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KITMHUW4YECKUE
PEWMAWWMH putma. Xenyao4ykoBble Taxukapaus un

BHe3alnHasa CMepTb

Koaunposka no MexagyHapogHou 146, 146.0, 146.1, 146.9, 147.0, 1147.2,
cTaTUCTUYECKOM Knaccndukaumm 6onesHemn u 147.9, 149, 149.0, 149.3, 149.4, 149.8, 149.9.
npobriem, CBA3aHHbIX CO 300POBbEM:

BospacTHas rpynna: [etn/B3pocnble

[og yTBEPXKOEHUS: 2020

Pa3paboTumMkm KNMHNYECKON peKoMeHaaunm:

* Poccuickoe kapagunonormnyeckoe obuiectso (PKO)

+ Bcepoccuiickoe Hay4YHOe 06LLEeCTBO CNeumanmcToB MO KIMHNYECKOW 3reKTPoU3N0onorum, aputMonorim um
kapguoctumynsauum (BHOA)

» Bcepoccuinckas obuectseHHas opraHmnsauus «Accoumnaumsa eTckux kapguornoros Poccum»

*  OOLEecTBO XONTEPOBCKOrO MOHUTOPUPOBAHNA HEMHBA3UBHOWN 3N1IEKTPOKapANONOrum

«OpobpeHo Ha 3acefaHum HayyHo-npakTuyeckoro coseta MnuHucTepcTBa 3gpaBooxpaHeHns Poccumnckon
denepaunu (3acegaHne ot 16.10.2020r. NpoTokon Ne38/2-3-4)»
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Pl ESC GUIDELINES

2015 ESC Guidelines for the management
of patients with ventricular arrhythmias
and the prevention of sudden cardiac death

The Task Force for the Management of Patients with Ventricular
Arrhythmias and the Prevention of Sudden Cardiac Death of the
European Society of Cardiology (ESC)

by: Association for European Paediatric and Congenital
Cardiology (AEPC)

Authors/Task Force Members: Silvia G. Priori*(Chairperson) (Italy)
Carina Blomstrém-Lundquist*(Co-chairperson) (Sweden) Andrea Mazzanti' (Italy),
Nico Blom" (The Netherlands), Martin Borggrefe (Germany), John Camm (UK),
Perry Mark Elliott (UK), Donna Fitzsimons (UK), Robert Hatala (Slovakia),
Gerhard Hindricks (Germany), Paulus Kirchhof (UK/Germany), Keld Kjeldsen
(Denmark), Karl-Heinz Kuck (Germany), Antonio Hernandez-Madrid (Spain),
Nikolaos Nikolaou (Greece), Tone M. Norekval (Norway), Christian Spaulding
(France), and Dirk J. Van Veldhuisen (The Netherlands)

KAPAMOCTI

MpencraBneHHble PekomeHgauun paspabotaHbl Ha ocHoBe KP o
NnpoBeaeHNI0  3NeKTPOoOMU3NONOrM4Yecknx WCCrenoBaHnn, KaTeTepHoW
abnauum M NPUMEHEHWIO  UMMMAHTUPYEMbIX  aHTUAPUTMUYECKUX
yctponcte BHOA 2017 roga, pekomeHaaummn obuiectea cneynannctoB No
HEOTNOXHOW Kapaunosnornn «>KenyaovykoBble apuTMnn y B3pocrbix» 2015
roga, PekomeHgauun EBponenckoro obuiecTsa Kapgmororos no fevyeHunto
6onbHbix ¢ XXHP » npodwunaktuke BHe3anHom cmepTtu 2015 roaa,
Bcepoccumcknx KnmMHUYECKUX pekoMeHOauun no KOHTPOIS Hag PUCKOM
BHe3anHoun octaHoBKu cepaua n BCC, npodunakTuke n okasaHuo nepBom
nomoum 2018 roga, co3fgaHHbIX Ha OCHOBE aHanuaa umetollerocsa donee
4yeM 20-fIeTHEro onbiTa PasnuyHblX MO LensMm, NpoTokornamMm u obbemam
KPYMHbIX MCCNesoBaHWW, TMPOBEAEHHbIX MO pas3fu4YHbiM  acnekTam
ANarHOCTUKU N NEeYEHNN XKeNYa0o4YKOBbIX TaXnapuTMun.

KIMHUYECKME PEKOMEHOALMM

'POCCHIICKOE KAPIHOJIOTHIECKOE OBIIECTBX
“BCEPOCCHACKOE EAVAIHOE GPILIECTBO CHELVATHETOB Tlo xommECKoft

WAHOEOBILECTEO o mOTO s APTUOIOL e Ao
PECHON O L
W, AP m,,( SN \&!ALUIO}L{‘B’I-B:ER COBET noPLu-uL\L i
onof AT PO I D MBI
PEKOMEHZALIAM ESC M0 JIEYEHMIO NALMEHTOB C XE/NYA04KOBbIMU HAPYLLEHMSMU PUTMA BN ST ronoTOL L,

W NPODUSIAKTUKE BHE3ANHOW CEPAEYHOM CMEPTM 2015

Pa6oyas rpynna Esponeiickoro O6uiectsa Kapavonoros (ESC) no ne4eHmio NnaumeHToB ¢ Xenya04KkoBbIMIU HapyLLeHUaMU

puTMa n TUKe BHE3anHoM cep; i cMepTH
Kn M HM LIEC KM E Mpwu y4acTuu: EBponeiickoii Accoumaumeit leTckmx 0B 1 Cl O NEeYeHuio IX i
PEKOMEHAOALIN & kapavonorm (EAZC)
K THEINMECKIE PEROMEFIAIIIH 110 KOHTPOTIO
ll\_‘l Pll( ko\l BB[J\EHOB 'OCTAHOBKH CEPTIA H BHE3AITHON CEPTEYHON
ABTODA/4neHsl paGOse rpyni: Siia G. Prior (1peacenarens kowuTera) (Wranus), Carina Blomstiom-Lundavist” (co-npeacesatens) (Liseuns), MEPTH, IPO®ILTAKTHKE H OKA3ARHIO [IEPBOT IOMOIII
no nposeaeHio Andrea Mazzant' (ﬁ;s::m Nico Blom* (HmleDnaHabgnnr::w:‘azo(vg’?x;im . John Camm s Perry Mark Elliott
SheTpeQuItOnceciIn: Tepmatis), Keld Kjeldsen (Jarus), Karl-Heinz Kuck (Tepmasis), o Hernandez Madid (Vcnanws), Nikolaos Nikolaou (Fpewst), Tone M. Norekval

VIcCneROBaHMIA, KaTETEPHOM a6NALMM
NPUMEHEHMIO UMMNAHTHPYEMBIX
AHTUAPUTMUYECKUX YCTPOVCTE

Hosan pegarius - 2017

(Hopaerus), Christian Spaulding (®@paxuws), Dirk J. Van Veldhuisen (Huaepnaxasi).

PeuenaenTsi: Phillppe Kolh (koopaukatop) (Bensrus), Gregory YH. Lip (koopawatop) (Benukoopuanws), Stefan Agewall (Hopserus), Gonzalo
Baron-Esquivias (Mcnanus), Giuseppe Boriani (ranus), Werner Budts (enrys), Héctor Bueno (Mcnawus), Davide Capodanno (ranws), Scipione
Carerj (Wrans), Maria G. Crespo-Ls Martin Czerny Christi Deaton 6 Dobromir Dobrev (Fepmakis), Getin
Erol (Typuus), Maurizio Galderisi (Tanus), Bulent Gorenek (Typuus), Thomas Kriebel (fepmanus), Pier Lambiase (Benukoopytanws), Patrizio Lancellott
(Bensrus), Deirdre A. Lane (Benukoopwanws), Irene Lang (AscTpus), Athanasios J. Manolis (Fpewus), Joao Morals (TlopTyranus), Javier Moreno (Vicna-

Kouner sscaepros: EB Luscro, AN Pesuumsivan. €4 Boluios, CILTomuuis,

L& Eropos 7.CTeGezen, IMAL B.BMopos,

Hus), Massimo F. Piepoli (Utanus), Frans H. Rutten (Hunepnaxaw), Beata Sredniawa (Monswa), Jose L. Zamorano (Mcnanus), Faiez P:

CB.Tonos, M. 0B IS, M Ammn



Wi MWHUCTEPCTBO
¥ 30PABOOXPAHEHMUA
POCCUACKOW ®ENEPALIUU

—_____ _CBs3daHHble
DOKYMEHTbI

) Mpukas MuHucTepcTBa 3apasooxpaHeHns Poccuickon degepaumm ot 15 Hoss6psa 2012 r. Ne 918H
«O0 yTBepxaeHuu lNopsaka okazaHUs MEAULMHCKOM NOMOLLM BOMbHBIM C cepAeYHO-COCYANCTLIMU
3abonesaHnAMM».

) MNpwukas MuHucTepcTBa 3gpaBooxpaHeHnss Poccuiickon ®egepaumm ot 9 Hosbpst 2012 r. Ne710H "O6
yTBEPXOEHMM CTaHAapTa cneunanmanpoBaHHON MeOULIMHCKON MOMOLLM NPW XXenya04KoBOM
Taxukapgumn“

Mpukas MuHucTepcTBa 3apaBooxpaHeHna Poccuinckomn degepauunm ot 15 nons 2016 r. Ne520H «O6
yTBEPXOEHUN KPUTEPUEB OLEHKM Ka4yeCcTBa MeaNLMHCKOW MOMOLLM Y.

©

Mpuka3s MuHmnctepcTBa 3apaBooxpaHeHns Poccuimnckon Pepepaumm ot 28.02.2019 Ne 103H «O6
YTBEPXOEHUM NOpsiAKa N CPOKOB pa3paboTKmM KNMHUYECKNUX pEKOMEHOALNI, UX MEPECMOTPA,
TMNOBOW (OOPMbI KITMHUYECKMX pEKOMEHOALUNI U TpeBOBaHNI K UX CTPYKTYpPE, COCTaBy U HAay4YHOM
000CHOBaAHHOCTM BKOYAEMOWM B KITMHNYECKME pEKOMEHAALMN NHOpMaLMNy (3apermcTpupoBaH
08.05.2019 Ne 54588).



NMPUNOXEHMUE 1.

TUMNOBASA CTPYKTYPA KNIUHUYECKUX

I?EKOMEHD,ALIMIZ

UTYNbHbIN NUCT — 00s3aTeNbHbIV pasaen;
OrnaeneHue (aBTocobupaemoe) — 06s13aTenbHbIN
pasgen;

KnioueBble cnoBa — o64a3aTenbHbIn pasaen;
Cnucok cokpalyeHun — oba3artenbsHbIn pasgen;
TepMuHbI 1 onpeageneHus — obs3aTenbHbI pas3nern;

1. KpaTkasa nHcdopmauma — oba3atensHbIn pasgern;
1.1 OnpepeneHue;
1.2 3TMonorus n naToreHes;
1.3 dnuagemuonorus;
1.4 Kognposanue no MKbB 10;
1.5 Knaccudumkauyus;
1.6 KnuHnyeckas kapTmHa.

2.AvnarHocTtuka — ob6ga3atenbHbIn pasgen; Kputepum
yCTaHOBNEHUS AnarHosa

2.1 XKanobbl 1 aHamMHe3;
2.2 dusmnkanbHoe obcrneaoBaHuUE;

2.3 JlabopaTtopHas AMarHoCTuKa;
2.4 IHCTpyMeHTanbHasi ouarHoCTuka;
2.5 lHasa anarHocTuka.
3. JleueHune - o6sa3aTenNbHLIN pa3gen;
3.1 KoHcepBaTUBHOE NeYeHmne;
3.2 Xvpypruyeckoe riedeHue;
3.3 NIHoe neyveHune.

4. Peabunurtaumusa — ob6asaTenbHbIv pasgen;

5. MpodmnakTuka u gucnaHcepHoe HabnwaeHne* —
pekoMeHayeMbIn pasgern;

6. JononHuTenbHas nHopmauus, BNUsiOLW A Ha
ucxop 3aboneBaHusi/cuHapoma* —
pekoMeHayeMbIn pasgern;

7. OpraHmsauma MeauLMHCKOW NOMOLUU
7.1 MNokasaHna Ans NnaHoBOW rocnutanuaauum
7.2 NokasaHus ons SKCTPEHHOW rocnuTanusaumm
7.3. NokasaHus K BbINMCKe NaumMeHTa u3 ctaumoHapa
7.4. VIHble opraHM3aLUnoHHbIE TEXHONOMK

Kputepun oueHKu KayecTBa Me4ULIMHCKOMN NOMOLUM —

obsi3aTenbHbI pasgen;

Cnucok nutepartypbl — 0693aTenbHbIN pasgen;



NMPUNOXEHMUE A1.

CocTtaB paboyen rpynnbl No paspadoTke
N NEPECMOTPY KNMNHNUYECKNX
pekomMeHaaunm

MNMpe3nanym paboyen rpynnbl:

INebepnes Omutpuin Cepreesud (CankT-INeTepbypr)
Muxannos EBreHnn Hukonaesuny (CaHkT-lNeTepOypr)
Hemunywmin Hukonan Muxannosuny (Mocksa)
[onyxosa Enena 3enunkoBHa (MockBa)

36 Bpa4yen-aKkcnepTos
Mockea

CaHkT-lleTepbypr
HoBocnbupck
Tomck
KpacHosipck
KemepoBo

nensl pabodeii rpynnsi:

PHO Topox
Batoxxs Bamguy Eroposrd neH rpymmsl Mocksa
Bepesrmmkas Bepa Bacuserna e rpymmsl Mockea
Bacuuxusa Enena CepreeBsa neH rpymmsl Canxt-IleTepOypr
TapexuHa CBeT1aHa BHTanBeBHA nes rpyms! Canxt-TletepOypr
Tommeie Cepreii [Tap10BHT TeH rpyImel Mockzsa
Jaersar Kapaner BoBaeHd TeH rpymmel Mockea
Jymwrakos JMETpEE BHKTOpOBHT TeH rpymmel Camapa
3axra3ssMHECKad Enena BatepeeBHa TeH rpymmel Mocksa
3enuH Cepreff AHATOBEBHT “LeH rpymmsl HoeocHOHPCK
Hparmmami Sayapa AleKceeBHd IneH rpymmsl KpacHoapck
Waspaposa Pysaxar A6aya-Tadyposaa “LieH rpymmsl Mocksa
Kowmomarora Bepa HekonaeHa ‘Led rpymms Mockea
KocTtapeBa AHHa AJTeKCaHIPOBHA UteH rpymmsl Canxt-TletepOypr
Kyurnckan Enera AHnpeeBHa ITeH rpymmel Mockea
Jlaiioems (Hecteperxko) Jlana FOpserna ITeH rpymmel Mockea
Jlebenera Bekropra KivoBHA ITeH rpymmel Canxt-ITetepOypr
JIro6mvmeBa Tamapa AnekceeBHa e rpymmsl Canxt-ITeTepOypr
Maxapop Jleornn Muxai1oBHY e rpymmmsl Mockea
Manmayp Cepreit EBrespeBra e rpymisl Kewmeporo
Mezmeener Muxant MapkoBHT Unes rpymsl Canxt-ITerepOypr
Mmuporor Hexkonait FOpseBra JTeH rpyImEl Mockea
Mutpodarosa JIro60Bs bopHCOBHA ITeH rpymmel Canxt-TletepOypr
ITonoe Cepreii BateHTHHOBHEY L1eH rpyImsl Tomck
Pepumerm Avupar [lloTaeBra ITeH rpymmel Mockea
Paaee Papxaz I yceHHOBHT TeH rpyImel Mocksa
PomaeOB AnexcaHap bopHcoBHEY e rpymmsl HorocHOHpPCK
Tarapckuit Pomas bopHcoBHT e rpymIsl Canxt-ITerepOypr
Tepmocecor Cepreit ApTypoBHd reH rpymmel Mocksa
Voymyeea Magusa [[KaBaToBHA neH rpymmsl Mocksa
Xapman Mapus Cepreeesa [n1eH rpyIms Mockea
Ilaperopomies JMHTpHH ATeKCaHIPOBHY e rpymnsl Mockea
ITkomeEHKOBa MapHa ATeKCaEAPOBHA 1eH rpymms Mockga
ITrepxor Huxomai boprcoBra e  rpymms Mocksa
IITraxro Eprennit Bnamvuposrt 1eH rpymsl CanxT-TletepOypr
ITy6rk FOpmit BEKTOPOBHT neH rpymms Canxr-Tletepoypr
Simmn Cepreft MEXafi0BHY In1eH rpyms Canxr-TletepOypr




LIEJNIEBAA AYOUTOPUA
OAHHbBIX KITIMHUYECKUX
PEKOMEHOALNN
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MUHUCTEPCTBO

3APABOOXPAHEHMA
POCCUWCKOW ®EAEPALIY

Bpau-kapanonor
Bpay-cepaeyHo-cocyancTbin

Xnpypr

Bpauy-tepaneBT

Bpay obuien npakTnku



POCCUIACKOE
KAPAMOAOTHYECKOE
OBLLECTBO

B PekomeHOaumnsax nanoxeHbl OCHOBHbIE MPUHLNUMbI ANArHOCTUKN,
cTpaTtudurkauum pucka BHe3anHoOM CMepPTU 1 NTeYEeHUs1 NaLNEHTOB,
B TOM YMCIe U B psie KITMHUYECKNX CUTYaLMIA, KOTopble Obinn
Nofy4YeHbl B paHAOMU3MPOBAHHbLIX KOHTPONUPYEMbIX
nccnengoBaHUsIX.

Aicnonb3yeTcs KOMMNIeKCHbIN NoAXo4 C y4eTOM 3aTMonaToreHesa,
NHONBMOYaNbHbLIX OCODEHHOCTEN MEXAHNU3MOB Pa3BUTUS U
TeyeHus 3aboneBaHns, UCNONMb30BaAHNA MEAUKAMEHTO3HbIX,
NHTEPBEHLNOHHbIX U XUPYPruyeCKNX METOL0B JIe4YEHNS
Aicnonb3oBaHbl JaHHble 607 MICTOYHUKOB NnTEpaTypbl
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1. KPATKAA UHOOPMALUA NO 3ABOJNTIEBAHUIO UNA
COCTOSAHUIO (TPYNNE 3ABONNIEBAHUUA UNK
COCTOSAHUN)

©® 1.1. OnpegeneHune 3aboneBaHnNs UNU COCTOSTHUS
(rpynnbl 3abonesaHnin NI COCTOAHUI)

© 1.2. QTMonorma n natoreHes saboneBaHusa unu

COCTOAHUA

@ (rpynnbl 3abonesaHuin UM COCTOAHUN)
1.3. Annaemuonorus 3adboneBaHnUsa UM COCTOAHUS

(rpynnbl 3abonesaHuin N COCTOAHUN)



#, MWHUCTEPCTBO
& 30PABOOXPAHEHUSA
POCCMUICKOM ®ELEPALIU

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

KOOAUPOBAHUE 3ABOJNIEBAHUA UITU COCTOAHUA (TPYMIMbI
3ABONEBAHUN

UM COCTOAHUN) NO MEXXAYHAPOOHOW CTATUCTUYECKOMN
K81 AGLBVRUEALINN BONE3HEWN U NPOBJIEM, CBA3AHHbIX CO
BEOPUDHBS ElieWlI6[6 y£0§LHbIM BOCCTaHOBNEHNEM CEPAEYHON AEATENbHOCTY

146.1. BHe3anHas cepaeyvyHas cMepTb, Tak onncaHHas
146.9. OcTaHOBKa cepALa HeyToYHEeHHas

147. MapokcnamMarnbHasa Taxukapaus

147.0. Bo3BpaTHas xenyao4kosas apuTtmMust

147.2. YKenynoykoBas Taxukapaus

147.9. MapokcmnamManbHasa Taxukapaus HeyToYHeHHas!
149. [Ipyrne HapyLLUeHUs cepae4yHoro putMa

149.0. DBPUNNALNS 1 TPeneTaHne XXenyao4Kkos

149.3. MpexaeBpemeHHas aenonapusaLmns Xenyaodkos
149.4. [ipyras n HeyToYHeHHas aenonspusaums

149.8. [lpyrve yTOYHEHHbIE HapyLLEeHNUs cepaeyHoro putma
149.9. HapyLueHne cepie4Horo putMa HeyTOYHEHHOe



5%, MUHUCTEPCTBO
3APABOOXPAHEHMS
POCCUNCKOW ®ELEPALIUM

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

KITACCUDPUKAL

UA

Kpome ucxodHozo denieHusi no sudam XXTA, npedcmaesneHHbix Ha OKI, dobaeneHa
Knaccugbukayusi o amuosio2uu: OTCyTCTBUE NI HanM4yme OCHOBHOIO CTPYKTYPHOrO
3aboneBaHua cepgua.

@ Waovonatnyeckue xenyno4koBble apUTMUK NPU OTCYTCTBUK CTPYKTYPHOTO 3abonesaHus
cepaua («aobpoKkavyeCTBEHHbLIEY).

@ KenyaoykoBble apuTMUM NPU OTCYTCTBUM IBHOTO CTPYKTYPHOTO 3abonesaHuns cepaua npu
HanM4Ynum BPOXKAEHHBIX CUHAPOMOB UINU T. H. KAHANoONaTUN — «3NT0KaYeCTBEHHbIE»:
CYHAPOM yaJIMHEHHOrO nHTepBana QT, cuHapom bpyraga, katexonammH3aBmMcnmas
nonnmopdHas Xxenyao4ykoBas Taxmkapamsi, CUHOPOM KOPOTKOro nHTepeana QT,
CYHAPOM paHHEN penonsapuawmm Xenygoykos.

© KenygoykoBble apuTMUKM NPY OTCYTCTBUMN AABHOTO CTPYKTYPHOrO 3abonesaHnsa cepaua npu
HanM4nmn obpaTMbIX MeTabONNYECKNX NN NeKapCTBEHHbIX NMPUYKH (Hanpumep,
BTOPUYHbIN CUHOPOM YASIMHEHHOrO MHTepBana QT).

@ XKenyooykoBble apuTMUKU NPU HANUYUMKU CTPYKTYPHOro 3abonesaHns cepaua.



5_¥S
A, MUHUCTEPCTBO
30PABOOXPAHEHUS
POCCUMCKOW ®EAEPALIUM

POCCUICKOE
KAPAMOAOTMYECKOE
OBLUECTBO

2. ANATHOCTUKA 3ABOJIEBAHUSA UNN COCTOSAHUSA (FPYMIMbl 3ABOJIEBAHUA
WUNn COCTOSAHUIN), MEOQULIMHCKUE NOKA3AHUA U MPOTUBOMNOKA3AHUA
KNMPUMEHEHUIO METOAOB OUWAITHOCTUKIA

KpuTepumn yctaHOBKU AnarHosa:

[unarHocTnyeckoe obcnenoBaHue nNpu NogO3PEHUN Ha XKerygo4uKoBble
HapyLUEeHUS puTMa BKIOYaeT crieqyroLme artanbl:

- TWaTenbHoe U3yyeHune xanob, nctopmnn sabonesaHns N CEMEeNHOro

aHaMHe3a;

- OCMOTP 1 hmnsmkanbHoe obcregoBaHme;

- NabopaTopHO-MHCTPYMeEHTarbHble MeTOAbI UccriegoBaHNA: bornee NpocTbie
Ha NepBOM 3Tane 1 CNoXHble — Ha BTOPOM 3Tane obcrnenosaHus (rno
nokKasaHusiM);

- NaTonoroaHaToOMMYeCcKoe UccregoBaHne U MONeKYNApPHbIA aHanu3 XepTs
BHe3arHom cepaevyHon CMepTu;

- FeHeTn4YecKoe TeCTUPOBaHUE;

- BU3yanusnpyrLime Metoamkm n Mopdgonornyeckme nccnegoBaHus.



Z, MMHUCTEPCTBO
3APABOOXPAHEHMS
POCCUNCKOW ®ELEPALIUM

OBCJNIEOOBAHUE

Bcem o6cneayembiM naumeHTam pekoMeHayeTcst NpoBOAUTL CrieaytoLine cTaHaapTHbIE U3MEPEHNS, B
COOTBETCTBUM C AENCTBYHOLLNMUN pEKOMEHOALNAMN:

- aHTPONOMETPUYECKNE NoKasaTenu (poCT, BEC, UHOEKC MACChl Tefa, OKPY>XHOCTb Tanun);

- TEPMOMETPUS N OLEHKA COCTOSIHUS KOXHbIX NOKPOBOB;

- OLleHKa HanM4msi OTEKOB N NX pacnpOCTPaHEHHOCTY;

- onpegerneHne YpoBHA CUCTONMYECKOro u agunactonudeckoro AL;

- Nanbnaums nynbca Ha nepngepnyeckmx apTepmusax C OLLEHKON YacToTbl U PErynapHOCTU pUTMa;

- OLUEHKa Ha6yX8HMﬂ n nynbcaunmn LWEeWHbIX BEH, YTO MOXET CBUAETENbCTBOBATL O HANNYMM BEHO3HOIO
3acTo4,;

- ayCKynbTaums cepaua, COHHbIX, MOYEYHbIX U 6eApPEHHbIX apTepui A BbIBNEHUS NATONOMMYeCcKnx
LLIYMOB;
- nanbnauus WMToBUOHOM Xernesbl: pa3Mepbl, 601e3HeHHOCTb, MOABMXKHOCTb .

EOKIC (YYP C, YOO4 5).

KommeHTapuin. B sononHeHne kK OCHOBHbLIM NokasaTensm pekoMeHAO0BaHO OLeHMBaTh cneundunyeckue
N3MEHEHUS C LEeNbo UCKITYEHMST 06paTMMbIX NPUYMH, KOTOPbIE NOTEHLMANbHO MOryT OblTb aCCOLMNMPOBAaHbI C
KEryao4KOBbIMM HApPYLLEHMSAMY pUTMa. BaXXHbIM iBNAETCA CKPUHUHT KOXKHbIX NPOSsIBIEHUA peaKnx
CUCTEeMHbIX BOcnanuTesnbHbIX (CKrnepoaepmus, capkonaos) n MHheKLUMOHHbIX 3aboneBaHnm (6onesHb
Yaraca, 6oppennos v gp.)



& 30PABOOXPAHEHMA
POCCUICKOW ®EOEPALIUK

POCCMMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

UCCINEOOBAHUA

B pamkax obcnenosaHus LenecoobpasHo npoBeaeHne ctaHgapTHOro nabopaTtopHOro MUHUMYMa,
BKJHOYaOLLLErO OBLLEKNTMHNYECKUA N BUOXUMNYECKUIA aHaNW3 KPOBU A1 ONpeaeneHns YpoBHS
obLLero cepAe4HO-COCYyANCTOro puUcKa, C KOHTPONEM AOMONHUTENbHbIX NapaMeTpPoB, MO3BONSOLLNX
noaTBEePANTb UM UCKIHOUYUTL NPEXOASLLME KOPPUTMPYEMbIE HapyLLEHUS, MOTEHUMANbHO 3HaYUMble
Ansi BO3HUKHOBEHUS KenyA04KOBbIX HapyLLUEHU putMma cepaua.

PeKOMeHﬂ,yeTCFI nposeaneHne obLero (KNMHNYECKOro) u BMOXMMMYECKOro aHanusa KpOBU B paMKax
nepBn4YHOro obcnenoBaHusa U B npouecce guHaMmn4yeCckoro HabnoaeHus Y BCEX NaUMNEHTOB C
KenyaodkoBbIMU TaxXmMapuUtTMnaMmn ansa NCKNYeHnd conyTCcTBYOLWNX 3aboneBaHun.

EOK Het (YYP C, YO0 5).

PekomeHayeTcsa npoBeaeHne uccrneaoBaHne YPOBHS KpeaTUHUHA, HaTpUs, Kanus, roko3bl, obLero
6enka, C-peakTuBHOro 6ernka, akTMBHOCTM acnapTataMmHoTpaHcdepasbl U
anaHnHamMmmHoTpaHcdepasbl, 0buiero 6unnpydrnHa, MOYEeBOW KUCINOTLI B KPOBU Y BCEX NALMEHTOB C
KenygoyKoBbIMU TaxXMapuTMUSMM B pamkax NepBUYHOro obcrneaoBaHms U B npouecce
ANHaAMMNYECKOro HabnoaeHns Ans UCKIoHMeHUst CoNyTCTBYHOLWMX 3aboneBaHni.

EOK HeT (YYP C, YO0 5).



POCCUICKOE
KAPAMOAOTMYECKOE
OBLUECTBO

#, MMHACTEPCTBO
&* 30PABOOXPAHEHMS
POCCUWCKOW ®EAEPALIY
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2.4. UHCTPYMEHTAJIbHbIE OQUATHOCTUYECKUE UCCJIEOOBAHUA
CKPUHUHI NALUMUEHTOB C NPEOMNOJIATAEMbIMUA UMW AOKA3AHHbBIMU
KTA

© ® 006

®

OKTI B 12-Tn oTBEAEHUSAX
Mpoba ¢ ao3nposaHHo OH
XMOKI B 12 oTtBEAeHUAX
Oxokapanorpadusi.

HarpysouHbIn cTpecc-TecCT (anekTpokapanorpadus/axokapamorpadpus/nepdysmoHHas
OAHOMOTOHHAA 3MUCCMOHHAA KOMMbOTEpHaa TOMorpadunsa ¢ Pusndeckon Harpy3komn)

XMOKT, npu peakux cumnTomax (CMHKoNanbHble COCTOSIHMS) U HEBO3MOXHOCTU perncTpaumm
OKI" BO BpeMsi ann3ona pekoMeHA0BaHO NCMONb30BaHNE HAPY»KHOMO UMM UMMNaHTUPYEMOro
KapAMoMoHMTOpa

Curnan-ycpegHeHHasn JKI - gna ynydwenunsa gnarHoctrkn AKMIT MKy nauneHToB €
anarHoctupoBaHHbIMU XKHP nnu nmeroLmx BbICOKMA PUCK PasBUTUSA Xu3HeyrpoxarLwmx KA

MPT cepaua vnu KT, BeHTpukynorpadgua cepaua unm KoMnbTepHO-TOMorpaduyeckas
BEHTpUKynorpadus



“4, MMHUCTEPCTBO
. 30PABOOXPAHEHMSA

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

POCCUIACKOW ®EOEPALIMU

UCCIEOOBAHUA

[Mpun peakmx cumnTomax (K npuMepy, CMHKoNarnbHbIE COCTOSIHUS) U HEBO3MOXHOCTM
pernctpauumn IKI BO Bpems anm3ona XonTepoBCKUM MOHUTOPUPOBaAHUEM
PEKOMEHAO0BAHO UCNONb30BaHME HAPYXXHOIO UM UMMNITAaHTUPYEMOTO
KapAMOMOHUTOPa ANs OONroBpeMEHHON

perncTpaLnm anekTPrUYeckom akTMBHOCTM NPOBOASILLIEN CUCTEMBI CepALa C Lienbto
BbISIBNEHUSI BO3MOXHbIX TPAH3UTOPHbIX apUTMUIA, CMOCOOHbLIX BbI3biBaTb Takue
CUMMTOMBI.

EOKIA (YYP B, Y[/ 3) — ucxogHo YpoBeHb yoeantenbHocTu | (ypoBeHb
A0OCTOBEPHOCTU B)

KommeHTapuin. KapanomMoHUTOPbI MMNNaAHTUPYEMbIE, KOTOPbIE MOCTOSHHO MOHUTOPUPYHOT
CEpAEYHbIV PUTM U PETNCTPUPYIOT COOLITUS 3a NEPMOL BPEMEHU, N3MEPSEMbIN FOAaMu,
MOTYT OCYLLIECTBNATL 3anncb aBTOMaTUYECKN B COOTBETCTBMM C 3apaHee YCTaHOBNEHHbIMM
KpuTepmsimin. Takme yCTpOMCTBA AAOT LEHHYH MHpOPMaLMIO AN ANarHOCTUKN CEPbe3HbIX
TaxmapuTmMum n bpagnapuTMmni y naumMeHToB C YrpoXarLnumMm CMMNTOMaMn (Hanpuvep,



COBPEMEHHbLIE CUCTEMbl MOHUTOPUPOBAHUA
CEPOEYHOIO PUTMA

\ e




CPABHUTEJIbHAA XAPAKTEPUCTUKA YCTPOUCTB A
MOHUTOPUPOBAHUA 9KTI

Metoa AnutenbHocT
b

nccinenoBaHu
A

BHellHMe perucTpartopsbil

BHyTpubonbHnyHoe (BHyTpurocnutanbHoe) SKI-MoHnTOprMpoBaHmne 12-24 4
(in-hospital monitoring)

CtanpapTHbIn MeToa xonTepoBckoro QKM -MoHUTOpMpPOBaHMUS 24-48 Y
(holter monitoring)

Pernctpatopbl co6bITUN (COBLITUNHBIE pErMcTpaTopsl, event recorders) [o 1-2 mec
C HENOCTOSIHHOM U MOCTOSAHHOW 3aMnCbI0

HaknagHble QK -MoHNTOpPLI (patch-monitors) [lo 14 gHen
HapyxHble neTneBble pernctpartopsbl (extra loop recorders), akTMBMpyemble 1,0-1,5 mec

[MaumMeHToOM 1 aBTOMAaTUYECKN MHUUMnMpyewmblie

AncTaHunoHHas (qomaluHas) TeneMmeTpusa/MobunbHble CUCTEMbI aMOynaTopHOro Ot 30 aHen
CepaeyHoro MoHUTOpPUHra (remote telemetry, mobile cardiac outpatient telemetry (MCOT-
CUCTEMBI))

MMmnnaHtn PyemMbie pernctpaTtopbl



BUObl MOHUTOPUPOBAHWUA IKI

YacToTa pasButusa
CUMNTOMAaTUKKN

ExepHeBHO

Kaxgble 2-3 aHs

ExeHepenbHO

ExemecayHo

Pexe ogHoro pasaB
Mecsu

PekomeHayemas TexHonorua KK
MOHUTOpPUBaHUSA

24-4acoBoOe X0J1ITePOBCKOE MOHUTOPUPOBaHUE
c nocnegyrowmm aHarimn3om

48-72 YacoBO€ X0nTepoBckoe
MOHUTOpPpUpOBaHNE
c nocrnegyrlmm aHarimn3som

7-0HEBHOE XONTEPOBCKOE MOHUTOPUPOBaHUE
NN HapYXXHbI neTneson pernctpatop IKI

14-30-gHEBHOE MOHUTOPMPOBAHUE C MOMOLLLIO
Hapy>KHOro netnesoro permctpartopa IKI

NmnnaHtupyembii moHuTop OKI

¢ |

resva] )



2.4. AHCTPYMEHTAJIbHbBIE OQUATHOCTUYECKUE
Mcﬁ-ﬂgmmﬂﬂible npoobI B ANarHOCTUKE

®@ )AKK-'II'-ﬁBHaFI opTocTaTtnyeckasi npooda ans BbisBneHns 6onbHbIXx CYUQT. Nocne
nepexona B BepTUKAbHOE NOSIOXKEHNE OTMeYaeTcs YyMepPEHHOE yBeNnnyYeHmne 4actoTbl
CUHYCOBOIro pUTMa, Npu 3TOM Y 300POBbIX NAaUNEHTOB ANUTENBLHOCTb MHTEpBana QT
yMeHbLuaeTcs, a y 6onbHbix CYUQT (0coBEHHO 2-ro Tuna) NpoaosKUTENBHOCTb
MHTepBana QT yMeHbLUAETCSA MEHEE CYLLIECTBEHHO, HE UBMEHSAETCA UNW YBENNYMBAETCS.
YannHeHne KoppurmpoBaHHOro nHTepearna QT (QTc) B opTocTase 6onee 500 mc
SABASEeTCA OOHUM N3 AMarHoCTUYeCKNX Kputepmnes

lNpo6a c posuposBaHHon ®H Ha BenoapromeTpe unu TpegmMmune.

OnnTtenbHOCTb MHTepBana QTc > 445 MC B KOHLLe nNepuoaa BOCCTaHOBNEHNA (cnycTa 4
MWHYTbI MOCNEe OKOHYaHUS Harpy3kn) xapakrtepHa ans 6onbHbix CYWNQT 1-ro n 2-ro
Tnnos. [Npn aTomM annTenbHOCTb MHTepBarna Qlc < 460 MC B Ha4are nepuoga
BOCCTaHOBNEHUA NO3BONSAET OTNNYNTL 605bHbIX CYWNQT 2-ro Tnna ot 6onbHbIX CYUQT 1-
ro Tmna. Takxe BennynHa nHtepsarsna QTc = 480 MC Ha 4-1 MUHYTEe BOCCTaHOBNEHUSA
nocre cTpecc-Tecta MOXET CHNTATbCA OOAHUM U3 KPUTEPUEB ANArHOCTUKU BPOXKAEHHOIO
CYNQT (kpuTepuu, N0 3HAYMMOCTM CONMOCTAaBUMbIN C HanNn4Ynem ansrepHaumm 3youa T)



2.4. AHCTPYMEHTAJIbHbIE OUATHOCTUYECKUE
MC%EH%%eCKMe NPOBOKaLUOHHbIE NPOObLI

© [poba c annHedpUHOM. [MNo3sonseT BbiBUTL BonbHbIX CYNQT1 - npu aToi hopme
3aboneBaHunda Npu NpoBeAeHNN MHAY3UKN ANUHEPPUHA OTMEYaeTCa napagokcanbHoe yBennyeHme
AnuTenbHocT nHTepeana QT. NMpoba pacueHnBaeTCs Kak NonoXuTernbHas Npu yBenmyeHmm
AnvTernbHOCTU HTepBarna QT > 30 MC Ha ooHe UHAY3UK annHedpuHa B Jo3e A0 0,1 MKI/Kr B MUH.
[MpaBunbHOE n3MepeHue OnUTeNbLHOCTU QT YacTo 3aTPygHEHO U3MEHEHNSMIN Mopdonornm 3yoLoB
T, OCOBEHHO eCnu rNpu 3TOM PErnCTPUPYHOTCS BbICOKOAMMANTYAHbIE BOMHbI U. ConyTCTBYOLLNIA
nprvem 6eTta-agpeHobrnoKkaTopoB CHMXAET ANAarHOCTUYECKYHO 3HaYNMMOCTb Npobbl. Cpeau
HexenaTenbHbIX peakunii, BO3HMKaoWMX Ha OHe MHY3un annHedpuHa — AlT 1 HAYKUMSA
onacHbIX Ans xu3um HPC.

Mpo6a c #rpucocanaeHNHOM (ageHosunH, ATO). ns 6onbHbIx CYWNQT xapakTtepHo
yBEeNM4YeHne NpoaoIMKUTENBHOCTN MHTepBanoB QT > 410 Mc 1 QTc > 490 MC BO BpEMSI MUHUMAaITbHOM
YCC npu nHayumpoBaHHOM #TpnocageHnHoM bpagukapgmn.

[unarHoctnyeckasi 3Ha4MMOCTb NPOObI M3y4YeHa Ha OrpaHMYEHHOM KOSNMYECTBE NALMEHTOB C
reHeTudeckn noarTeepxaeHHbIM CYUQT, noaToMy MHTEpnpeTaums Nofly4eHHbIX B Xoae
nccrnegoBaHus pesyneratoB Tpebyet octopoxkHocTu. CYUQT cneayet anddepeHumpoBaTtb OT
APYrnMX BO3MOXHbIX NPUYMH CUHKOMAaNbHbIX COCTOSIHUN, Y4NTbIBas OTHOCUTENBHO MOSIOA0M
BO3pacT OOMbHbIX, Npexae BCEro, OT AaNUNencum n Baso-earasnbHbIX 0OMOPOKOB, a Takke OT ApYrmx
BpOXAEHHbIX YKHPC.



2.4. UHCTPYMEHTAJIbHbIE AUATHOCTUYECKHUE

NCBISMARMBAH npu KHP

©

BeinonHeHne MPT nnu KT cepgua y nauneHToB C XXenyao4yKoBbIMU apUTMUAMU PEKOMEHA0BAHO B Criyvasix, korga
axokapguorpadus He gaet TodHoM nHdopmaumm o pyHKummn JIK n MK n/vnmn o CTpyKTYpHbIX U3MEHEHNAX cepaua.
EOKIA (YYP C, yAn 5)

KommeHTapuin. TouHoe onpeaenerne ®BJK BO3MOXHO Takke ¢ NOMOLLbK BEHTPUKYiorpadmm cepaua nnm
KOMMNbIOTEPHO-TOMOrpaun4eckon BeHTpUKynorpadmm, 4To 0CO6EHHO LIeHHO ANH NaLMEHTOB, Y KOTOPbIX 9TOT
nokasarerib He yaaeTcd onpenenuTb BO BpeMs 3XoKapanorpagun.

BbisiBneHue CTPYKTYpPHbIX NOBpEeXAeHUA MUOKapAa, Bbi3bIBalOLWMX pa3finyHble HapYyLIEeHUA puTMa
cepaua:

opraHuYeckux (onyxomnu, NOpokun cepaua, kKapauoMmmonaTtum, B Tom dYncne nunomatos npu AAMK, mmokapanTsl,
Bce nocneactena UbC n . a.)

TOKCUYECKNX, C HAaNMM4mnem noBpexgeHmna Mmmokapaa, (nepe,u,osvlpOBKa JIEKapCTBEHHbIX CPEOCTB, alikoroJsib,
HapPKOTUKH, aHabonu4yeckue FOpMOHbI).

MeXaHn4YeCKnx (onepau,m n, TpaBm bl)

Mpouecchl, Bbi3bliBalolme HapyLWeHUA puTMa cepaua Ha HeMpo-ryMmopanbHOM YPOBHe, 6e3 CTPYKTYPHbIX
U3MEeHEeHMU MMoKapaa He TpebyroT ucnons3oBaHue KMPT:

hyHKUMOHAnNbHbIE (MCUXOreHHble, pedreKTOPHbIE)

ropMoHarbHble (TMPEOTOKCUKO3, FMNoTUPeo3, heoxpomMaLmnToma, NnageHne ypoBHs caxapa B KPpoBM).
HapyLleHne BOAHO-CONeBOro obmeHa.

HapyLLEeHNe KUCIOTHO-LLENoYHoro 6anaHca



2.4. UHCTPYMEHTAJIbHbIE AUATHOCTUYECKHUE
UCCITEOOBAHUA

CurHan-ycpegHeHHaa OKIT pekomeHgoBaHa ans ynydwenus guarHoctnkn AKMIT MX 'y naumeHToB ¢
ANarHoCTUPOBAHHbLIMU XeSyA04YKOBbIMU HAPYLLEHUSIMU pUTMa UM UMERLLUX BbICOKU PUCK Pa3BUTUS
XU3HEYrpOoXatoLMX XKenyao4KOBbIX apUTMUN

EOK B (YYP B, YAA 2).

KommeHTapuu. C nomouybto curHan-ycpeaHeHHon SKIM (CY-OKIT) yaaeTtca ynyywmnTb COOTHOLLEHME
curHan-wym ans noeepxHoctHon IKI™ Taknm obpas3om, YTO CTAHOBATCH BUAHbBI HA3KOAMMNUTYAHbIE
CUrHanb! (MMKPOBOJSILTAX) B KOHLIE KOMMSeKca QRS, KOTOpble TakKe Ha3blBaOT «NO3AHUMMU
noteHumanamm». lNlo3gHne NoTeHumansl ykasbiBatoT Ha 0611acT UBMEHEHHOro M1Mokapaa ¢
3amMeqsieHHbIM NpoBefeHEM — BO3MOXHbIN cybcTpaT ans XKTA no MexaHu3my pueHTpu.

@ WcnonbsosaHune CY-IKI nonesHo ¢ uenbio andepeHumanbHon AUarHOCTUKN CTPYKTYPHbIX
naTtonorum cepaua, Takux kak AKIK, y naumeHnTos ¢ XKA.



2.4. (HCTPYMEHTAJIIbHbIE OAUATHOCTUYECKUE
MCWEM@@%NOAH ANarHoCTUKMU

@ KopoHapHaga aHrnorpadumsa - 4nsa noaTBepXXaeHnsa Nnn NCKIiYeHNsa Hannymg
reMmogMHaMmn4ecKkn 3Ha4YMMbIX CTEHO30B KOPOHAPHbIX apTEPU Y NALMEHTOB C
XusHeyrpoxatowmmm XXKA nnn nepexmsunx BCC, KoTopble UMEKOT CPeaHIo nn
BbICOKYH0 BeposATHOCTL IBC, yunTbiBag BO3pacT u CUMNTOMbI

EOKIIA C(YYP C, YOO 5).

@ PeHTreHokOHTpacTHasa BEHTpUKynorpadpus n/mnm bnoncus Mmokapaa npaBoro
Xenyaoyka pekomeHayetca anga anarHoctuku AKIMXK n mmokapguta B cnyyvae, ecnm
ANarHo3 He MOXET BbITb NOCTaBIIEH U UCKTIOYEH HA OCHOBaHNKN pe3ynbTaToB APYrMx
HENHBA3UBHbLIX NCCIIeQ0BaHUM N COXpaHAKTCA noao3peHnst Ha Hanundme AKX nnm
MuokapauTa

EOKIIA C(YYP C, YOO 5).



2.4. AHCTPYMEHTAJIbHbIE AUATHOCTUYECKHUE
NCOROABARY L Hoe anekTpodmanonoruueckoe

©

nccrnenoBaHue
O6beM LIEHHOM ANArHOCTUYECKOM MHpopMaLnK, NoSTy4eHHOW C NoMoLLbo PN,

CyLLIeCTBEHHO BapbMpyeTCs B 3aBUCUMOCTU OT TUMa N TAXKECTU OCHOBHOIO
3aboneBaHus cepaua, Hannyans Unn oTcyTCcTBUS crnoHTaHHOW XKT, NpuHMMaeMbIX
NeKapCTBEHHbLIX NMpenapaToBs, NPOToKoa CTUMYISLUUK U 06nacTn CTUMYNSLUN.
[narHoctnyeckaa MHPOPMATUBHOCTb OTIINYAETCS B pa3HbIX rpynnax naumeHToB n
0ObI4YHO JOBOSBLHO Mara rnpu OTCYTCTBUKN CTPYKTYPHOW NaToniorMm cepaua u
nameHeHnn Ha SKI 1 4acTo faeT NOXHOOTpULAaTENbHbIE Pe3ynbTaThl.



2.4. UHCTPYMEHTAJIbHBIE AUATHOCTUYECKUE
MCWE&B&HMynHpHo-reHeTqucxoﬁ m OHK-

+[IpopencHE: KOMIUIEKCHONC TEHETHUSCKOTC AHATH3A Ha BHBJCHHE BOSMOKHEIX MyTAIHE B
regax KCNQ1. KCNH2 r SCN3A (CVHQT 1. 2 1 3-ro THNOB — HaEGOTE: PACIPOCTPAREHHbIE
(PDPH]:[ saﬁn:xeamn) PEKOMEEJOB&HD BCEeM TAMHEHTAM, NWEWWUM KTUHNYeCKIuE PWMSJEP{ILH

CYHQT, oTsTOmEREENT cemMeHHbIT AHAMEEI B ¥ wmTepeana QT¢, 3aperncTpHpOBaEEDE

ma KT & DoKOe WIN TPH HPOBEeHNE TPOBOKANEORHEL THATHOCTENECEIX P0G, 4 TarEe BeeM
mamEeRTaM, He HMeromnn xapaxTepmmx o CYHQT sximEw9ecsmx CHMOTOMOE, OpH
perucTpamus Ba KT yonmsenns grrepsana QTc = 500 Mc opE OTCYTCTBHH IPYTHX BOIMOAHLIX
npavHH yriEenns maTepsata QT [50, 51, 52].

EOKIA(YYPC, ¥IIS).

Kommenmapuir. Memodu monexyns U UMEIOM GOTLUIOE FHAEHILE

& duasnoemure CVHQT u onpedensnuu np IIpu np HOMPLIEKCHEIX

HUX Mymayuu yoaé GHOpP) W He ¥ 73% nayuermos,

NOIMOMY OMPUNAMETLHUL PEIVALMAM 2EHEMUMECKOZO AHQIWIA HE NOISOLIEM NOIHOCMEIO
ucxmovums duazios CVHOT.
+[Ipopetenne KOMIIEXCHOrC FEHETHUECKOTO AHATHIA HA BHLABJEHHE BOIMOMHEIX MyTAIHE B
regax KCNQI, KCNH2 m SCN3A pexoMenI0BaHC DaUHEHTAM, He UMEIOUIM XaAPAKMEPHLIX
CYHQT-cexmroMes. npu permctpamue Ba JKI yaammenns mmrepsana QTc = 480 mc opu
OTCYICTBHE IPVTHX BOSMOMHEIX IPHUEE yITHEeHHs HHTepsata QT [30, 31, 52].
EOKIA(¥YPC, Y1 5).
*B caywae ofEapysesns v mammenta ¢ CYHIQT remermueckoffl MyTamin OpE OpoBeleHHH
CKPHHHETA, HANPABNCHHOrO HA BHIABAEHHE JTOH MYTANH, PEKOMEHIOBAHO BCEM OIHIEHM
POICTESHHEKAM, IxEe NPH OTCYICTBHE Y HEX XADAKTEPHHX INMA 3TOM0 3a00MeBaHHA
KTHEHTECKHX Tpofsnenmsil 1 nasesenmi KT 113 omenss HEOHBHIyATEHOTO mporEosa [31].
EOK Ia B (YVP C, VI 5).

Kommenmapuii. Memodw Monexy1spHo-cenemuNeckoll SUAZHOCMUKN MAKHKCE PEROMERGO6AHE

dne duasHocmuKy op Epyzada, odraxo KUE MYMayul ¥ nayueHma yéaémea

OGHAPYXCUME Ml NpubTusumencko § 30% cmyuaes (2en OCHOSKHON CYGLEOURNE KAMPUESEIX

SCN3A), nosmeny omp HEIT PE3VTLIMAM 2EHEMUNECKO20 AHATU3A HE NOFSONAEM

NOTHOCMILIG UCKTIOUUME SuasHO3 cundpoma Bpyeada. B ciyuae ofHapyxceHus y nayuenma ¢

cundpomom Bpyzada KOt 3 0 1posec CKPUHUNZA, HANPAGIEHHOZO Ha

GLIAGIEHUE 3IMON MYMAYUL, PEKOMEHOOBAHO 6CeM OTUSKUM POSCMESHHUKAM, daxce npu

OMEYMCMEUN ¥ HUX XAPAKMEPHEIX 01 3moce saboresanur wsmenerusd 3K

«[Ip MONEKYIAD: HYSCEHX i maoan, mdetomuy DK -HaMenemi
2-ro m 3-ro THmOE cHEApoMa bpyraza, mpH OTCYICTBHE V HHX KIHHHIECKHX NPOABICHHH H
orsroménsoro mo BCC cemefirore amammesa B HacTosIee BPeMA He peromermosaro [50. 51,
521

EOKIIC(¥Y¥P C, Y11 5).

+[Iposesenue MOJIEXYIAPHO-TEHETHIECKOIO HCCIEIOBAHNA Ha OOHADY&EHHe MYTAaUMi B resax

EyE2 u CASQ2 pexoMeRIOBAHO BoEM (3% e ckod pEod AT

H DAUHeHTaM, KTHEHYECKHE NPOABIEHHA KOTOPHIX ¢ OOABmOH BEPOATHOCTBIO MOTYT OBITH

of st 3abo. oCOGeHHC OpH © & anx

cTpataduxamus packa [50. 51, 52]
EOKIC (¥¥P C, VIIS).

+B caywae ofHapy&eHHS Y NaOHeHTa NATOTHOMOHHTHOH TeHeTHWeckol MyTammH OpH

MONEKVIZPHO-TEHETHIECKOM HOCTIE) HA ITOH MYTAlHHE, BeeM

GIHSKHM POICT M MamHeHTa p p MONEKyIRPHO-TEHETHIECKOrO

CKPHHHETA, A€ OPH OTCYICTEHH ¥ HHX X TP E 320 ma= [50, 51, 52].
EOKIC (¥YYPC, ¥YI15).

e[lamuesTaM ¢ CHEIpoMOM KOpoTkoro HHTepBata QT pexoMeHmOBaEHO mpoBeleHHe

KOMILTEKCHOTO MOIEKYILAPHC-T £OTO CK G & TACTHIX MyTATHE
& rerax KCNH2, KCNQ1 g KCNJ2) 1na snasnesns nepcoEansssx prckoes [50. 51, 52].
EOKIC (¥YPC, VY11 5).

Koymenmapuit. Cledyem Juunmusame Husxmo HOCME Gos &
ap 4 ] USEY

3a00166aHILA.
*B cayuae oGHapy#eHHS ¥ DaHeHTa TATOTHOMOHHHOH TeHeTHIeckoH MyTamu & resax DSC2,
D5G2, DSP, JUP, PKP2 u TMEM43 npopeJenne CEpHEMHTA, HOTO Ha BEL

3Tofl MYTalMH, PEEOMEHICBAHC BeeM GIHIEEM PONCTBEHHHKAM, Jaie OPH OTCYICTBHH ¥ HHX

EITHEH9eCKHX OpoABTeHHE 3adomqesanna [50, 51, 52].

EOKIC(YYPC, Y1 5).
*[IpoBeeHHe KOMIISECHOTC HIH Iel€B0r0 TeHeTHIeCKOTo CKPHHHHNTS Ha BhIABJIeHHe HaHGomee
TWACTHIX MyTammil B remax DSC2, DSG2, DSP. JUP, PKP2 u TMEM43 pexoMeHICBAHO BCEM
manEeHTaM OpH nozospesmn HEa AKTDE [50, 51, 52].

EOKTa C(¥YYPC,¥II5).
+[IpoBegeHHe KOMINSKCHOTC HIH NETEB0T0 TeHeTHHECKOTO CKPHHEHNTE Ha BhABIeHHE Hanbonee

TACTEIX MyTammit & remax DSC2, DSG2, DSP, JUP, PKP2 m TMEM43 me pexomennosase opE



2.4. UHCTPYMEHTAJIbHbIE AUATHOCTUYECKUE
Mcﬁgmm’?bmmecxoe ncernegoBaHve m

©

MOSEKYIAPHO-reHeTUYeCKUN aHanu3 y XXepTB BHe3anHoun
cep.qequw cMepTHU

AyTOoncus pekoMeHaoBaHa Anst yCTaHOBMAEHUS MPUYNH BHE3AMNHOW CMEPTU U BbISCHEHNSA DAKTOB,
asnsetca nnm BCC cnegctenMem HapyLeHUn putMa unmn gpyrmx MexXaHM3moB (K NpuMepy, paspbiB
aHeBpu3mbl aopThl) EOKIC (YYP C, YOL 5).

Hes3aBncnMO OT CPOKOB NpOBeAEHMSI ayTONCUN Hapsigy C NaTonoroaHaTOMUYECKUM
nccnegoBaHMEM PEKOMEHA0BAHO BbINOMIHEHME NATONOro-aHaTOMMUYECKOro CccrneaoBaHns
BGroncunHoro (onepawmMoHHOro) Matepmana cepaua, BKnodasa nccregoBaHne mevyeHbix 6riokoB
nonepeYHbIX CPe30B MMOKapaa 060mx enyao4vkos, obnagaroLwmx 4oCTaTOuHOM
penpeseHTatnsHocTeio EOKIC (YYP C, YOL 5).

MocmepTHOE nccnepoBaHne o6pasLoB KPOBU 1 APYTNX BUONOrMYEeCKNX XXMAKOCTEN ANs
NpoBeAEHNS1 TOKCUKONOrMYECKOM U MOSEKYNSIPHO-TEHETUYECKOM SKCNEPTN3bl PEKOMEHLOBAHO BO
BCcex cny4vasax HeobbsicHumon BCC EOKIC (YYP C, yAA 5).

[MocMepTHbI MONEKYNAPHO-reHETUYECKNA aHanu3 ans BO3MOXHOW naeHTUduKauum reHos,
NnoTeHLUmMarnbHO acCoLMNPOBaHHbLIX C pa3BUTMEM BPOXOEHHOW NaTonornv cepaua, cnegyer
paccmatpueaTh Y Bcex xxepTB BCC, Ans KOTopbIX BEPOATHO Hanu4ne kaHanonaTtum nnu
KapavomuonaTum

EOK 11aC (YYP C, yAA 5).



i MWUHUCTEPCTBO
POCCUICKOE 3APABOOXPAHEHMA

KAPAMOAOTMYECKOE » ~
osu?ecno POCCUUCKOU ®EOEPALIMU

3.
NEYEHUE



4, MWHUCTEPCTBO
% 3NPABOOXPAHEHMSA
POCCMUICKOM ®ELEPALIU

CEPAOLA
U NEPBUYHASA NPODUNAKTUKA BHE3ANMHON
CMEPTHU

BaxxHenLwMM yCnoBMEM YCNELLHOMo NeYeHns XenyaodkoBbix aputmum (XKA) n npegoTepaLleHuns
BHe3anHoun cepaevHon cmeptu (BCC) aensaetca acpcpekTuBHOE rie4eHue OCHOBHOIO
3aboneBaHuA cepaua n conyTcTBYOLWMX 3aboneBaHni.

NBC aBnsieTca ocHOBHOM natonornen cepaua, asnswowencs npuymHon XXTA n BCC. JleweHne
OCHOBHOrO 3aboneBaHus, aenstoLlerocs npuynHon BosHmkHoBeHnsa XKTA n BCC, gomkHo
OCYLLECTBNATLCA B COOTBETCTBUMU C AencTeyowmnmMmmn KP no paccmaTtpmBaemMbim
3aboneBaHNAM/COCTOAHMNAM

Jleuenue UBC
OcTpbI KOPOHAPHbLIA CUHAPOM U OCTPbIN UH(PAPKT MUOKapAaa



#, MWHUCTEPCTBO
& 30PABOOXPAHEHMSA
POCCUWMCKOW ®EAEPALIMM

POCCMMCKOE
KAPAMOAOTHYECKOE
OBLUECTBO
™

CTPATUDOUKALNA PUCKA BHE3SAINHOU CEPOEYHOU CMEPTU B OCTPbIU
NEPUOL
(MEPBbIE 10 AHEW) UHO®APKTA MUOKAPOA

® HewnHBasnBHbIE METOAbI (HANPUMep, OLEeHKa ansTepHaumn 3ybua T, AMCYHKUMM BEreTaTUBHON
cuctembl Unu curHan-ycpeaHeHHon OKI') He pekomeHayTCcs Anda cTpaTtudumkaumm pucka B paHHUN
nepwuog nocrne MM EOK 11IB (YYP C, YO 4).

&

©@ PaHHgaga (0o sbinucku) oueHka PBJDK pekomeHgoBaHa BCceM naumeHTam, nepeHectunm octpbin IM
EOK 1B (YYP A, YOO 2).

® [pn CHUXEHHOW paKkumm BbIBpoca NeBoro Xxenyao4vka (MeHee 35%) pekoMeHayeTcsl NOBTOPHas
oLeHKa Yyepes 6-12 Hegenb nocne MM c uenbto onpegeneHna HeobxoanMoCTM UMMNIaHTaumm
KapanosepTtepa-gedpundpunnatopa (MKO***) ana nepsuyHon npodunaktukm BCC
EOKIC (YYP C, yaOA 5).

PeBackynsipnsaums KopoHapHbIX apTepuii peKoOMeHAyeTcst AN CHMKeHns pucka BCC y nauneHToB ¢
PdXK

N NPeALEeCTBYOLWLMMN el NPU3HaKaMm NemMmum Mnmokapaa

EOK B (YYP C, YOL 4).



MWHUCTEPCTBO
3APABOOXPAHEHMA
POCCUWCKOW ®EAEPALIY

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

AHEBPU3MA JIEBOIO XENMYOO4YKA. ULLEMUWYECKAA KAPOUMOMUONATUA.
XPOHUYECKAA CEPOEYHAA HEOOCTATOYHOCTDb

®  Xupyprndeckasa pekoHCTpyKLmMs neBoro xenygodka (XPJTDK) pekomeHpoBaHa naumeHTam ¢ XCH
11/1V pyHKUMOHaNbHOro knacca no NYHA, 6onbLuon aHeBpuamon JOK, 6onbwimnm Tpomoom,
anusogamm TpomMboambonmn B aHaMHese 1 Mpu yCroBum, YTO aHeEBPU3Ma SBIISIETCA NPUYMHON
apuTMmn

EOK lla (YYP A, YAA 2).

KommeHTapumn. Lenb XPJTXK - yoaneHne pybuoBon TKaHM Npy MOMOLLIM Pe3eKUUM dHgoKapaa
N S3HOOBEHTPUKYISAPHOW NNacTUKN ¢ HopManusaumen doopmbl n o6béma JIK ansa ynydweHus
ANacTONNYECKOM U KOHLUEHTPUYECKOMN CUCTONTMYECKON (PYHKLMI, UCKITHOYEHME 30HbI PUEHTPM,
yCTpaHeHue nwemnum Mmokapaa, ucnpasneHme gunarauum KosnbLa MMTpanbHOro KnanaHa



b ';/é

MWHUCTEPCTBO
3APABOOXPAHEHMA
POCCUWCKOW ®EAEPALIY

5&
IS

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

3.2. IEYEHUE XENYOOYKOBbIX APUTMUU U
NMPODUTTAKTUKA

RGO O GERBE HAQKL GMEP TV

& I'IpM ornpeageneHnn nevebHoro nogxona Y NayneHToB C >KeJ1TyadO4YKOBbIMU
dpnTMNAMN OCHOBbLIBAOTCA Ha HaNMM4YmMn Ui oTCyTCTBUN CprKTypHOVI
nartosforuun cepgua. Mcnonb3oBaHne OCHOBHbIX aHTNapuUTMMN4YeCKnNX npenapartos
BapbnpyeTcAd B 3aBUCMMOCTHU OT 3ada4y — KynnmposaHme npucTyna KT nnu
I'IpOCbVIJ'IaKTM‘-IeCKOG Ha3Ha4veHune




. MMHUCTEPCTBO
. 30PABOOXPAHEHMSA
POCCMUICKOM ®ELEPALIU

POCCUICKOE
KAPAMOAOTMYECKOE
OBLUECTBO

MEOUKAMEHTO3HAA AHTUAPUTMUYECKAS TEPANNA XXENYOOYKOBOW
3KTOMNYECKOU AKTUBHOCTU Y NALMEHTOB BE3 CTPYKTYPHOM
NMATONOIrM CEPAUA / AUCOYHKLUU NNEBOIO XEJNTYAO4YKA

® Y naumneHTOB 6€3 CTPYKTYPHOM NaTonoruu cepgua / ancyHkummn nesoro xenygouka (J1>K)
MeONKaMEHTO3HOE fieYeHne XKenyao4KoBOW SKTONMMYECKON akTUBHOCTM HE PEKOMEHA0BAHO, TaK KaK y
3TUX NALNEHTOB HU3KMUN PUCK BHE3anHoM cepaedHomn cmeptn (BCC) n He TpebyeTca eé
npocpunaktuka EOK A (YYP A, YO 1).

©@ Y nauyueHToB 6€3 CTPpYKTYpHOW natonornm cepgua / aucyHkumm JIHK nekapctBeHHoe neveHme XK
PEKOMEHO0BAHO B CryvasXx, Korga apMTMus ConpoBOXAAETCA KIMMHNUYECKON CUMNTOMATUKOM Nnbo
NPUBOAMT K aunaTtawmm nonocTen cepaua u CHKEHMIO COKpaTuMocT Mnokapaa JIK Ha poHe
4YaCTOM XeNyao4YKOBOMW SKTOMMYECKON akTUBHOCTH, NpeBbiwatoLwen 15% ot obLlero konmyecTea
cepaeydHbIX CoKpaLleHnn B cyTku no gaHHbiM XMOKI
EOKIC (YYP A, yOL4 3).

©@ Y nauueHToB 6e3 CTPYKTYpHOW natosnornm cepgua / aucyHkumm JHK Hanmyme napokcmsmos
mMoHomMmopdHomn XKT (ngmnonatmyeckon XXT) He yBenuumnsaeT puck BCC n He TpebyeT eé
MeOVUKaMEHTO3HOM NMPOdOUNaKTUKK
EOKIA (YYP A,yOAO 1).



MEOUKAMEHTO3HAA AHTUAPUTMUYECKASA TEPANUA XXENYOOYKOBOW
SKTOMUYECKOU AKTUBHOCTU Y MALMEHTOB CO CTPYKTYPHOW
NATOJTIOMMEWN CEPOUA / AUCOYHKLUMEN NEBOIO XXENYOOYKA

Ctp 33-39
(5 nuctoB NnoApoOOHLIX Te3UC-peKoMeHaaunmn
C KOMMEeHTapusiMum)



POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

PA3OENbI OBLLIUX PEKOMEHOALMA NO
NEYEHUIO XT

©® HemepgukameHTO3HbIE MeTOAbI SledeHus XXT (QUT, anekTpokapanoCcTUuMynaums)
® Xupypruyeckoe nedenue XXT
® AHTMapuTMmnyeckme yctponcraea. iMnnaHTupyembin kapgmoBsepTtep-gedundpunnatop

@ CepaevHas pecnHXpoHm3upyowasa Tepanmnsa y naumeHtoB ¢ XCH ana cHmxkeHna pucka BCC.
KombuHmnposaHHble CPT-[] ycTponcTtea

@) MHTepBeHLI,VIOHHoe JiedeHune



“4, MMHUCTEPCTBO
. 30PABOOXPAHEHMSA
POCCMUICKOM ®ELEPALIU

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

AHTUAPUTMUYECKUE YCTPOUCTBA

UmnnaHTupyembin KapgmnoBepTtep-

Aeﬁ)MGpMHHHTOp
©@ T[lokasaHusa n npoTuBonokasaHus K umnnadtaumm UKL

©® WK ¢ uenbto BTOPUYHON NpodnnakTUKM BHE3aNHOM cepaeyYHON CMePTU (BToprUYHas
npodounakTuka BHe3arnHown cepaeyHom cMepTi)

© [lepBuyHas npodmnakTMka BHe3anHOn cepaevyHon CMepPTU U XKenyLo4KOBOM Taxmkapamm

@ CocTosHus, NpPuM KOTOPbIX l/II(,EI,-Tepanvm He NoKa3aHa UIin NpoTmMBOrNoKa3aHa



“4, MMHUCTEPCTBO
. 30PABOOXPAHEHMSA
POCCMUICKOM ®ELEPALIU

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

AHTUAPUTMUYECKUE
YCTPOUCTBA

@ CepaevHas pecnHXpoHm3upyowasa Tepanmnsa y naumeHtoB ¢ XCH ana cHmxkeHna pucka BCC.
KombuHmnposaHHble CPT-[] ycTponcTtea

® [NogKOoXHbIN MMNNaHTUPYEMbIN KapanoBepTep-aedundpnnnaTop

© BepneHwne nauneHToB ¢ UMNNAHTUPOBAHHbLIM KapAMOBEPTEPOM-AePUOPUNNIATOPOM



%4, MUHUCTEPCTBO
% 3NPABOOXPAHEHMSA
POCCUMCKOW ®EAEPALIUM

POCCUICKOE
KAPAMOAOTMYECKOE
OBLUECTBO

MHTEPBEHUUWOHHbLIE METObI
JIEYEHUA
Kdﬁ?ﬁﬁpﬁﬁ@@mumemoa 6e3 CTpyKTYpHOM naTtonornm cepaua

)Kel'ly,EI,O‘-IKOBaFl TaxXxnKkapauna n3 BbIXoaHOIo otaerna cepaua
Nanonatunyeckas NeBoXenyaodkoBad Taxukapana
>Kenyp,oq|<oaa;| Taxmnkapana n3 nannnnAapHbIX MbiLLL

)KGJ'IyJJ,O‘-IKOBaFI TaxXnKkapaumsa ns obnacTu Konbua MUTParbHOIo UITN TPEXCTBOPYATOIo
KnarnaHa

Nanonatnyeckasn ombpunnaumns xenygoykos

© ® ® ® ® ©

KaTteTepHas abnauus y naumMeHToB CO CTPYKTYpPHOM naTtonornen cepgua /
ANCYHKLMEN NEBOTo Xeryao4dka

®

XKenygoukoBasi 3KCTpacUCToNus y NauMeHToOB CO CTPYKTYPHOW naTonornen cepaua /
AVCYHKLUMEN NIEBOTO Xernyaoyka



N&1%2 MUHMCTEPCTBO
30PABOOXPAHEHMUSI
POCCUMNCKOU ®EOEPALINU

UHBbIE BUObl NEMEHUSA XXENYOOYKOBbIX
TAXUAPUTMUA :
@I/I AEORUNIAKIVNKMA BHESAMHOW CMEPTU

@ [MpodomnakTuka BHE3ANHOM CMEPTM NMocre TpaHcnnaHTauum cepaua



POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

“4, MMHUCTEPCTBO
i 3NPABOOXPAHEHUSA
POCCMUICKOM ®ELEPALIU

3.3. IEYEHUE XXENYOOYKOBbIX TAXUAPUTMUN

N NMPOD®UNAKTUKA BHE3ANMHOWU CMEPTU B OTAENbHbIX

I'PYI'I MNAX

GEGHEGHONONG)

© ® OO 6

©® ApUTMOreHHasi KapamMomMumonaTnsa nNPaBoro Xenyaoyka.

CuHAapoM yanmMHeHHoro nHTepesana QT

CuHapom KopoTkoro nHtepsana QT (CKMQT)

CuHapom bpyraga

KatexonammnHeprmnyeckas nonmmopdHas xenyagovkoBasa Taxmkapans
JleueHne XKT/BCC y geten n naunmeHToOB C BPOXAEHHBIMM NOpOKamMu cepaua

BocnanutenbHble, peBMaTn4vecKkmne nopaxeHn4da cepgua n ero KrianaHHoro annapara,
©onesHn HakonneHns

MopaxxeHwne knanaHoB cepaua
HepBHO-MbILLEYHbIE 3ab0neBaHNs
JleueHue XKT Bo Bpemsi bepeMeHHOCTH
OB6CTPYKTUBHOE HOYHOE anHo3
['vMnepTpodunyeckas kapgunommonaTums



MUHUCTEPCTBO

3APABOOXPAHEHMA
POCCUWCKOW ®EAEPALIY

HOBbIE PA3OE/JIbI

4. MEOUUNHCKAA PEABUTIUTALIUA,
MEOUMLUNHCKUE NMOKA3AHUA

N NMPOTUBOIMOKA3AHUA K
NMPUMEHEHUIO METOOOB
PEABUJIIUTALUUU

5. MIPOPUITIAKTUKA U OUCTTAHCEPHOE
HABNMIOOEHUE, MEOULIMHCKUE
MOKA3AHUA N NMPOTUBOINOKA3AHUA K
NMPUMEHEHUIO METOOOB
MPODUNTAKTUKA



MUHUCTEPCTBO

POCCHICKOE 3O0PABOOXPAHEHMUA
Sallibcrao oeE POCCUWCKOW ®EAEPALIUU

6. OPFTAHU3ALIUA
OKA3AHUA
MEOVULIMHCKOMU
MnOoMOLUNU

BoamoxxHOCTM ambynaTopHON NOMOLLIN
NauneHTaMm C XenygoyukoBbIMU TaxmapuTMusaMm

[Noka3aHus ang nnaHoBOW rocnuTanu3aunm
[MokazaHua ans SKCTPEHHOU rocnuTanulaumm
[TokasaHus K BbINUCKE NauneHTa u3 ctaunoHapa



MWHUCTEPCTBO
& 3APABOOXPAHEHMUA
POCCUUCKOWU ®EOEPALINU

POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

UHbIE OPTAHU3ALIMOHHbIE TenemeauumnHckoe
TEXHONOrmm KOHCynbTUpoBaHue nauneHToB




POCCUMCKOE
KAPAMOAOTUYECKOE
OBLLECTBO

WHbIE OPFTAHU3ALIMOHHBIE

MWHUCTEPCTBO
3O0PABOOXPAHEHMUA
POCCUUCKOWU ®EOEPALINU

YaaneHHbIM MOHUTOPUHI aMbynaTopHbIX
NaLuMeHTOB C UMNNAHTUPYEMbIMMU
yCcTpomncTBamMmm
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ot
) X MUHUCTEPCTBO
POCCHICKOE 5 3OPABOOXPAHEHUA
KAPAMOAOTMYECKOE POCCUMNCKOU ®EOEPALINU

OBLUECTBO

UHbIE OPTAHU3ALUWMOHHDbIE

EE&M&'—WBHGI‘& OKa3aHusA nomMmoLuum C pa3sfimdHbiIMN BOSMOXHOCTAMMU
OKd3aHusA noMmoLumn

dT1an KBanudpuumMpoBaHHOU NOMOLUMU: JKCnepTHbIe LIeHTPbI:
- peaHMMaunoHHasi NOMOLLb - KOpoHaporpadusi/peBackynapusauus
- KapauoBepcusa/gedonbpunnayma - QHOOMMOKapanansHasa buoncus
- aHTHapuTMmndeckas Tepanms - FEHETMYECKOE TECTUPOBAHNE
- KOpoHaporpadws/peBacKynsapusaums - HOokapauansHoe 39U
- KaTeTepHas abnauma XXT
Tan cneunanu3npoBaHHON MOMOLLMU: - UMnNNnaHTaunsa kapgmosepTtepa-
- KOpoHaporpadus/peBackynapmsauns aedonbpunnaTopa
- 9HAoKapanansHoe 9PN - UMNNaHTauusa
- KaTteTepHas abnauns XT KapamMopecuHXpoHu3aTopa
- UMN1aHTauus KapauosepTepa- - BCoMmoraTtesibHoe KpoBoobpalleHne
nedomnbpunnaTopa - TpaHcnnaHTauma cepagua
- UMMNaHTauus

KapauopecuHxXpoHm3aTopa



2,
£, MMHUCTEPCTBO

/& 30PABOOXPAHEHMA
POCCUWCKOW ®EAEPALIY

POCCUIACKOE
KAPAMOAOTHYECKOE
OBLLECTBO

UHbIE OPTAHU3ALUMOHHBbIE
TEXHOJIIOIM'MH

© B oTtaenbHbIx cyobekTax PP moryT 6biTb chopMnpoBaHbl OTAENbHbIE AOPOXHbIE KapThbl
oKa3aHWsi MOMOLLIM NaLUEHTaM C XenyaoyKoBbIMU TaXnMapuUTMUAMKN U CO3aaHbI
pernoHanbHble LIEeHTPbI/PErNCTPbI )KU3HEOMNACHbBIX TaXMapuTMUA U BHE3AMHOW CMEPTH.

©® PekomMeHOoBaHO pacCMOTPETb BO3MOXHOCTb CO30aHUs PerMoHanbHbIX CETEN MO
9KCTPEHHOW MOMOLLIM NPU OCTaHOBKE cepaua, YToObl yNy4ylnTb nokasaTenu
BbKMBAEMOCTU U pe3ynbTaThl NedeHuns cpeam cnaceHHblx nuy EOK 11aB (YYP ¢, YO 4).

@ lNpu onpegenennn nokasaHui K UHTEPBEHLMOHHOMY MU XMPYPrMYeCKOMY NIeYEHNIO
HapyLLUEeHUs1 puTMa U NPOBOANMOCTM CepaLa, a Takke B CIOXHbIX criyvasx (npu
HeaPEKTMBHOCTN MeANKAMEHTO3HOM Tepanuu Unn peumanse TaxmapuTMnm nocrne
kaTeTepHon abnaunn, UnNu Npu HanM4Mm y naumeHTa MMNNaHTUPOBAHHOTO 3NTEKTPOHHOO
YCTPOWCTBA KOHTPOIS UMW NIeYEHNst pUTMa, a Takke B APYrnx criydasx) Heobxoammo
obcyxaeHne TakTUKN BEAEHUSI CO CNELNAnMcToOM, MMELLMM A0CTaTOYHbINA ONbIT NIeYeHns
HapyLLeHWI puTMa. Taknm cneumannctoMm MoXeT ObiTb Bpay-kapanonor, cepag4Ho-
COCYOUCTbIN XMPYpPT, Bpay peHTreH3H40BaCKYNSAPHOW AMarHOCTUKU U NEYEHUS.



A
OBLLECTBO

aafan
42 MMUHUCTEPCTBO
POCCHMACKOE ¢ 3OPABOOXPAHEHMUA

KAPAMOAOTMYECKOE POCCUUCKOW ®EOQEPALIUN

7. AONOJIHUTEJIbHAA
NWHO®OPMALUA

B TOM Yncre akTopbl, BMsoLne Ha
ncxopn 3abonesaHnsa NN COCTOAHUS;

COBMECTHOE NPUHATUNE peLLeHnit



MUHUCTEPCTBO
¥ 30PABOOXPAHEHMS
POCCUICKOW ®EQEPALIMM

POCCUICKOE
KAPAMOAOTMYECKOE
OBLUECTBO

PEKOMEHOALUU NO NPUHATUIO OBLLETO
PELWWEHUA
@ Y nauneHTOB C Xenyao4KoBbIMY apUTMUSAMU UK NOBBILLEHHBIM prckom BCC
KIMUHWULMCTaM pekoMeHOyeTCHA NPUHATE NOAX04 K COBMECTHOMY MPUHATUIO PeLLEHMS,
NPV KOTOPOM peLleHne O NIeYeHN OCHOBAHO HE TOMbKO Ha HaMIyYLWNX OCTYMHbIX
Hay4HbIX AaHHbIX, HO W Ha Lienu nauneHTa B OTHOLLEHMM COBCTBEHHOO 300POBbS,

NpeanoYTeHUsx 1 ero LLIeHHOCTSX.
EOKIB (YYP C, yAH 4).

@ B cny4dae paccmotpeHna nmnnantaumm Hosoro KO *** nnmn sameHsl nmetroLerocs
NKO*** B cBA3M C pa3psgom 6atapen y naumeHTa, pekoMmeHagyeTcs MHPpopMmMpoBaTb
ero/ee 06 nHgmemnayanoHom pucke BCC n pucke HeBHe3anHou cmepTn oT XCH nnu
HecepaeyHblx 3aboneBaHun, a Takke 06 acbdekTnBHoCcTH, BesonacHOCTU U
noTeHuunanbHbIX ocnoxHeHunsx MK *** B cBeTe yenn camMoro naumeHTa B
OTHOLLIEHNW €ro 340pO0Bbs, NPEANOYTEHUN N LEHHOCTEWN.

EOKIB (YYP B, YO4 3)



KPUTEPUM OLLEHKU KAYECTBA MEULINHCKOW
NMOMOLLN
EOK

Knacc OueHka

Kputepun kauectBa " BbINOMHE
ypOBeH HUs1

1. [MauueHTy c oOcTaHOBKOM KpOBOOOpALLEHUS / CUHKOMANbHbLIM 3MM3040M BbinosiHeHO SKI™ v npu
aunarHocTupoBaHum napokcmnama XXTADXK BbINONHEHbI peaHMMaLNOHHbIE MEPONPUATUS U IB A 2
3KCTpEHHasi kKapanoBepcus/aecdndpmunnaums.

[Na/net

2.  [MaumeHTy C yCTONYMBOW XXenyqo4uKOBOW Taxukapaven BbiNoNHEHO KynMpoBaHue aputMmmnm

(MeamkameHTo3HOE, QUT). 1B A 2 fa/Het

3. BbinonHeHo SKI-uccnenoBaHne Nokos B 12-Tv OTBEAEHUSIX U/UNWN XONTEPOBCKOE
MOHMTOPUpPOBaHVe
OKT (XM-3KT) nauueHTamM npy NpoxoxxaeHun obcneqoBaHus Ha NnpeameT BblSiBEeHNS 1A A 2 Oa/Het
XKenyao4KOBbIX
aputmui (2KA).

4. BbinonHeHo SXOKapD,VIOFpaCbW-IGCKOe nuccnegoBaHme n/unm apyrmne susyanmsvpyroLimne

nccnenoBaHus Ans oueHkn dyHkuum K 1 BeiBNeHUs CTpYKTYpHOM natanorum cepgua KA 1A A 1 Ra/net

5. Hauata/npogomkeHa Tepanus 6eTa-agpeHobnokaTtopamm B fie4eHUN BCEX KaTEropuin NaLuneHToB
CO CTPYKTYPHbIM NopaxeHneM Muokapaa/ancgyHkument JK, nmeroLwmx nosbilweHHbIM puck BCC 1A A 1 Oa/Het
N HY>KOAIOLLMXCS B €€ NEPBUYHON UMW BTOPUYHOW NpodunakTuke.

6. [NpoBeaoeHa onTuManbHas MegukaMeHTo3Has Tepanus nHrmoutopamm Ard (Mnu aHrMoTeHauHa i
aHTaroHMcTamu Npy HENEPEHOCUMOCTU MHIMBUTOpoB Al®P), GeTa-agpeHobNokaTopamu 1
aHTaroHMcTamu anbgoctepoHa nauneHtam ¢ XCH mn cuctonmyeckon gucdyHkumen JHK (PBITDK <
35-40%) C Lenbio CHUXKEeHMS obLLen cmepTHocTM 1 pucka BCC.

1A B 2 Ha/Het



KPUTEPUM OLLEHKU KAYECTBA MEULINHCKOW

8. Mpun noBTOPHbLIX cpabaTbiBaHusAX/wokax MK *** Bcnegctaue yctondmeon XKT npoBeaeHa
aHTuapuTMmnyeckasi Tepanms, npu HeaPEKTUBHOCTM NN HEBO3MOXHOCTM KOTOPOW NauMeHT
HanpaBIieH Ha KOHCYNbTaUMIo K Bpady, CrieLManu3vpytoLemMycs Ha AUarHoCTUKE U NeYeHnn
HapyLleHMn puTma cepaua (Kapguornory, CepageyHo-cocyanucToMy XMpypry, Bpady
PEHTIEeH3HA0BACKYSAPHON AMArHOCTMKN 1 NTIEYEHWS) ANs pELLEHUs BONpoca 0 HE0OOX0AMMOCTH
BbIMOJTHEHMS KaTeTepHOW abnaumu.

[a/Het

9. MaumeHT ¢ coxpaHsiowencsa aucdyHkumen nesoro xenygoyka (PBJTK - 35% 1 meHee) H
cepaevHor HegocTaTodHOCTbHO (Il unu 1l @K no NYHA), yepes 40 gHen nocrne uHdapkTa
MUoKapAa, HarnpaBneH Ha KOHCYIbTaLMIo K Bpady, CneumManm3pyoweMycs Ha AUarHoCcTUKe U1
NeYeHnn HapyLLIEeHWI puTMa cepaua (Kapamorory, CepAeyHO-COCyaANCTOMY XUPYPry, Bpady
PEHTreH3HAOBACKYIIAPHOW OMArHOCTUKM 1 NTEYEHMS1) UMK B CrieLManm3npoBaHHbIv
KapAMOnorMyecknii LEHTP OIS PeLLEHNsI BONpoca 0 Heo0XoaMMOCTy nmnnaHtTaumm VKO ***,

1A A 1 [a/HeT

10. [Mpu HenpepbiBHOW HekynupyoLwenca KT nnu snekTpuyeckom LUTOpMe, MPUBOASLLUM K
MHOIOKpaTHOMY MOBTOPHOMY HaHeceHuio wokos NKO***, ¢ BpayomM, cneumanmsmpyowmnumMcs Ha
ONarHOCTUKE N NTeYEHUN HapyLLeHNA putMma cepaua (KapanornoromM, cepaeyHo-CoCcyanCToMm IB A 2 Ja/Het
XVPYProM, BpayoMm PEHTreH3HAOBACKYNAPHOM ANArHOCTUKN U fleYeHnst) obcyxaeHa
HeobXoAMMOCTb KaTeTepHOM abnaunm B CneLumann3vpoBaHHbIX Y OMbITHBIX LIEHTPaX.

11. [pmn 6esycnelwHOCTN MeaMKaMeHTO3HOM Tepanun, coxpaHeHun npuctynos XT, Hannyuu
aucyHkumm JTK, accoummpoBaHHON C XKenyaouKoBOW SKCTPACUCTONMEN, NAaLMEHT HanpasnieH
Ha KOHCYNbTaLMio K Bpady, CreLmannavpyoLeMyCcs Ha ANarHoCTUKE U NIEYEHUN HapyLUEHWI
puTMa cepgua (kapauornory', cepaeyHo-cocyancToMy XMpypry, Bpady peHTreHIH40BAaCKyNAPHON IB A 2 Ja/Het
ONAarHoCTUKUN 1 NIEYEHNS) UNW B CNIELIManN3NpPOBaHHbIA KapaMOIOrMYECKUA LLEHTP OIS peLLeHNs
BOMpOCa 0 HeOOXOAMMOCTM KaTeTEPHOW abrauum ons NPoUNaKkTUKM peuuanBoB apuTMun u
NMOBTOPHbIX cpabaTtbiBaHuin K.



NMPUNOXXEHUE 5
(AypaBoYHbIe MaTepuarsl, BKIlo4asi COOTBETCTBIE NOKa3aHUii K

NPUMEHEHNIO N NPOTUBOMNOKAa3aHWi, CNoCcOO0B NPUMEHEHNS U 1,03
NeKkapCcTBEHHbIX NpenapaToB, UHCTPYKLMM MO NPUMEHEHNIO
nekapcTBEHHOro npenapaTta

@ CBsi3aHHbIe OOKYMEHTbI

© AHTnapuTMmnyeckue npenapatbl 4ns NPOUNaKTUKM KeNya04KOBbIX apUTMUIA

© Tabnuua A3.1 AHTMapuTMUyeckme npenapaTtbl 4Ns ANUMTeNbHON Tepannn C
Lenbio NpodunakTukm peunamsos XT.

@ Ta6nuua A3.2 AHTUapuUTMU4Yeckne npenapaTtbl AN KynMpoBaHUS
NapOKCU3MOB Xerny04KOBOW Taxmukapamm



EnropI/ITMbl AEeUCTBUN
Bpayeu

©@ Cxema 1. AnNropuTM KynmpoBaHUs NapoKcM3Ma Xernyao4KoBOoN Taxmkapanm

©@ Cxewma 2. JledeHune peungmsmpytolen KT y naumnentos ¢ UBC n
HeuLeMn4eckon kapgnommonaTumen



NMPUNTOXEHUE B. UHOOPMALUNUA ONA
HAMABILbALIe HapyweHns puTma

)KEHy,EIOHKOBbIe TaxXukapamm n BHe3adlnHas cepageyHas

cMepTb
® OcCHOBHasa TEPMNHONOIUS

©@ CoumnanbHasg 3Ha4YMMOCTb
® KnuHuyeckune nposiBneHns

© Koppekumsi cepaeyHo-cocyamncTbix (akToOpoB pucka HebnaronpuUsTHbIX
NCcXonoB

ba3oBble coBEThHI nauneHTy n ero cemMbe

CoBeTbl NAaUNEHTY C UMMIAHTUPOBAHHLIM KapANoBEPTEPOM-
AednbpunnatTopom
N/ NN YCTPOMNCTBOM CEPLAEYHON PECUHXPOHU3NPYIOLLEN Tepanuun

CoBeTbl NAUNEHTY NOCe NPOBEAEHNS MIHTEPBEHLMOHHOIO NIe4YeHMs
)KEIy[4o4KOBbIX HApYyLLUEHWI pUTMa

© |_|pI/IHLI,I/II'IbI HabnoaeHus nauneHTa Yy ne4vyawjero Bpaya

HeoTnoxHble cocTosiHNS, TpebyloLne Bbi30Ba CKOPO MEAMLIMHCKOM MOMOLLN



NMPUNOXEHUE

I.-leanbl OLUEeHKHN, BONMPOCHUKN U Apyrme oueHo4YHblieé MHCTPYMEHTDbI
COCTOAHUA NaulneHTa, npuBeaeHHbIe B KITMHNYEeCKUX

PeKoOMeHaOauunAXx
® LLkana SCORE

® CHA2DS2-VASc. LLikana oueHkn pucka TpoM60amMbonnyeckmnx
OCJTIOXXKHEHUI Y NauneHToB ¢ pubpunnaumen/TpeneTaHnemM
npencepaumn



) \Si4, MWHUCTEPCTBO
e /& 30PABOOXPAHEHMSA
Sallibcrao oeE , POCCUWCKOW ®EAEPALIUU

3AYEM HYXHbl KIMHWYECKUE

aly B, f

Llenb cospnanus KP — obecnevyeHne nHdopmMmaumoHHON Nogaep Kk NPUHATUS BpaYOM PELLEHUH,
CNocoBCTBYIOLLMX MOBbILLIEHWUIO Ka4eCcTBa OKa3daHNA MeaMLUHCKOW NOMOLLN NaUMEHTY C TEM UNu
NHbIM 3aboneBaHMeM/COCTOSHUEM/CUHOPOMOM C YHETOM HOBEMNLLNX KITMHUYECKUX AaHHbIX U
NPUHLUWMNOB AoKa3aTeflbHOW MeaAULNHLI.

KP paspabaTtbiBaroTcs gns

noaaepXxkn Bpa'-IGGHOI'O peleHna n Bbl60pa onTnMarbHbIX METOO0B ANArHOCTUKKN, NevYeHNns,
pea6mn|/|Tau,V||/| " I'IpO(t)I/IJ'IaKTMKM B paMKax OKa3aHuA MeONLMHCKOM NMOMOLLN NnauneHTy,

pa3paboTKkn KPUTEPUEB OLIEHKN KavyeCcTBa MeauLIMHCKOM NOMOLLW, NOPSAKOB MeaULIMHCKOW
MOMOLLM, CTaHOAPTOB OKa3aHWUsi MEAULIMHCKOM NOMOLLM 1 ANs ynpaBneHusi ne4ebHo-
ANarHOCTUYECKUM MPOLIECCOM;

npoBeaeHnA KOHTpPOIA Ka4yecTBa OKa3aHUA MeOMLMHCKOMN NOMOLLUN NauneHTawMm;

©®© ®

HenpepbIBHOrO MEANLIMHCKOro 06pa3oBaHms 1 NOBbILLEHUS KBanMduKaunm MegmumnHCKmUX
paboOTHMKOB.



PEKOMEHOALMN
YTIPABIIEHVE

[MopAaaKu okazaHuA
MeANLUMHCKOM NOMOLLM

KAYECTBO

KnnHunyeckue
pekomMeHaaumm

[MopAaKK okazaHuA
MeANLMHCKOM NOMOLLM

Mogenb 1

MNopaaku okasaHua
MeaNLMHCKOW NOMOLLM

[MopAagKu okasaHuA
MeANLMHCKOM NOMOLLM

!

MopsaKy oKkasaHua
MeAMULMHCKON NOMOLLM

Mopenb 2

Mogens 3

Y

MopsAaKu oKasaHuA
MeAULMHCKOM NOMOLLM

Y

MopaaKu okasaHus
MeAMLIMHCKOM MOMOLLM

OUHAHCI

CraHgaptbl MI
(moaenu 3abonesaHus,
«MeanKo-aKoOHOMUYEecKue
CTaHOAPTbI»)

Y

Mporpamma
rocyAapCTBEHHbIX rapaHTUi

4

KAnHUKo-cTaTuCTUYECKne
rpynnbi




CTATbA 37. ®3-493

OPrAHU3ALUUA OKA3AHUA MEOULIMHCKOW

Il?aMp%'ﬁ'%”enuuMchoﬁ nomMoLumn paspabartbiBaeTcA Ha OCHOBE KITMHUYECKUX
pekoMeHaauumn ogodbpeHHbIX N YTBEPXKAEHHbBIX B COOTBETCTBUM C HACTOSALLEN CTaTbEN, B
nopsigke, yctTaHOBNEHHOM YNOSTHOMOYEHHbLIM dpeeparibHbIM OpraHoM UCNOSHUTENLHON
BNacTu, 1 BKNOYAET B cebs ycpeaHEHHbIE NOKa3aTenm YacToThbl NPeaoCTaBEHNS N
KpaTHOCTU NPUMEHEHUS:

1) MEANLMHCKMX YCIYT, BKITIOYEHHbIX B HOMEHKNATYPY MEANLMHCKNX YCIYT;

2) 3aperncTpmpoBaHHbIX Ha Tepputopumn Poccuimnckon degepauymm nekapCTBEHHbIX
npenaparoB (C ykazaHneM cpefHux 003) B COOTBETCTBUM C MHCTPYKLMEN MO NPUMEHEHNIO
nekapcTBEHHOrO rnpenapara u goapmakoTepaneBTUYECKOoM rpynnon no aHaToMo-
TepaneBTUYECKO-XMMNYECKOUW Knaccudukaumnm, pekomengosaHHomn BOS;

3) MEQULUMHCKNX N30ENUN, UMNSTAHTUPYEMbIX B OPraHM3M YeroBekKa;

4) KOMMOHEHTOB KPOBW;

5) BUOOB Ne4yebHOro nMTaHus, BKo4vasa cneunanmanpoBaHHble NpoayKTbl ne4ebHoro
NNTaHnS;

6) MHOro ncxoasi N3 ocobeHHocTen 3aboneBaHns (COCTOSAHUSA).
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POCCMVICKOE
KAPAUOAOIMYECKO
OELI.IECTBO

®» Cnacmndbo 3a BHMUMaHue!



