MOTYT IMPOBOLMPOBATH 3ieBanui0 cermeHra ST B mpaBbIxX
TPYJHBIX OTBEICHUAX (CIUCOK MEIWKAMEHTOB Ha caiite www.brugadadrugs.org); (0)
n30erath M30BITOYHOTO YIOTPEOICHUS AIKOTOMS U Tepeeianus; (B) He3aMeIIUTEIbHBIN
MpUEM >KapOMOHIKAIINX CPEICTB NpPU BO3HUKHOBEHUHU JIHMXOPAIKU JIOO0r0 TeHesa,
TaK)Ke€ PEKOMEHIyeTCsl W30eratb 5K30T€HHOW TUIlepTepMuu (HampuMep, MOCEIICHHUS
napHsbIX) [22].

YpoBeHb  yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJabCeTB — 1)

Kommenrapuu: [lo mepe Haxkonnenus KIUHUYECKOU UH@oOpMayuu u 6HeOpeHUus 6
NPAKMuUKy HOBbIX JIeKAPCMBEHHLIX NPenapamos, nepeuenb OUHAMUYECKU USMEHEeMC.
Ilocmosnno obnosensemas ungopmayus o JeKaApPCMEEHHLIX NPenapamax, chnocoOHbIX
npogoyuposams  dnesayuto  ceemenma ST unu  ysenuuusamo  CyWecmsyowyio,

npedcmasiena Ha catime www.brugadadrugs.org.
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e PexoMeHayercsi y BceX MalMEHTOB C YCTaHOBIIEHHBIM cuHapoMoM bpyrama u XXT/DX B
aHaMHEe3€¢ BBUBIATH M KOPpPETMpOBaTh TaKUE APUTMOTEHHbIE (AKTOpPBl  Kak
AJIEKTPOJIMTHBIC HAPYIIEHUS (HEKOHTPOJIUPYEMBbI MPUEM MOYETOHHBIX U TOPMOHAIBHBIX
MpenapaToB, rojoJaHue, 00e3BOKUBAHKE, MUIIEBbIE OTPABJICHUS, COMPOBOXKIAIOIINECS
npody3HOI pBOTOM WM quapeeit u ap.) [84].

YpoBenb  yOeauTeqbHOCTH pexkoMeHaanuii B (ypoBeHb  /10CTOBEpPHOCTH

A0KA3aTeJbCTB — 2)

e PexoMeHayercsi BceM IMalueHTaM C CHHApPOMOM bpyrajga ¥ UMIUIAaHTUPOBAHHBIMHU
YCTPOMCTBaMU PETYJISIPHBIN TeneMmeTpudeckuii KoHTpodb KB]] ¢ pekoMeHn0BaHHONH UM
MEPUOIMYHOCTHIO (HO HE pexe OJIHOro pasa B ron) [82; 85].

YpoBenb yOeautenbHoctH  pexkomenaaumidi C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJabCTB — 3)

6. Opranuzanusi MeIMIMHCKOM MOMOIIH

[lepBuunas TocmuTanu3anms B CIHEIUATU3UPOBAHHOE KapAHOJOTUYECKOE OTIEICHUE
CBSI3aHA C TUATHOCTUKOM MPUYMHBI Pa3BUTHUSI CHHKOIAIBHBIX COCTOSHUN u auddepeHnnarIbHon
JIMarHOCTUKOM 3a00J1€BaHus.

lNocnuranu3amnusi  OCYIIECTBISETCA B CHELHUAIM3UPOBAHHOE  KapJIUOJIOTHYECKOE
OTEJIEHUE TOPOJICKOI/001acTHOM/pecTTy OTMKaHCKOM OOJILHUIILI. enb IUIaHOBOM
TOCTIMTAIM3AIIMU: TIOATBEPXKACHUE/yCTAaHOBJICHHE IUarHo3a CUHIpoM bpyranma, ompezaeneHue
pucka pasputusi BCC B kKaxI0M KOHKPETHOM Cllydae, BBISBICHHE MOKa3aHUN K MMILIAHTAI[UN
CepACYHOr0 IEKTPOHHOI0 YCTpOoiicTBa (MepBrUHas UM BTopudHas npodunaktuka BCC).

B cnyuae OeccMHKOManNbHOTO TEUYEHHUs 3a00JICBaHHS OINPEACIIUTh HAJIUYHE TMOKa3aHUN
mst ipoBeneHust SHI0ODPU ¢ mporokosnamu [19C na OLEHKH pUCKA Pa3BUTHS CEPIICUYHBIX
APUTMHUYECKUX COOBITHH. [IpOJOMmKUTENPHOCTh TOCHUTAIM3AIUYA ONPEACTSETCS TKECTHIO
COCTOSIHMSI TIAIIUEHTA, U OCTaBJIsieT B cpeaHeM 7-10 nHei.

[Ipyu wHamuuum nokazanuii k wummiantauuu MKJ[ mamueHT rocnuTanu3upyercs B
KapJIUOXUPYPTUUYECKYI0 KJIMHHUKY, HMMEIONIYI0 ONBIT WMIUIAHTAUA SIUKAPAUAIBHBIX U
OHIOKAPANATBHBIX KapAHOBEPTEPOB-1eUOpIITOPOB. [IpOIOIKUTENIEHOCTh TOCIUTATN3AIINN
B CpeiHeM cocTaBiisieT cuctem 10-14 aueil.

[Mammentsr ¢ UK]l nHabmomaroTcst Kaxkaple 6 MecsleB. B KOMIUIEKC perysisipHOTO
obcnmenoBanust Bxonut: orieHka mapamerpoB UK, OKI', cyrounoe monutopupoBanmne OKI,

yIBTPa3BYKOBOE HCCleZoBaHMEe cepaua. B ciuydae cpabareiBanus WKJ[ mnpoBogutcs
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BHEOYEpEIHAsA OLICHKA [TapaMeTPOB YCTPOMCTBA B KIIMHUKE, T/I€ OCYIIECTBIISIETCS JUHAMAYECKOE
HaOmonenue nanuenTos ¢ MK,

B ciydyae uYacThIX MOTHMBHUPOBAHHBIX IIIOKOB paHee uMIuIaHTupoBaHHoro WKJI
OTpeAeNUTh MOKa3aHUs K MPOBEICHUIO MUKApIUATbHON PaInovyacTOTHOIN KaTeTepHO# abianuu
apuTMoreHHnix odaros B BTIDK.

[lpy HamMuMu MOKa3aHUM K MPOBEACHUIO SMUKAPIMAIBHOW CyOCTpaTHOM KaTeTepHOU
ablanuu TMAlMEeHT TOCHHUTAIU3UPYETCS B KapAUOXUPYPIHUECKYIO KIMHHKY, UMEIOIIYI0 OIBIT
npoBenennss PYA. TlpomomkuTensHOCTh rocnuTanu3anuu npu nposeneHun PUYA B cpenHem
COCTaBJISIET 3-7 THEH.

Takum 00pa3oM, TOKa3aHUSMU K TOCHHUTAIU3ALMU Yy TAIMEHTOB C YCTaHOBIECHHBIM
JMarHo3oM cuHApoM bpyrana siBnsiercs:

1. HeOXomumocTh uMIutanTauu UK /;

2. mpoBenenue PYA y OOJBHBIX C <«OIEKTPUYECKUM INITOPMOMY» W/HIIMA YaCThIMHU
noBTOpHBIMU cpabaTeiBanusiMu MK/ ¢ HaHEceHrneM MOTHUBHPOBAHHBIX IIIOKOB.

[TokazaHussMM K BBINKMCKE SBISAIOTCA TJIAAKHA TOCJIECONEPALMOHHBIA TEPUOL U

OTCYTCTBHE OCJIOKHECHHH.

7. JonmosHuTebHAsi ”HpopManus (B TOM 4YucjIe (PaKTOPbl, BJUAIIINE HA

HUCX0/1 3200/1eBaHUsI UJIM COCTOSIHUA)

Ha xaxneie 10 manueHToB ¢ cuHIpoMoM bpyrana, ctpamaronmx oOMOpoKoM, 8 OyayT
JMAarHOCTHUPOBAHBI TOJBKO TOCJIE OCTAHOBKHU cepiaua [86]. DTO COOTHOILIEHUWE CMEPTENbHBIX U
HeJleTaIbHBIX coObITHH 8:10 cpeau marueHToB ¢ cHHApPOMOM bpyrama mopa3uTenbHO BHINIE, YeM
COOTHOIIECHUE CMEPTEIbHBIX M HeJeTadbHbIX CcOObITHH 8:60, 3aperucTpupoBaHHOE IS
MNAlMEeHTOB C CUMIITOMAaTHUYECKUM CUHJIpOoMOM Yy uinHeHHOro untepBaia QT [87]. Kpome Toro, B
OTJINYME OT MAIMEHTOB C CHHIPOMOM YJIJIMHEHHOTO HHTepBasa QT, KOTOphIE YAacTO HMEIOT
IpeIynpexaaolie CAUMOTOMbl B BUAE PEUUAMBUPYIOLUIETO CHHKOIE, MPEXKIE YeM y HHX
Pa30BbETCS OCTAHOBKA Cep/lla, y MalMeHTOB C CUHAPOMOM bpyraga apuTMuu 4acTo MpUBOJIAT K
JeTalbHOMY UCXOMY, KOT/Ia OHHM BIEpBbIe BO3HUKAIOT [46]. DTO TpeOyeT arpecCUBHOIO MOAX0a
kK nepBuyHoi mnpodunaktuke BCC y OeccMMNTOMHBIX OOJNBHBIX CHHApOMOM bpyrana.
[IpenoTBpaTuTh JIETAIBHBIN UCXOM Yy MallMeHTa cCuHIApoMoM bpyrana, pazsusiiero MK, moxHo
TOJBKO C TIOMOIIBIO TPOBEACHUs HapykHoH nedubpuwmsimuun. Heobxomumo, dYTOOBI
neuOpUILIATOPHI OBLIM JOCTYIIHBI JJI1 OOIIECTBEHHOTO UCIOJIb30BAaHUS B MECTax, TJ€ MOXKET
OBITH 00€CIIEYeHO HaJUIeKAIIEee XPAHCHHE, & TAK)KE CYIIECTBYET BEPOSTHOCTh PA3BUTHS CITydacB

OCTAaHOBKHU CCpAua IMpu pas3jindHbIX 00CTOATEILCTBAX (B IIKOJIaX, Ha CIIOPTUBHBIX CTAAWMOHAX H
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KPYMHBIX CTAaHIMAX, B Ka3uHO U TA.). Kpome Toro ux ciemyer pa3Meniatrh B moesaax, Ha 60pTy
KPYU3HBIX JIalHEpPOB, CaMOJIETOB M T.d., TO €CTh TaMm, [J€ HET JpPyrod BO3MOXKHOCTU

OCYILECTBIIATh 1ePUOPMILISAIMIO B SKCTPEHHBIX cUTYyarusx [88; 89].

Kpurtepumn onieHKku kayecTBa MeIMIMHCKOI MOMOIIA

YpoBeHb YpoBeHb
Ne Kpurtepun xayectBa yOeauTeTbHOCTH | J0CTOBEPHOCTH
PEKOMEHIAIMNA | 10Ka3aTeJbCTB
JTan NOCTAHOBKM IMAarHo3a
1 Brimonnen co6op jxanob manueHTa B 2
BrimonHeH cbop cemeitHoro anamHesa ¢
2 00s13aTeNTbHBIM BBISICHEHUEM HATUYHSI CITy4acB C )
HEOOBSICHUMOM BHE3AIMHOW CMEPTH CPEIU KPOBHBIX
POJICTBEHHUKOB B Bo3pacte 110 40 et
3 [TpoBenena nuddepeHimaibHas JMarHoCTUKa C 3
KapJIMOT€HHOT0 CUHKOIE OT CHHKOIIE IPYTOro reHes3a
4 BrinonneHo anekTpokapanorpapuyeckoe A 1
uccieoBaHue B 12 oTBeACHUSIX
5 Brimosineno cyrounoe monutopuponanue IKI' o C )
Xonarepy B 12 oTBeaeHUsAX
6 BrimonHeHo nimuTenbHOE (CBbIIIE 48 4acoB) C )
XOJITEPOBCKOE MOHUTOPUPOBAHUE
Brinonneno supokapauansHoe 9OU ¢ npoTokoiamu
7 C 2
I119C
8 |IIpoBeneHa Harpy3o4Has apMakosorymeckas npooa B 2
BBINTOTHEHO KOMIUIEKCHOE UJTU LIETIEBOE
9 B 2
reHeThuueckoe TectupoBanue rena SCNSA
BrlimonHeH aHam3 KpOBU OMOXUMUYECKHMA
10 | oOmerepaneBTruecKuii (KaabIUii, MArHUHA, KaJTuH, C 2
HaTpuil)
JTan KOHCEPBATHBHOIO H XHPYPrU4€CKOro JieYeHHUs!
1 Brimonuena nmmnanTanus MKJ[ y 6osibHOTO, A 1
IIEPEHECIIEr0 OCTAHOBKY Cep/la
Breimonuena umrmanTanust UKJ[ y 6oibHOTO C
2 | noxymentupoBanHoi JKT 6e3 ocTaHOBKH ceplia B B 2
aHaMHe3e
3 Brmonnena ummnanTanus UK/ y 6onpHOTO C C )
cuakomne 6e3 XKT 1 ocTaHOBKM cepAiia B aHaMHE3e
4 Breimonuena umrmnanTanust UKJ[ y 6oibHOTO C C 3
NIaTOT€HHOW MyTalueld B OTBECTBEHHOM I'€HE
5 Ha3znauensl XuHUIUH WK H30IPOTEPEHON TIPH C 3
HaJIW4MH [OKa3aHUU
6 Brmonnena cyoerparnas PYA npu yacTeix C 4
MOTHUBHUPOBaHHBIX Iokax MK

JTan nocjeonepanioHHOro KOHTPOJIs
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Brmmonsaeno TCCTUPOBAHNC UMIIAHTUPOBAHHOT'O

yCTpoMCTBa uepe3 24 yaca rnociie onepauuu u nepes A 3
BBIIUCKOM
Brimonneno trectupoBanue MK/ uepes 1 mec, 3 mec, A 3
6 Mec, fajiee eKerofHO MoCcJie UMILIAHTAUN
BrinonneHo anekTpokapanorpaduyeckoe
uccieaoBaHue B 12 oTBeACHUSAX MEPe]l BHIMUCKON U3 A 5
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IMpunoxenue Al. CocraB padoyeil rpynnsbl o pa3padoTke U nNepecMoTpy

KJIMHUYECKUX PeKOMEeHIaluu

[Ipencenatens [IpoduabHON KOMUCHH 11O CEPIEUHO-COCYAUCTON XUPYPTUU DKCIEPTHOTO
coBeta Munznpasa P®: bokepus JI.A., akanemux PAH
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Kondmukt naTEepecos:

Bce  unensr  Paboueit  rpymnmbl  TOATBEPAWIM  OTCYTCTBHE  (DMHAHCOBOM

HOJIEP’KKH/KOH(IMKTAa HHTEPECOB, O KOTOPHIX HEOOXOAMMO COOOIIUTS.
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IMpunoxenue A2. MeTom0/10rusi pa3padoTKu KINHUYECKHX PEKOMEHIAMH

Knunuueckue pekoMeHIanuu pa3paboTaHbl cHelMaIMcTaMHU-3KcIepTaMu Accoluanun
CepAeYHO-COCYTUCTHIX XUpyproB Poccun, Beepoccuiickoro HayuyHoro o0miecTsa KapInojIoroB U
Poccuiickoro HayuyHOro OOIIECTBO PEHTI'CHIHAOBACKYJSPHBIX XUPYPrOB U WHTEPBEHIIMOHHBIX
pPaaMoioroB — HAa OCHOBE JOCTHIJKEHUN JI0KA3aTE€IbHOW MENMLHHBI, OTEYECTBEHHOIO U
3apy0e’KHOI0 KJIMHUYECKOro OIbITa B 00JAaCTH OKa3aHMs MOMOLIM MAalUEHTaM C CHHAPOMOM
bpyrana.

JlaHHbIE KIMHUYECKHE PEKOMEHIALMN CYMMUPYIOT U 1al0T OLIEHKY BCEM J10Ka3aTEIbHbIM
JAHHBIM 110 MpOoOJeMaTUKe BEJCHMs MALMEHTOB ¢ CUHAPOMOM bpyrana, BelsaBieHus (hakTopos
pUCKa, pPa3pabOTKM M BHEAPEHHA Mep MNPOPUIAKTUKU KU3HEYTPOXKAIOUIMX aAPUTMHUH,
CYUIECTBYIOIIMM Ha MOMEHT HamucaHus pexkoMmeHmauuid. Ymnensl Paboueit rpynmbel 1o
COCTAaBJICHUIO HACTOALIMX PEKOMEHJAIM MpPOBENU THIATEIbHBI 0030p pPOCCHIMCKHX H
3apyOeKHBIX (DyHIaMEHTAIbHBIX PYKOBOJACTB M MOHOrpaduili M0 KapAHOJOTUU U BHYTPEHHUM
0one3HsIM,  pe3yiapTaTaM  KPYNHBIX  MEXKIYHApOIAHBIX  MEIUIMHCKMX  PETHUCTPOB U
PaHIOMHU3UPOBAHHBIX MCCIENOBAaHUMN, IIOCIECIHUX BEPCUU EBPONCUCKUX U aMEPUKAHCKUX
METOAMYECKUX PYKOBOJICTB ISl CIIEIMATMCTOB-KAPANOJIOTOB U Bpayel oO1iel MpaKTUKH.

OcHOBOIl HacTOsllEM BEPCUM KIMHUYECKUMX PEKOMEHJAIUN cTaiu AMEpHKaHO-
EBponeiickue Pexomenmammu ot 2017 1. mo mewyenuto KA wu mnpodwmraktuke BCC,
Pexomenmanmun OOmiectBa cepneunoro putma (Heart Rhythm Society) m  EBpomneiickoit
acconmanuu cepreunoro putma (European Heart Rhythm Association) mo renermueckomy
TECTUPOBAHUIO MEpBUYHBIX Kapauomumomnaruih ot 2011 r., Pexomennmauuu EBpomnelickoro
Kapauonorudueckoro O6mectBa 2015 roga mo nedennro KA u npenorspamenuto BCC u eme
psan PexoMeHnanui U AUPEKTUBHBIX JOKYMEHTOB IOCIEIHUX JIeT. ICTOYHMKaMU COBPEMEHHBIX
OOHOBNICHUH OBLIM JKypHaJIbHBIC IMyOJIMKAalMd B aBTOPUTETHBIX PELEH3UPYEMBIX JKypHalax,
BXOSIIIUX B POCCUICKHE U 3apyOeKHbIe MHAECKCH HAyYHOTO IIUTUPOBAHUSI.

IIponsBeneHa KpUTHYECKAs OLICHKA IMAarHOCTUYECKMX W TEPANEBTUYECKUX METOJOB.
[Tocne BHeceHMs BceX HEOOXOAMMBIX MONPABOK PEKOMEHAaluHu yTBepxkaaorcs Kommurerom
HKCIEPTOB MO JaHHOH mpobieme. [Ipu cocTaBieHUN PEeKOMEHIAIMA YUUTHIBAIU BCE HAyYHbIE U
KJIMHUYECKHE JTAaHHBIE,  TAK)XKE PE3YJIbTAaThl UCCIEN0BAaHUH, JOCTYIIHbIE HA MOMEHT COCTABJICHUS
pexomenpanuid. Tam, rae 5TO BO3MOXKHO, aBTOPBI MBITAIACH CAEIATh OTCYECTBEHHBIC
PEKOMEHJALMN KaK MOXHO Oosiee OIM3KUMH K MEXAyHapoJIHbIM. Bmecre ¢ TeM aBTOpBI
CTapaJluCh Y4eCTh HEKOTOPBIE OTIMYHUS M OCOOCHHOCTH MPAKTUKU OKa3aHUs MOMOIIX OOJBHBIM B

Halled cTpaHe. OJTO KacaeTcs U UCIOJb30BAaHUS HEKOTOPBIX MpEnaparoB, M OLEHKHU
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3(PeKTUBHOCTH METOIOB JieueHHus. B Xoae pa3paboTKu UCTIOJIb30BaHBl YPOBHU YO IUTEILHOCTH

pEKOMEHIANN U YPOBHH TOCTOBEPHOCTH J0Ka3atenbeTB (Tadmuue! 111 u I12).

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMM:

1. Bpau-cepaedHo-coCyIucThlid XUpypr
2. Bpau-kapauomnor

3. Bpau-pentrenosnor

4. Bpau-TepaneBT

5. Bpau -renetuk

Tadauma II1. Hlkana omeHku ypoBHEH nocTtoBepHOCTH aokazarenbctB (Y M) s

METO/IOB IMarHOCTHKHU (JMArHOCTUYECKUX BMEIIATEIHCTB)

YA

PacmugpoBka

1

Cucremarnueckue 0030pbl MCCIIEOBAHUN C KOHTPOJIEM pe(epeHCHBIM METOJOM WU
CHUCTEMaTHYeCKUil 0030p pPaHIOMU3MPOBAHHBIX KIMHUYECKHX MCCIEJOBaHUN ¢
IPUMEHEHUEM MeTa-aHajan3a

OTI[CJ'II)HI)IG HUCCICA0OBaHHA C KOHTPOJEM pe(bepeHCHBIM METOAOM HJIM OTACIBHBIC
PAaHOOMHU3UPOBAHHBIC KIMHUYCCKHUEC HMCCICAOBAHUA W CUCTEMAaTHYCCKHUC 0630pI)I
I/ICCJ'ICI[OBaHI/Iﬁ JIF000T0 zmzaﬁHa, 3a UCKIIIOYCHUEM PaHIOMU3HNPOBAHHBIX KIIMHUYCCKHUX
HCCHGHOBaHHﬁ, C IPUMCHCHUEM METa-aHaJIn3a

HccnenoBanust 06e3 MOCIeOBATENbHOTO KOHTPOJNS pePEepeHCHBIM METOAO0M WU
UCCIICIOBAaHUSL C pEePEepeHCHBIM METOJ0M, HE SBISIOMIMMCS HE3aBUCHUMBIM  OT
HCCIIEAYEMOI0 METOAAa WM HEPaHIOMHU3UPOBAHHBIE CPABHUTEIIBHBIC UCCIICIOBAHMS, B
TOM YKCJI€ KOTOPTHBIE UCCIIET0BAHUS

HeCpaBHI/ITeHBHBIC HCCIICO0BAaHNs, OIIMCAHNUE KIIMHUYECKOTO CilIyvdas

HMmeercs mumb 000CHOBaHHE MEXaHHU3Ma HCﬁCTBHH HJIM MHCHUEC SKCIICPTOB

Tadauma I12. Illkana oumenku ypoBHeH AoctoBepHOCTH aokazarenbcTB (Y ) mis

METOJ0B MPOGUIAKTUKH, JIeYeHUs W peabunuranuud (IpoHuiIakKTHIeCKuX, JeYeOHBIX,

peadMINTAITMOHHBIX BMEIIATEIHCTB)

YA Pacmugposka

1 Cucremarnueckuii 0630p PKU ¢ npumeHeHneM meTa-aHanmsa

2 Otnenvupie PKM u cuctemaruyeckue 0030pbl HMCCIeNOBaHUM J000OTO nu3aifHa, 3a
uckmouenneM PKU, ¢ npumeHeHnemM Mera-aHajin3a

3 HepangomuzupoBaHHbIE CPABHUTENIbHBIEC UCCIIEIOBAHMS, B T.4. KOTOPTHBIE UCCIEIOBAHUS

4 HecpaBHuurenbHble nccneqoBaHus, OMUCAHUE KIMHUYECKOTO Cydas WA CEpUU CIIydaes,
WCCIICIOBAHUS «CITYYai-KOHTPOJIbY

5 Nmeercs numb OOOCHOBAaHHME MEXaHHM3Ma JICHCTBHS BMEMIATEIbCTBA (JOKIMHHUYECCKUE

WCCJIEIOBAHMsI) I MHEHHE YKCIIEPTOB
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Taboauna I13. Illkana oneHku ypoBHeW yOeautenbHOCTH pekoMeHmanui (YVYP) mis
METOMOB MNpPOQUIAKTUKY, AMATHOCTHKH, JIeUeHHs M peaOmimurtaimu (IpoQpHIaKTHYECKUX,

JUArHOCTUYCCKUX, HG‘IGGHBIX, peaGI/I.HI/ITaI_II/IOHHBIX BMGI_HaTeJ'H:CTB)

YYP Pacummdposka

A CunpHas pexkoMeHnmanus (BCce paccMaTpUBaeMble KpPHUTEPHH APPEKTHBHOCTH
(MCXOIBI) SABISIIOTCS BAXKHBIMH, BCE HCCICIOBAHUS HMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEILHOE  METOJOJOTMYECKOEe  KauecTBO, WX  BBIBOABI IO
MHTEPECYIOMINM HCXO0/1aM SBIISIFOTCS. COTIACOBAHHBIMH)

B VYcioBHas pekoMeHanus (He BCEe paccMaTpHBaeMble KPUTEPHH 3PPEKTHBHOCTH
(ucxombl) SIBIAIOTCS BaXXHBIMHM, HE BCE HCCIIEOBAaHUS HMEIOT BBICOKOE WU
YIOBJIETBOPUTEIHLHOE METOJOJIOTHYECKOE KauyeCTBO W/MJIM HMX BBIBOJBI 10
MHTEPECYIOIIUM UCX0JIaM HE SIBJISIFOTCS COINIACOBAHHBIMU)

C Cnabast pekoMeHaanus (OTCYTCTBUE MOKA3aTENbCTB HAJIEKAIIETO KauecTBa (Bce
paccMmarpuBaeMbie KpuTepuud 3PGEKTUBHOCTH (MCXOIBI) SBISIOTCS HEBAKHBIMH,
BCE MCCIIEIOBAHUS UMEIOT HU3KOE METOJOJOTUIECKOE KAaUYeCTBO U MX BBIBOJBI 11O
MHTEPECYIONIMM HCX0JIaM He SIBJISIIOTCSI COTJIACOBAHHBIMHU )

IMopsinok 00HOBJIEHUS] KIMHUYECKUX PeKOMEHIalMid.

MexaHu3M  OOHOBJICHMS  KIMHUYECKMX  pPEKOMEHIALUMK  TMpeaycMaTpuBaeT  HX
CUCTEMATHUYECKYIO aKTyaJIU3aIHI0 — HE PeKe YeM OJIMH pa3 B TPH I'oJia, a TAKKE MPU MOSIBICHUN
HOBBIX JAHHBIX C TMO3MIMU JTOKA3aTeIbHOW METUIIMHBI [0 BOMPOCAM JUArHOCTUKH, JICUEHUS,
NpoPUIAKTUKH W peadWIUTallMd KOHKPETHBIX 3a00JIeBaHHMM, HAIMUYMU OOOCHOBAHHBIX

JIOTIOJTHEHNI/3aMeyannii K paHee yTBepka¢HHBIM KP, HO He yaie 1 pa3a B 6 MecsIieB.
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IMpunoxenue A3. CipaBouHble MATEPHAJIbI, BKJIIOYasi COOTBETCTBUE
MOKA3aHUI K NPUMEHEHUI0 U MPOTHBONOKA3AHMN, CTIOCO00B NMPUMEHEHUS 1
103 JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKIMHU MO NPUMEHEHUI0

JIEKapCTBEHHOT0 Mpenapara

1. ®enepanbubiii 3akoH oT 21.11.2011 N 323-®3 «O06 ocHOBax OXpaHbI 30POBbs
rpaxxgad B Poccuiickonn ®Pexepanuuu» C HM3MEHEHUsSMM, BCTYIHBIIMMH B CHILy C
10.08.2017.

2. Ilpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @eaepanuu ot 15 HosOps 2012
r. Ne918u "OO6 yrBepxkaenun [lopsaka okazaHus MEIUIIMHCKON MOMOIIM OOJBHBIM C
CepICYHO-COCY IUCThIMU 3200JIeBaHUSIMH"

3.  Ilpuxa3 MunuctepcTBa TpyJa U couuanbHo 3amuThl Poccuiickoit ®Penepauuu ot 17
nexadbpst 2015 1. Nel024n «O xnaccupukanud ¥ KPUTEPUSX, HCIOJIB3YyEMBIX IPU
OCYIIECTBJICHUH  MEIUKO-COLIMAIbHOW  AKCIEpPTH3bl  TpaxkgaH  (enepalbHbIMU
roCyJapCTBEHHBIMH YUPEXKICHUSIMU MEANKO-COLIMAIBHON  3KCIEPTU3bDY.

4.  Ilpuxa3 MunsapaBa Poccum ot 15.07.2016 N 520H "OO6 yTBepX ACHHH KpPUTEpPUEB
OIICHKH KauyecTBa MEIUIIMHCKON momomu" (3apeructpupoBaHo B Muniocte Poccun

08.08.2016 N 43170)
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Ipunoxenue b. Anropurmsl JeiicTBUIl Bpadya

NauweHT ¢ 3K Bpyraga-naTrepHoM
1-ro Tuna

fa CHOHTAHHEI 3K HET, NekapCTEEHHO MHAYUMPOBAHHBIA (CTP.28)
1-ro Tuna (cTp.17)
Y
fa Cmiiana Her Coop cemeiiHOro aHannsa no BCC
TeueHue (cTp.19) (cTp-19)
h
OLeHra HeGnaronpUATHEIX
Aa UCTaHoBKa cepaua, ﬂe&;‘lﬁ_l SHM-maprepos
gk, T (cTp.28) (cTp.25)
- KMHHUYECKMA MOHMTODPKHT NOgBEMA
ApUTMOrEHHSI Her fa VHOyLMpOBaHa Her cerMenTa ST
obmopor (£Tp.23-24) T (cTp.24, 25)
MKD
(cTp.33) 'l'
¥y Y ¥y
OGCy#aSHNE BOIMOMHOCTH
VKD Fl—rr(l:—;:ga'?s:?fnkn VKO Habniogenve nposegeHna 30U (cTp.26)
(cTp.34) - (cTp.28-30) (cTp.34) (cTp.36, 37)
Oa Het
- MHayuMpoBaHa 3
Oa Be Het S
pHbHUMpOBaHa MTIOH
MPHYUHHAA MYyTALHR !
x a WO HabnwoneHue
WKL HabnwoneHue (cTp.34) (cTp.36, 37)
(cTp.35) (cTp.36, 37)
>
b
A= ACTBIE MOTHEMDO- Her
BaHHBIS LOKK
h 4 ¥
CobniogeHne
PUA PEKOMEHTIALMA Mo
(cTp.33) obpasy ¥u3HK
(cTp.36, 37)
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IMpunoxenue B. Uudopmanusa 11 naumeHra

VYBaxaeMmblil MalMEHT, pe3yjibTaTbl O0O0CJeIOBaHUS BBIABWIM Yy Bac peEAKoOe
HACJEJACTBEHHOE KapIHWOJIOTMYECKOE COCTOSIHHE, KOTOPOE€ XapaKTEepU3yeTcs CIOKHBIMU
HAPYIICHUSIMA PUTMa CEP/Ia, CIOCOOHBIMU BBI3BATh OCTAHOBKY CEP/IIA.

Bam HeoOxo1MMO 3HATh, YTO PUCK PA3BUTHUS CEPJCYHBIX APUTMHIA U OCTAHOBKH CEpAIa
MOKET OBITh PA3JIUYHBIM B 3aBUCHUMOCTH OT KIMHHUYECKMX WU 3IJIEKTPOKapIUOrpapuuecKux
MPOSIBIIEHUH, KOTOPBIE MOYKHO BBISIBUTH WJIM UCKIIIOUUTH ITPU MPOBEICHUH CIIEIIMAIBHBIX TECTOB.

[TpokoHcynbTHpYHTECH ¢ BammM BpadoM MO MOBOIY ONTUMAIBLHOTO OOCIIETOBAHMS,
KOTOPOE TO3BOJIHUT OMPEAETUTh PUCK PAa3BUTHS BHE3AIMHOM CMEPTU U HEOOXOJMMOCTh Mep IO ee
poQUITaKTHKE.

B Hacrosimiee Bpemsi meaumpHa 00y1aiaeT OOJBIIMM apCeHAIOM CPEACTB, CIIOCOOHBIX
CYIIECTBEHHO CHHM3UTh YacTOTY M CHUMITOMATHUYHOCTH 3MU30J0B Bamelt aputmuu, a Takxke
NpeaynpeanuTh pa3BUTUE OCTAHOBKM cepaua. EIWHCTBEHHBIM JOKa3aHHBIM  METOAOM
npoUIAKTUKA BHE3ATHOW CMEPTH SIBJISIETCS MMILTAHTAIMS KapAHOJIOTHYECKOTO AJIEKTPOHHOIO
ycTporicTBa (kKapauoBeprepa-aepuopuisTopa). B mocnennue roasl BHEAPSIETCS HOBBIM METOJ
OTEpAaTUBHOTO JICUEHUs - CyOCTpaTHas OJIUKapAualbHas abnanus MHOKapaa TMpaBoOTo
xkenynouka. IIpokoHcynbrupyiiTech ¢ Bammm BpayoM 10 IIOBOAY BO3MOXKHOCTH U
HE00XOIMMOCTH ONTHMAJIBHOTO CIIOCO0A JICUYCHHUS APUTMUH.

[lepen 3amiaHupOBaHHBIM BMELIATENLCTBOM Ball Jieyalluil Bpau OOBSICHUT BaM CYTh U
BO3MOXXHOCTH ofiepainuu. Bel TOMKHBL, 3Has O BO3MOXXHOM pHUCKE, TOOPOBOJIBHO PEIIUTHCSA Ha
OIeparuIo.

N3menenne oOpa3a >KM3HH U peTyJsipHAs Tepanus, Ha3HAYCHHAs CIHEIUAINCTOM,
MOMOT'YT CO3/aTh OJaronpusTHbIE YCIOBUS JUIsl MPOPUIAKTUKY 0O0OCTPEHUI U OCIOXKHEHHH, YTO
00s3aTeNIbHO HAUTYUIITNM 00pa30M CKa)KeTCsl KaK Ha TeYEHUH OCHOBHOTO 3a00JIeBaHUsI, TaK U Ha
caMOM apUTMUH.

VYBaxkaeMblil MAIMEHT, HIKE MpeAcTaBieHa HHpopMmalus, kortopas Bam nmonagoburcs
JUISl IOATOTOBKM MOCEILIEHMS BpaJa:

1. Hy»Ho OBITh TOTOBBIM paccka3arh 0 Oecrokosmux Bac cumnTomax, a *MEHHO:

Kak maBHo aputmus Havana Bac 6ecriokouts?

CKONBKO pa3 MPHUCTYIBI WIH CUMIITOMBI TMOSBISUIUCH 32 MOCIETHUE MECSIBl (XOTS OBl
npuOan3uTenbHO)? KakoBbl ObUIM BpeMEHHBIE HHTEPBAIbI MEXKAY MPUCTYIaMH U CUMIITOMAMU?

Kaxk n3menunoce Barie caMo4yBCTBHE U CHMITTOMEI 32 BpeMst 00Jie3HU?

Eciu Omuskue Bam mogu HaOmromanyd CHMOTOMBI apUTMHM B MOMEHT MPHCTYIIA,

IMOIMPOCUTC UX OIHNCAThH UX.
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Uto obGneryasnio cumnrombl aputMuu? Uto Bel mpeanmpuHuMany uisi THarHOCTHKUA W
nedeHus?

Eciu Bwl yxe mnpuHUMaIM WM TPUHUMAETE KakKHe-THOO CepJeYHO-COCYIUCThIC
npenaparsbl, pacCKaXuTe 00 3TOM Bpauy (Jydille UMETh CIMCOK MpernaparoB ¢ rpad)uKoM mpueMa
B TEUCHUE CYTOK).

2. Pacckaxxute Bamemy 10KTOpYy 0 TOM, K KaKMM crienMainctaM Bl yxe obpamanuck 1o
noBoay Bammux xaino0.

ITo oxkoHYaHMM BU3HTA K Bpauy BbI TOJKHBI 3HATH OTBETHI Ha CIEAYIOLIUE BOIPOCHIL:

Kakos Moit quargos?

KaxoBblI BepOsITHbIE TPUYHUHBI APUTMUU?

Kakum 00pa3oM apuTMHs MOXKET CKa3aThCsl HA MOEH AalbHEHIIeH KU3HI?

Kaxkoe o0cnenoBanre He0OX0IMMO TTPOUTH?

KakoBbl BapyaHThl MOET0 JICUECHHS ?

Kakue pucku, mpenMyIiecTBa M HEXKeNaTebHBIC SBICHUS CBSI3aHBI C KXKIBIM M3 ITUX
BapHaHTOB?

UYro s Mory caenath, JIs TOro YTOObI YIYUIIUTh COCTOSIHHE MOETo cepaua’?

VY KOro s T0JDKEeH HaOMI0aThCS B CBSI3U C apUTMHUEH ?

Cnenyer 1M MHE TOCHUTAIM3UPOBATHCS B CIEHUATM3UPYIOIIEECS Ha JICYCHUHU
HApYIICHU pUTMa cep/lia oTeneHue?

KakoBsl nepciekTiBbI?

B OonbmmHCTBE ciyyaeB omepanus NPUBOAUT K  YIYUIIEHUIO COCTOSHUS H
MCYE3HOBEHHIO 3Ka00.

Jliiss coxpaHeHUs MOJOXKHUTEILHOTO pe3yJibTaTa Ormepanuu HeoOX0IuMO Ballle aKTUBHOE
ydactue. Tpedyercs TOUHOE COOI0ACHIE PEKOMEHAAINI 1 yCTpaHeHuUs (DaKTOPOB PHCKA.

Ha gto cnenyer oOpatuth BHUMaHUE?

Oco0eHHO Ba)XHBIMHU SIBIISIIOTCS KOHTPOJILHBIE OOCIIEIOBAHMS TIOCTE OMEparuul IS

CBOCBPCMCHHOTI'O BBIAABJIICHHA OLICHKHU COCTOSIHHA U BBIABJICHUU BO3MOXKHBIX OCJIOKHEHUMH.
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