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TepMUuHBI M onIpeae/IeHUs

HNHcTpyMeHTAIbHAST IMATHOCTHKA — JIMarHOCTUKA C HUCIOJB30BaHUEM [UIsl 00cienoBaHUs
MalUeHTa Pa3InYHBIX TPUOOPOB, aNmapaToB U HHCTPYMEHTOB [ 1, 2].

Hcxon — 110601 BO3MOXKHBIN pe3ysIbTaT, BOZHUKAIOMINUN OT BO3ACUCTBUS IPUUMHHOTO (haKkTopa,
NpOopHIAKTUYECKOTO MM TepareBTUYECKOI0 BMEIIATEIbCTBA, BCE YCTAHOBJICHHBIC M3MEHEHMS
COCTOSTHUSI 3[I0POBBS, BO3HUKAIOIINE KAaK CIEACTBUE BMEIIATEIbCTBA [3].

KonduaukT nHTepecoB — cutyanus, Ipu KOTOPOH Yy MEIUIIMHCKOTO WM (hapMaleBTHYECKOTO
paboTHHMKA TMPH OCYIIECTBICHWH HMU MPOPECCHOHATBLHOU AEATEIbHOCTH BO3ZHUKACT JIMYHAs
3aMHTEPECOBAHHOCTH B MOJYYCHHUHU JTMYHO JHO0 yepe3 MpeACTaBUTENsI KOMIIAHHUHM MaTepUaIbHOM
BBITOJIbl WJIM MHOIO NMPEUMYLIECTBA, KOTOPOE BIMUSAET WM MOJKET IMOBIHUATH Ha HaJJIexXallee
UCIIOJTHEHUE UMH NMPOPECCUOHANBHBIX 00513aHHOCTEN BCIIEICTBUE TPOTUBOPEUHS MEXTY TUUHON
3aMHTEPECOBAHHOCTHI0 MEAUIMHCKOr0 pabOTHMKAa WM (papMaleBTUYECKOr0 paboTHHKA H
WHTEpecamMu nanueHTa [2].

MeaunuHckoe BMelIATEJbCTBO — BBINOJHIEMbIE MEAUIUHCKUM pAaOOTHUKOM U HHBIM
PabOTHUKOM, HMEIOLIUM MIPaBO Ha OCYIIECTBICHUE MEIULIUHCKON 1€ATEIbHOCTH, [0 OTHOIICHUIO
K MaIHMeHTy, 3aTparuBaonme Gpu3nieckoe Win ICUXHUECKOE COCTOSTHHUE YeIOBEKa M MMEIOIIHe
npopHIAKTHIECKYIO, JUarHOCTHUYECKYIO, JeyeOHnyIo, peaduIUTaIIMOHHYIO WIH
HCCJIEIOBATEIbCKYIO HAPABICHHOCTh BUABI MEIULIMHCKUX 00CIEI0BAHUN U (MJIH) MEIULIMHCKHUX
MaHUITYJISIMHI, @ TAK)KE UCKYCCTBEHHOE ITPephIBaHUE OepeMEHHOCTH [2.].

MeanuuMHCKUi PadoOTHMK — (U3MYECKOE JHIO0, KOTOPOE HMMEET METUIIMHCKOE WM WHOE
oOpa3oBaHue, paboTaeT B MEAMIMHCKOW OpTraHW3allid W B TPYIOBBIC (JOIKHOCTHBIC)
00513aHHOCTH KOTOPOT'O BXOJIUT OCYIIECTBICHUE MEIULIMHCKOM AeSITeIbHOCTH, IN00 pusnueckoe
JUIO, KOTOpPOE  ABISIETCS  MHAUBUAYAJIbHBIM  IPEANPUHHUMATENIEM, HEMNOCPEICTBEHHO
OCYILECTBIISIOIMINM MEIUIIMHCKYIO IEATETbHOCTS [2].

IMauueHT — QU3MUECKOE JHIO, KOTOPOMY OKa3bIBACTCS METUIIMHCKAs MOMOIIb MM KOTOpPOE
00paTUIoCh 3a OKa3aHWEM MEAMIIMHCKOM MOMOIIY HEe3aBUCUMO OT HAJU4Us Y HEro 3a0o0JjieBaHus
1 OT €0 COCTOSTHHUSA [2].

Paboyasi rpynna mo pa3padoTke/akTyaqu3alu¥ KJIMHHYECKHX PeKOMeHAauuid — 3TO
KOJJIGKTHB  CIICHUAIUCTOB, paboOTalolMX COBMECTHO M  COIVIACOBAaHHO B IIEJAX
pa3paboOTKH/aKTyalnu3auy KIMHUYECKUX PEKOMEHIAUN, 1 HECYIIUX OOIIYyI0 OTBETCTBEHHOCTD
3a pe3yJIbTaThl JaHHOU PabOTHI.

CocTosiHne — U3MEHEHUsI OpPraHu3Ma, BO3HUKAIOIIME B CBSA3U C BO3JCHCTBHEM NATOTEHHBIX U

(unm) pu3nonornuecKux (HakTopoB U TpeOyIoUIMe OKa3aHUsI MEAUIIMHCKONW ToMomu [2].



CuHApPOM — yCTONYMBAs COBOKYIHOCTh Psifla CHMIITOMOB C €IUHBIM Marorene3om [4]. Tepmun
CCUHAPOM» TPAJAUIIMOHHO UCTIONB3YETCS IJIs Psiia COCTOSIHUM, KOT/1a ’THOJIOTHSI U TATOTEHE3 yKe
U3BECTHBI, XOTSA TEPMUH «00Je3Hb» ObUT OBI O0siee moaxoasummM. Hanpumep, cunapom bpyrana,
CUHAPOM yJIMHEeHHOTo uHTepBasia QT u HeKoTOphIe IpyrHe.

CTpykTypHasi mnaTtoJiorusi cepAuna — JaHHbIA TEPMUH MPHUMEHAETCS K B3pPOCION U
nerckoi monynauuu W Bkioyaer WBC, Bce Buasl kapauomuomnaruit (AKMII, T'KMII,
pectpuktuBHy10 Kapaunomuonaruio, AKITK), knananHuele 1 BpoxKJAeHHBIE TOPOKH cepaua [5], a
take Hamumuwme runeprpodun JDK (Tommmua GokoBoit creHkn JDK wimm MexoKemya0uKoBOM
neperoposiku >14 MM y B3pocCibIX, uiau 6osee 2 z-score y aeteit [6] mo nqanubiM DXOKI n/mmm
MPT cepana).

Te3uc-pexkoMeHAANMA — TIOJIOKEHUE, OTPaXKAIOIIEe MOPSAOK U MPABUIBHOCTh BBITIOJIHEHUS TOT'O
WIM HMHOTO MEAMIIMHCKOIO BMELIATeNbCTBA, HMEIOUIEr0 JI0Ka3aHHYI 3((EeKTUBHOCTh U
0€30MacHOCTb.

YpoBenb aocroBepHocTH 0ka3ateabcTB (YJI) — creneHb YBEpEeHHOCTH B TOM, 4YTO
HalIeHHBIN 3D PEKT OT MPUMEHEHHUS MEAUIIMHCKOTO BMEIIATENLCTBA SBISETCS HCTUHHBIM [7].
YpoBenb yoenurtesbHOCcTH pexkomenaaumii (YYP) — crenenb yBepeHHOCTH B JIOCTOBEPHOCTH
s¢dexTa BMeNIaTeabCTBa U B TOM, YTO CJI€JOBAHUE PEKOMEHAALNSIM MPUHECET OOJIbIIIE MOJb3bI,
YeM BpeJia B KOHKPETHOM cuTyanuu [7].

HNHTepBeHINOHHOE JleYeHHMe — METOJ JIeYeHHs 3a0oJeBaHUl MyTEM MaIOMHBA3UBHOTO
BMeEIIATEIbCTBA, 0€3 pa3pe30B U COCIUWHEHUS TKaHEH MM C MUHUMAJbHBIM MOBPEXKIECHUEM
TKaHe. [IpuMEeHUTENbHO K JICUCHHIO HapyIIEHWH pHUTMa CcepJilla 4Yalle BCEro K
MHTEPBEHIIMOHHOMY JICYCHHUIO OTHOCAT KaTETEPHYIO AECTPYKIHIO (abmanuio) cyOcrpara/ouara
APUTMUH, YCTAHOBKY 3HJIOKapAUAIBHBIX 3JIEKTPOIOB JIJIsl AIEKTPOKAPAUOCTUMYIISIIIUH.
Xupypruueckoe JiedeHHe — METO/]I JiedeHHsI 3a00JIeBaHUN MYTEM pazbeIUHEHUS U COCAMHEHUS
TKaHEW B X0JI€ XUPYyPruueCKOr onepamuu.

EOK - Esponeiickoe o0mectBo Kapauoiorop. B Tekcre HacTOAMMX —KJIMHHUYECKUX
PEKOMEHIAallMi  JOTIOJHUTEIBHO YKa3aHbl IMOKa3aHUs K Te3McaM B COOTBETCTBUU C
pexomennanusiMu EOK. B cooTBeTCTBHU € MEXTyHAPOAHBIM JOKYMEHTOM, BBIICIISIOTCS KIIACChI
pEKOMEHAALUN U YPOBHH JJOKA3aTEIbHOCTH.

PKO — Poccuiickoe KapIM0JIOTHYECKOE OOIIECTBO.

NMiuianTHpYyeMblit KapaAnoBepTep-AeGuOpHIISITOP MUK — AJIEKTPOHHBIN
UMIUTAHTUPYEMBIi pudop, npeaHa3HaYeHHBIN TUISE ANEKTpOTEepanuu
(97EKTPOKAPANOCTUMYJIALIUS U Pa3psiibl BBICOKOM SHEPTUM) YTrpOXKAIOMIMX KU3HU apUTMUN U

npeaoTBpalICcHud OCTAHOBKHU CepaLa.



IporpammupoBanue UKJ[ — ompoc UK]l ¢ wu3BiedeHHMEM U3 €ro MamsaTH COXPAHEHHBIX
AIIEKTPUYIECKUX CHTHAIOB CEpJIlla, MHOW MHGOPMAIIUU O pUTMax cep/ila, MpoBEpKa U HACTpOiika
napaMeTpoB  KApAUOCTUMYJISAIIMA W ACPUOPWILISAIUU, a TakkKe UHBIX IapaMeTpoB,
MPEIyCMOTPEHHBIX B KOHKPETHOM YCTPOICTBE. Cnenuanucr, BBITTOJTHSFOLIANA
MpOrpaMMHUPOBAHUE TTOCTOSIHHOTO UMITJIAHTUPOBAHHOTO aHTHAPUTMHYECKOTO ycTpoiicTBa (OKC,
UK/, CPT u apyrue), 101KeH UMETh crieu(pUIecKre 3HaHUS 0 pabOoTe TaKMX YCTPOUCTB U UMETh
OTIBIT MX HACTPOUKH (MPOTrPAMMUPOBAHHS).

MortuBupoBannblii mok UKJI - BeicokosHepreTudeckas snekrporepanus (paspsa) UK nms
KYIMUPOBAHUS UCTUHHO XkemyoukoBoi Taxukapauu (OKT).

HemoruBupoBannbiii mok UKJL — Bbicoko3HepreTuueckas snexkrporepanus (paspsan) MK,
KOrJla  QITOPUTMBI  YCTPOWCTBA  TUCKPUMUHHUPOBANH  (MACHTH()HUIIMPOBAIIA)  CHUTHAJBI
anekTporpamm Kak KT, ofHaKO HICTUHHON MPUYUHOM AETEKTUPOBAHHBIX CUTHAJIOB SIBJISIETCS] MHAS
npuunHa, Hanpumep, HXKT, momexu 3eKTpUYeCKUX CUTHAJIOB B CBSI3M C MOJOMKOMW AJIEKTPOa,
JBOWHOM ceHCHHT 3a cuer aerekiuu 3yOnoB T nHapsay ¢ QRS u 1. Tepmun He sBnsercs
U7ealbHBIM, TIOCKOJIbKY, C TOUKH 3peHHs aropuTMoB padbotel MK, Hanecenue pa3psaa (Imoka)
ABJISIETCSI MOTUBUPOBAHHBIM I0JyYa€MbIMU CUTHAJIAaMU. TpeTh 3KCIEpPTOB, y4aCTBOBABUIMX B
MOJTOTOBKE JaHHBIX PEKOMEHJALUN CUYUTAIOT, 4TO OoJjiee aJeKBAaTHBIM TEPMUHOM OBLT ObI
«HEYMECTHBIA IIOK», OJHAKO TEPMHUH «HEMOTUBUPOBAHHBIN» SBISIETCS YCTOSBIIUMCS B
PYCCKOSI3BIYHOW JIMTEpAaType U NPHUMEHSIETCA HWXKE B JAaHHOM JoKyMeHTe. CieayeT BBIIEISThH
JIpyroi TepMuH «HeHyx HbIi ok UK/[» - cutyanus, korna kynupoBanue JKT MOrio npou3onTu
CIIOHTAaHHO, HO YycTaHOBJeHHBIM anroput™ B WMKJ[ HaHOCHT WIOK paHbIlIe CIOHTAHHOTO
kynupoBanus JKT; Taxke orHocuTcs K curyaruu, korma KT Moxker OBITh KymupoBaHa
6e30011eBOI cTUMYIISILIMEH, 01HAaKO nporpamma padotsl MK/ HaHOCHT 0K BMECTO 3TOTO.
Cepaeunasi pecunxponusupywmas repanus (CPT) — meron neduennss XCH npu Hanmmuuun
HapyLICHUI BHYTPUKEITyI0UKOBOIO IIPOBECHHUS (Halle Mpu O10Kajie JIeBOi HOXKKM mydka ['uca),
KOTOpBIM OCYLIECTBIIIETCS IYTEM PECHUHXPOHU3ALUU CEPJACYHBIX COKPAIEHUH C ITOMOILBIO
TpexKaMepHOro (OMBEHTPHUKYJISPHOT0) HMIUIAHTUPYEMOTO 3JIEKTPOKAPAUOCTUMYIIATOpa™ **.
Takue cuctemMbl OOBIYHO BKIIOYAIOT MPABONPEICEPIHBIM 3IEKTPOJ, IPABOMKEITYI0UKOBBIN
JJEKTPOA W JIEBOXKEIYAOUYKOBBIA  AJIEKTPOJA. ODJEKTPOABl MOTYT  HMMIUIAHTHUPOBATHCS
TPaHCBEHO3HBIM WUJIM XHUPYPTUUECKUM CIIOCOOOM, a TaKXKe IMOCPEICTBOM TOPAKOTOMHH.
XoarepoBckoe MoHutopupoBanue JKI' — wMeron wuccrnenoBaHusi, KOTOPBIM MO3BOJISET
MPOU3BOAUTE HenpephiBHYI peructpanuio OKI' ¢ momoinpblo MOPTaTUBHOTO YCTPOMCTBA
(MOHHTOpA), OTCIACKUBATH U3MEHEHHUS B pa0d0Te ceplla B TEUCHUE ITUTEIBHOTO Tieproa (oT 18

4acoB 1 00Jiee) B YCIOBUSIX €r0 aKTUBHOCTH.



Karerepnas atnanms (KA) apuTtMuM — HMHTEPBEHIIMOHHOE KAaTETEPHOE BMEMIATEIBCTBO C
HCIOJIb30BAHUCM CIICIIUAJIBHBIX KAaTCTCPOB, BBCACHHLIX B ITOJIOCTH CEpAlla 4CpC3 COCYAbl WA
BBEJICHHBIX B CEPJCUYHYIO CYMKY (IIEpUKapA), U 3aKJIIOYAIOLIeecs B 0Ja4e SJHEPIMH HA y4aCTOK
MHUOKap/a JJIsl yCTpaHEHUsT HapyIIeHU cepaedHoro putma (aputmun). Hanbonee vacro mis KA
UCIIOJIb3YETCSl pParoyacTOTHAsI PHEPrHsl — paJuoyvyacToTHas abialus, HO MOTYT MPUMEHSATHCS

HWHBIC BUJbI SHCPIr'UU — JIA3CPHAs, YJIbTPa3BYKOBAA U IP.

1. Kparkas undopmanus mo 3a00/1eBaAaHUI0 WJIH COCTOSIHUIO

(rpynme 3a00/ieBaHUM WM COCTOSIHU )
1.1. Onpedenenue 3ad01e6anus uin cCOCMOAHUA (2PYRRbL 3A00,1€6AHUNL UIU

COCMOAHUIL)

Keaynouxosbie Hapymenusa purma (KHP) niam keaynoukossie aputvun (KA) —
0000111eHHOE Ha3BaHUE PACCTPOICTB CEPACYHOIO PUTMA, MPU KOTOPHIX UCTOYHUK SKTOMHUYECKON
AKTUBHOCTH WJIM KpyTa pUEHTPH HaXOAUTCs HUXKe Mmyuka ['Hca, T. e. B ero BeTBsX, cetu [lypkunbe
WIM B MUOKap/E KEJIyA04YKOB.

KeaynouxoBasi 3kcrpacucroia (KIJ) — mnpexaeBpeMeHHass (1O OTHOIICHUIO K
OCHOBHOMY pUTMY) OJJIGKTpUYecKas aKTHBAIUs cepAlla C YIIUpPeHHbIM KomruiekcoM QRS
(mpomomkuTensHOCTh KoMmIuiekca QRS >120 mc), nuckopnanTHON BOTHONW T 1O OTHOIICHHIO K
OCHOBHOMY 3YyOIly K€JIy/I0YKOBOTO KOMIUIEKCA M OTCYTCTBUEM BOJIHBI P mepes »emyI0uKoBbIM
KOMILIEKCOM.

Monodoxycubie nian MoHomopgusbie KI — KD ¢ omHoli Mopdoiiorueit KomIiekca
QRS.

MyabTudoxycHbie niau noaumopgusie K — XKD ¢ pazHoit Mmopdonorueir KoMIuiekca
QRS.

KD ¢ KOpoTKHM MHTEPBAJIOM cuemienns — JKO, KoTopble HaKIaAbIBAOTCSA HAa T-BOJIHY
MPEIIECTBYIOLIET0 MPOBEACHHOIO COKPALICHUSI.

KenynoukoBasi Taxukapausi — >3 1OCJIEA0BaTEIBHBIX COKPAIICHUS C YacTOTOW OoJee
100 ynapoB B MMH, UCXOASILUE U3 KEITYAOYKOB, HE3aBUCUMO OT IpeacepaHoro u AB-y3noBoro
npoBeneHus [8].

YCKOpEeHHBIH KeJYyI0YKOBbIi PUTM — >3 MOCIEA0BATEIbHBIX KOMIUIEKCA C YaCTOTOM
>40 ynapoB 1 <100 y1apoB B MUH, UCXOJISILIUE U3 KETYTOUKOB.

HeycroiiunBas xeaygouxoBas taxukapaus (HYKT) — xenygoukoBas Taxukapaus

MPOAOJKUTENIBHOCTHIO MeHee 30 cek, MpeKpallaromasics ClIOHTaHHO.
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YcroituuBas xeiaynoukoBas taxukapaus — KT npomomkurensHocThio >30 cex uiu
TpeOyrolasi BMEIIaTeNbCTBA IS KYITUPOBAHHUS.

Monomopdnas KT — KT npu Hanmuun oquHakoBoi KoHpHUryparmu QRS-KoMIIIeKcos.

MMonumopduas KT — XT c HecrabwibHOM, MeHsromieics koHdurypamuein QRS-
KOMILJIEKCOB.

JBynanpapiaennass KT — anprepHanus QponTanbHoi ocu kommiekca QRS ot
COKpAIllEHUS] K COKpaIlleHHIO (BCTpeuaeTcs Mpu KarexolamuHepruyeckon momumopgHon XKT),
cuHapoMe AHaepceHa-TaBuia, TMTrOKCMHOBOM MHTOKCUKAIIMHA, OCTPOM MUOKapAUTE.

KeaynoukoBass TaxuKapaus THIA «IHPYIT» — TaxuKapAus THUIA IHAPYIT»
(taxukapaus tumna torsades de pointes), moarun nonumopguoi KT, cBsI3aHHBIN ¢ yIJIMHEHHEM
npofopkuTenpbHoct uHTepBana QT, ¢ MOCTOSHHO M3MEHsAIMMUCA Komiuiekcamu QRS,
KOTOpPBIE UMEIOT BUJ] CHHYCOHUIBI BOKpYT 0a30Boii n3omuuuu JKI'.

DJleKTpUYeCKHH TopM — Tpu wim 6onee snu3ona XXT B Teuenue 24 4, mpu HHTEpBAIC
BPEMEHM MEX]y OJIH30JaMHU HE MeHee 5 MHUH, TpeOyroIMX MO0 aHTUTaXHWKapAU4eCKON
AIIEKTPOKAPIUOCTUMYJISIMHU, JINOO SIEKTPUIECKON KapAHoBepcruu/aepuopriisium.

Tpeneranue XKeJayI04KOB — pPUTMHYHBIC, BBICOKOAMIUIMTYHbBIE, YIINPEHHBIE
AJICKTPUYECKUE OTKIOHEHHUS KEIYJOUYKOB C dacTtoTo Oomee 250 B MuH., BOoMHBI T He
OIIPEAEIISAIOTCA.

OuOpn/UISIUA JKeJYA0YKOB — XaoTHUeCKas »DJIEKTPUYECKas aKTUBHOCTb B BHJIE
MOJMMOP(HBIX OCHUIUIALUHN, TOCTOSHHO U3MEHSIOLIUXCS 110 CBOeH KOH(UTypaluu, aMIUIUTY e,
MPOAOJKATEIIBHOCTH M 4acTOTE, IHana3oH KoTopou coctapisieT oT 300 u Bbie B 1 MUH.

Yacrble KeJyA0YKOBbIe IKCTPACHCTOJIBI — J0JIS SKTOIMYECKUX KoMIulekcoB >10% ot
COKpaIIeHHH cep/ilia 1Mo AaHHBIM X0uTepoBckoro Mmouutopuposanust IKI' (XMOKT'), yto BaxxHO
P IPOTHO3UPOBAHUU pHUCKA DPA3BUTHUS KAPAUOMMOIIATHM, ACCOLMHPOBAHHOM C apUTMHUEH
(KAA). Jlnst marieHToB € OCTPBHIM HH(PAPKTOM MUOKAp/Ia «4aCTHIMIY CIUTAIOTCS SKCTPACHCTOJIBI
>]10 B yac, 4TO BaXHO C TOYKM 3pEHUS IPOrHO3a JKUZHEYTPOXKAIOIIUX IKEITYJOUKOBBIX
TaxuapuTMUM.

BHe3anHasi cMepTh — HETIPEABUIEHHOE CMEPTENIbHOE COOBITHE, HE CBSI3aHHOE C TPaBMOM
Y BO3HHUKAIOUIEE B TE€UEHHE | 4 C MOMEHTA MOSBIECHUS CUMITOMOB y IMPAaKTUYECKH 3J0POBOIO
yenoBeka. Eciu cMepTh npousoiuia 6e3 cBUAETENCH, O BHE3AITHOW CMEPTH TOBOPST B TOM Cllydae,
€CITM TOTUOIINI HAXOJUIICS B YAOBJIETBOPUTEIIEHOM COCTOSIHUU 32 24 4acoB 10 CMEpPTH.

Bue3annas cepaeunas cmepthb (BCC) — TepMuH npuMeHseTCsl, €CIU BHE3aMHas CMEPTh
BO3HUKJIA Y CYyObEKTa C M3BECTHBIM NPHU JKU3HH BPOXKICHHBIM WJIH MPUOOPETECHHBIM
NOTEHIMATIBHO (aTaTbHBIM 3a00JIEBaHUEM Cepllla, WM IaTOJOTHs CepledYHO-COCYAUCTON

CHCTEMBI Obla BBIIBICHA Ha ayTOIICUX U MOrJjia OBITE HpI/I‘II/IHOI\/'I CMCPTHU, WJIN CCJIU OUYCBUIHBIC
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JKCTpaKapIUajJbHbIE MPUYUHBI CMEPTHU IO JAHHBIM ayTOIICUU HE BBISIBICHBI, U HAPYLIEHUE PUTMA
CIIy’)KUT HanboJsiee BEpOSTHON MPUUINHON CMEPTH.

Bne3annas ocranoBka cepana (BOC) — nenpeasuieHHast OCTaHOBKa KPOBOOOpAIICHHS,
BO3HHUKAIOIIas B TeueHue | yaca ¢ MOMEHTa MOSABIEHHUS OCTPHIX CHMIITOMOB, KOTOpas Oblia
yCTpaHEHa C T[OMOINBIO  YCHEHIHBIX pPEaHUMAIMOHHBIX  MEPONpHUsITH  (Hampumep,
nebubpuusinun). B MexaynapogHoit kimaccupukanuu Oonesneit-10 o6osznauaercs 1.46
«OcranoBka cepaua» u 1.46.0 «OcTtaHoBKa cepjla ¢ yCIEIIHbIM BOCCTAHOBIEHUEM CEPJIEUHON
JESITEIIbHOCTH.

BHe3anHasi HeoObsAICHUMASI CMePTh — HEOOBSICHUMAs BHE3aHasi CMEPTh, BO3HUKILIAS Y
yesoBeka crapie 1 roaa.

CuHApOM BHe3aNHOM CMEpPTH MUIaJeHIeB — HEOKUJaHHAsi HEHACUIILCTBEHHAs] CMEPTh
CUMTAIOIIErocsi paHee 30pOBOro pedeHKa MEepBOT0 rojia YKU3HU, MPH KOTOPOW OTCYTCTBYIOT
aJIeKBaTHBIE JIJIs1 OOBACHEHUS IPUYMHBI CMEPTH JIaHHbIe aHAMHe3a U MOJIy4YeHbl OTpULIATEIbHbIE
pe3yIbTaThl TOKCUKOJIOTHYECKOTO U TATOMOP(OIOTHIECKOT0 HCCIIEIOBAHNUS.

CuHApPOM BHe3aNHOH ApUTMHUYECKOH CMepTH — HEoObSACHMMAs BHE3aIllHAs CMEpTh,
BO3HMKIIAs y 4YeJloBeKa crapiie | roaa, mpu KOTOPOW MOJIyYEHbI OTPULIATEIbHBIE PE3YJIbTaThI
TOKCUKOJIOTHYECKOTO ¥ MaTOMOP(OIOTHYECKOT0 UCCIET0BaHNUS.

HNauonaTuyeckas :KeJqyd04YKOBasi apUTMHMA — KOIJa KIMHUYECKOE OOCIelIoBaHME
NalMeHTa HEe TMIO03BOJWIO BBISIBUTH 3a00JI€BaHUS, MOTEHIMAJIBHO AaCCOLMUPOBAHHBIE C
JKEITyJOUKOBON apUTMHUEIA.

IMepBuunas npopunakruka BCC — MeponpusTHs, HalpaBJI€HHbIE HA CHUYKEHHUE PUCKa
BCC y nuu, nmeromux noeimeHHbIH puck BCC, Ho 6e3 aHaMHe3a yrposKaroX )KU3HU apUTMHHA
WIM NIPENOTBPALLEHHON OCTAaHOBKH CEpALIa.

Bropuunas npopunakruka BCC — meponpusTus, HalipaBJICHHbIE Ha CHUKEHHUE PUCKA
BCC y nun, uMeronmx aHamMHe3 YIpOKAIOUIMX >KU3HM APUTMHUN WIM MPEIOTBPAICHHON
OCTaHOBKH CepILa.

Cunapom Bpyrana — HacneACTBEHHBIN CUHIPOM M3 IPYIIBl KaHAJIONATUH, ¢ TUHIIMYHOU
OKT -kaptuHoil 1 BeicokuM prckoM pazButus ©X u BCC.

KarexonamMmunepruveckas nojgumopduas xeaynouxkoBass taxukapaus (KIIKT) —
peakass HacJIE[CTBEHHas KaHAJIONATHs, XapaKTEpU3YIOWIAsACs 3J0KAYECTBEHHBIM TEUEHUEM
a/IpeHEePrUYEeCKU-UHAYIIMPYEMOi ABYHANpaBiIeHHON 1 omuMopdHoii XKT.

Heilipombilieunbie 3a0ojieBaHMsi — TpyIa HACJICACTBEHHBIX  3a00JIeBaHUU,
XapaKTEPU3YIOIUXCA MPOrPECCUPYIOIIUM TEPBUYHBIM IOPAKEHUEM HEPBHBIX  BOJOKOH

(HefiponaTuM) WM CKEJIETHOW MYCKyJNaTypbl (MUOMATHM W MuoaucTpoduu). Bopieuenue
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CepJICYHOMN MBIIIIBI ¥ MIPOBOJSAIIMX IMyTeH BapuadelbHO, U HE KOPPEIUPYET C BBIPAXKEHHOCTHIO
HEBPOJOTMYECKOW U MUOTIATUYECKON CUMIITOMATUKH.

HexoMnakTHBIH MHOKAPA — 0COOBIN BUI KapIMOMHOIIATUHU, KOTOPBIHA XapaKTepU3yeTCs
BBIPOKECHHOU TPaOEKYISIPHOCTHIO U TIYOOKHMMH MEXKTPAOEKyJISIPHBIMU YIIIYOJICHHSIMHU JIEBOTO
W/WJIM TIPaBOTO KEITYA0UKa, a TAKXKE YaCTO COUYETAETCS] C TOHKUM KOMIIAKTHBIM 3MHKapIUaTbHbIM
cioeM MuoKapzaa. J[MarHo3 cTaBHTCS Ha OCHOBaHHMM dxorpaduueckux u/wim MPT-kpurepues
(pu COOOTHOIICHUH TONIIUHBI HEKOMITAKTHOTO CJI0S K KOMIIAKTHOMY >2). MHOTHE NaIlueHThl ¢
HeKOMIaKTHBIM Muokap oM JIK abcontoTHO 6eCCUMITOMHBI, HO BO3MOKHBI COUETaHUs CO BCEMU
M3BECTHBIMH BUIAMH KapJAMOMHOIIATHH, ¢ mporpeccueit 10 XCH, TpoM0603MO0in, apuTMUH HITH
BCC B anamuese.

HNutepBan QT — oTpaxaer »dIEKTPUYECKYI0 CHCTONy IKEIyJAOYKOB (BpeMs B
MUJUTHCEKYyHAaX OT Hadana komiuiekca QRS no konma 3ybma T). Ero mpomomkuTenbHOCTH
3aBucHUT OT noJja (y sxeHmuH QT mouHHEe), Bo3pacTa (¢ Bo3pactoM QT ymamMHsIETCS) U 4aCTOTHI
cepaeunbix cokpamienuii (UCC) (oOpatHO mpomopiimoHanbHO). Jjis OObEKTHBHOW OIEHKH
untepBasia QT B Hacrosiee Bpemsi MOJb3YIOTCS KOPpUTHpoBaHHBIM (¢ mompaBkoil Ha YCC)
unrepBajiom QT (QTc), ompenensembiM 1o dopmynam bazerra m @penepuxka. B Hopme QTc
coctaBiisieT 340480 mc nns xeHmuH U 340—460 mc g MyxuuH. [latonoruueckum cuuTaercs
npu 3HaueHuu 6onee 500 mc.

Cunapom yninHenHoro narepsana QT (CYUQT) — camblit yacThiil HacIeACTBEHHBII
CHUHIPOM M3 Tpynnbl KaHajmonatuil (vactora 1:3000 — 1:2500 HaceneHust), XapaKTEPU3YIOIIANCS
yanuHeHneMm uHTepBaia QT 1 )KU3HEYTPOKAIOIMIMMHU JKETYJOUYKOBBIMH apUTMHUSMU, B OCHOBHOM
IIPOBOLIMPYEMBIMU aJPEHEPIUYECKON AKTUBALIUECH.

Cunapom koporkoro wuHTepBaia QT (CKHQT) - penkas HacleacTBeHHas
KaHaJIoMaTus, XapakTepusymluasics ykopoueHueM uHTepBaia QT U TOBBIIIEHHBIM PHUCKOM
Pa3BUTHS )KUZHEYTPOXKAIOUTUX aPUTMHUA.

OnbITHBIH HEHTP — MEIUIMHCKOE YUPEXKJICHUE WIH MOJApA3/IeTICHUE YUPEKICHUs, T1e
MITaTHBIE CIEIUAIMCTHI UMEIOT OOIIETPU3HAHHO OOJNBINON OMBIT BefAeHus manueHToB ¢ JKT, Ha
PETYISIpPHOI OCHOBE BBITIONHSIOTCS KaTeTepHbIe a0manuu cyOcTpara TaXMapUTMHN, TaKUX Kak

noctuHapkthbeie XXT, AKIDK, JIKMII u npyrue.

OnbITHBIHA cHIENHAJUCT — Bpay-CIEUANCT, HMEIOIUI 00IeTPU3HAHHO OOJIBIION OIBIT
BeneHuss nanueHToB ¢ JKT, Ha peryssipHO OCHOBE BBINOJHSIOMIMN KaTeTEepHbIC abialuu

cybcTpara TaxuapuTMuii, Takux kak noctuHdapkrasie XKT, AKIDK, JIKMIT u npyrue.

ITaToreHHbld U BEPOSATHO NMATONeHHbIN TeHeTHYECKUN BapHAHT — AMEpHUKAHCKAs

KOJLJICTHUA MG,Z[HL[HHCKOﬁ TFCHCTUKU MPCAJIOXKUIIA MMOPAAOK HUHTCPIIPECTALUN CBA3HU I'CHCTUUYCCKUX
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BapHaHTOB C NMPUYMHON 3a00JIeBaHUS MyTEM CTaHIApTU3AlMM WX MO Kiaccam. ['eHeTnueckue
BapHaHTHI, C HAMOOJBIIIEH BEPOSTHOCTHIO SBISIONIUECS MPUYMHON 3a00/1€BaHMsI, OTHECEHBI K V
KJIacCy, T.€. «IaTOTE€HHbIEY, U K [V, «BEpOATHO MaTOrC€HHBIEY.

MyTanmu - TEpMUH UCTIONB3YETCA B JAHHOM JOKYMEHTE /i1l 0003HaueHusi BapuantoB [V
u V kiacca.

I'eneTHyecKkuii BapUaHT HEM3BECTHOM KJIMHHMYECKOW 3HAYUMOCTH — H3MEHEHHE B
reHHol nesokcupubonykieotTuanoi (JAHK) mocnemoBaTenbHOCTH, y KOTOPOTO HE HW3BECTEH
a3 dexT Ha 310pOoBhE UeToBeKa [9].

Kapanomuonarusi, accounupoBannasi ¢ apurmueii (KAA) — nunaranusi mosjaocTen
KEIMyA0YKa(OB) W CHUKCHHE CHUCTOJIMYECKOW (PYHKIMH >KeIyJouyka(oB), HauOojee BEPOSTHO
BO3HUKIIIME WIH YCyryouBiivecs Ha (oHE HapylIeHUs pUTMa cepiila, Harmpumep, yactoi XKD,
HernpepbIBHO-penuauBupyomei KT, ¢ubpumisiiuu npeacepauit, npeacepIHON TaxXuKapIuu U
ap. Bo MHorumx ciydasx KAA oOparuma 4acTUYHO WM TIOJHOCTBIO TOCJE KYMHUPOBAHHS
aputMuu. [loMMMO 4YacTOThl pUTMA, JTOJIM SKTOMUYECKUX COKpPAIIEHUM cepila TaKKe UMEET

3HauEHUE IMPHHA dKTonn4eckux komiuiekcoB QRS B pucke pazsutus KAA.

1.2. Dmuonocus u namozenes 3a001€6aAHUA UJAU COCMOAHUA (2PYRAIbL

3aA00J1€6AHUI UIU COCIMOSAHUIL)

OcHoBHbIMU MexaHu3MaMu KA sSBIsStOTCS:

- MEXaHHU3M TTOBTOPHOT'O BX0/1a BOJHBI BO30YKJIEHUS (PUCHTPH);

- aHOMAJIbHBIN aBTOMAaTH3M;

- TPUTTEPHAs aKTUBHOCTh, MHTyIIHPOBAHHAS paHHEH WM TIO3IHEN OCTIETONSPU3AIUEHi;

- YCKOPEHHBI HOPMaJbHbI aBTOMATHU3M.

dopMHUpoBaHUE YCIOBUW JJi1 BO3HUKHOBEHUsT (EHOMEHa pHUEHTPH B MHOKape
JKEITyZ0YKOB B BUJIE 30H 3aMeIJICHHOTO MPOBEACHUS BO30YKICHHS, YYaCTKOB MBIIIILBI CEp/ILa C
pPa3HBIMH TIO BEJIMYMHE PePpPaKTepHBIMU IEPHOJAMH, OOBIYHO CBS3aHO C MATOJIOTHYCCKHUMH
u3MeHeHussMu B Muokapne. [lostomy mapokcusmanbhas JXT B momammisirorieM OONBINIMHCTBE
CIIy4aeB OCJIOXKHSIET TCUCHHE TSDKEIBIX 3a0osieBaHui ceppna, Takux kak UBC, ocobenno mpu
HAIMYUU TOCTUH(GAPKTHBIX pyOLIOB W XPOHHYECKOH aHEBPU3MBI JIEBOIO IKEIyA0UYKa,
BOCTIAIMTENbHbBIE 3a00JeBaHus MHOKapnaa, kapanomuonaruu (JAKMIL, TKMII, AKIDK u ap.),
UHUIBTPAaTUBHBIE 3a00J1eBaHnsl MUOKapaa. OctaHOBKa KpoBooOpaieHus, kak mexanusm BCC,
B a0conoTHOM OosbmMHCTBE ciaydaeB (6osnee 80%) Boznukaer B pesynbrate OX mmm KT,

cyuecTBeHHO peke (menee 20%) — B pesynbrare acuctoiuu [10].
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1.3. Dnuoemuonozus 3adoneeanus uau coCmoanus (Cpynnol 3a001€6AHUNL WU

COCHIOAHUIL)

1.3.1. YacToTa BO3HNKHOBECHUSI BHE3AITHOM CepAeYHON CMEpPTH

Ha nomto BCC npuxoautcst okono 50% Bcex cepAeuHO-COCYAUCTBIX CMEPTEN, MpUUeM B
nojoBuHe ciaydaeB BCC sBisiercs mepBbIM IpOsBICHHEM 3a0o0iieBaHMs; HauOosiee YacThId
Mexann3Mm BCC — xenynoukoBas taxuapurmus [11, 12, 13, 14, 15, 16].

B uneane, caydan, nogozpurenbHbie Ha BCC, 10MKHBI perUCTpUPOBATHCSA U BCEM JIOJKHA
IPOBOAMTHCS AyTOIICUS, YTO TO3BOJUT JOCTOBEPHO HCKIIIOUUTh BHECEPJCUHBIE NPUUYMHBI
BHe3anHoi cmepTH. BCC kak HeoOpaTUMBI UCXO M pe3ybTaT BHE3AITHONH OCTAHOBKU CEepAla
nocturaer 50% cpenu Ipyrux ucxooB y Jmi 35-50 yeT, npeuMyIIeCTBEHHO MYXCKOIo I10Ja,
OJIHaKO B MOCJIeHEE BpeMsl HaO0JaeTcsl TEHACHINS K YBEJIMUYEHHIO JT0JIN JIUILL )KEHCKOT0 T10J1a, a
TaK)K€ JIMI TOAPOCTKOBOrO M IOHOomeckoro Bo3pacta. Puck BCC Beile y MyX4MH H
YBEJIMYMBACTCS C BO3PACTOM B CBSI3M ¢ OoublIei pacnpocTpaHeHHOCTbI0 BC cpeny moskuibIx
nronei [17].

BCC cocraBnsieT mojJoBUHY OT BCEX CMEPTEH MPH CEPIICUHO-COCYANCTHIX 3a00JIEBaHUSX,
10 pacyeTaM OKOJIO 7 MMJUIMOHOB Y€JIOBEK YMUpAeT BHE3aIHO BO BceM Mupe [18, 19].

HMannble o pacnpoctpaneHHoctTt BCC B Poccum  orpaHudeHbl, B TOM UHUCIIE
ocobennoctsmu peructpanun BCC B pasnbix crpanax. Jlonst BCC Bo Bcex BO3pacTHBIX IpyImax
cocraBuna 49,1% (15420 u3 31428 Bckpeituit, win 123,3 Ha 100 ThIc. Hacenenus B rox). Ilpu
aToM pacnpoctpaneHHocTs BCC B Bo3pacte ot 1 1o 45 ner cocraBuia 27,5% (2790 u3z 10132
BCkphITHii) [20]. OgHako Oornee ONM3KUMHU K pealbHOCTH NpeacTaBistorcs 3Hadenus 200-250
TBIC. YeJIOBEK B rof [21].

1.3.2. IlpyunHbI BHE3aIIHOW CMEPTH B Pa3HbIX BO3PACTHBIX rpynmax

KomnuectBo cimyyaeB BCC yBenuuuBaeTcsi ¢ Bo3pacToM. B MiiaeHuecKOM M IETCKOM BO3pacTe
BCC cocraBnser 1 ma 100 000 wemoBeko-ner. B cpemnem Bo3pacte (5-6-if mexaabl >KU3HH)
yactora BCC coctanset okojio 50 Ha 100 ThIC. yenoBeko-ieT [22, 23, 24], nocturas k 8-i nexasie
»ku3Hu yactoThl 200 Ha 100 ThIC. yenoBeko-ner [12].

B mo6om Bo3pacte cpean myxunH yactora BCC Bplle, ueM cpenu KCHIIHUH, JaXKe TPH
nonpaBke Ha Takou paktop pucka kak UbC [16, 25, 26, 27].

B Epone na BCC mnpuxonutcs oxono 10-20% Bcex cmepreit [28, 29, 30, 31].
Onuaemuonorust BCC B EBponie TecHo cBsizana ¢ UBC, Ha nomto kotopoit mpuxoautcs 75-80%
coyqsaee BCC [32]. Xors pacnpoctpanenHocth WMBC He ymeHbmIMiIach, MpOU30IILIIO

3HauuTeIbHOE CHUKEeHHE cMepTHOCTH OT UBC. Cratuctuuecku yactora BCC cumxkaercs [32, 33,
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34], vo gonst BCC ot o01miero uriciia cMepTeit OT CepAeUHO-COCYUCTHIX 3a00IeBaHUM, BEPOITHO,
yBenuuuBaercs [35, 36].

PerynspHast ¢usnyeckas aKTHUBHOCTb HMMEET HEOCHOPHMYIO IOJIb3Y Ui CepACHHO-
COCYJIUCTON cUCTeMBl. B oTAenbHBIX Ipynnax HaceneHus (0COOEHHO Cpeau MYXUYUH CPEIHEro
Bo3pacta) BCC MoeT BO3HMKAaTh BO BPEeMs HJIM Cpa3y MOCIIE€ CBEPXUHTEHCUBHBIX CIIOPTHBHBIX
Harpy3ok [37], uto npeanonaraer posib UbC B kauecTBe Hanbosee pacpocTpaHeHHON MPUYHUHBI
BCC [38, 39, 40].

3aboneBanus cepana, accormupoBanubie ¢ BCC, BappupyIOT B 3aBUCUMOCTH OT BO3pacTa.
B rox y 300000 yenoBek B EBpome NpouMcXOAUT OCTAHOBKA cepjlla BHE MEIUIIMHCKOTO
yupexaenuss [17, 41]. Y MonoapIx mNpeobiaafaloT NEpBUYHBIE SJEKTpUYECKHE OOJe3HH H
KapAMOMHUOINATHH, a TAKKE MUOKApAUTHl U aHOMAJIMM KOpOHAapHbIX apTepuid [17, 38, 41, 42, 43,
44, 45, 46].

B teuenne uerBeprToro aecsartwierus xkusHu nosioBuHa ciaydaeB BCC cszana ¢ UBC,
0COOEHHO C OCTPBIM KOPOHAPHBIM CUHAPOMOM [47, 48].

VY NoXWIIbIX JHO/IeH MpeobIalaloT XpPOHUYECKHE CTPYKTypHBIE 3a00ieBaHus (OCTpbIEC U
xponnueckue popmer UBC, mopoku cepnana, cepaedHas HEIOCTaATOYHOCTh), B TO BPEMs KakK y
moneit B Bo3pacte 10 50 et 6omee 50% BCC MoryT BBI3BIBaTh HACIEACTBEHHBIE JICKTPUUECKIE
3a00JIeBaHNs WM CTPYKTYpPHBIC HenIeMuueckue 3adoneBanus [38].

1.3.3. IllonyasiuMOHHBIA U MHAUBUAYAJIbHBIH MPOTHO3 PHUCKA

OO1yr0 OLIEHKY pUCKa MPHU CEePACYHO-COCYIUCTHIX 3a00JIEBaHUSIX CIIEYeT POBOJUTH B
COOTBETCTBUHU C PEKOMEHJAIMAMHU TI0 KapauoBacKyJsipHO mpodunaktuke 2017 [49]. B psnae
MCCJIE0OBAHNM MMOKA3aHO, YTO CYIIECTBYET N'€HETUYECKAsl MPEAPACIIONOKEHHOCTh K BHE3aITHOU
cMepTu BO Bpemst octpoi umemuu [50, 51, 52, 53, 54]. Baxxno uaentudumupoBats B o0Ien
nomyysiiuu i ¢ puckom BCC oTHOcHTENhHO HEOONBIINE MOATPYIIBI BBICOKOTO PHUCKA, Y
koTopbix BCC MOXeT cTaTh nepBbIM IposiBiicHHEM 3a001eBanus. HexaBHo yaensiMu CIIIA Obutn
MpeIOKEeHBI MOIeNT HOBOM cTpaTudukanuu pucka BCC cpenu HaceneHus B 1iesoM [55, 56, 57].

Her weTkux naHHBIX, HOATBEPAKAAIOIIUX MOJIb3Y MPOrPaMM MAacCOBOIO CKPUHHMHIA CPEaU
HaceseHus B uenom s npeaotrspauieHuss BCC [58, 59, 60].

Ha nporsbkeHMM [ecATUIETHH MCCIIENOBAaTENM IPEAINoJaraid MIUPOKUN  CHEKTP
«UHAUKATOPOBY, «MapkepoB» BCC, ocobenno npu Hanmuuu UBC. Buto npeaioxeHo HecKOJIbKO
HEMHBA3MBHBIX MapKepOB pHcka (BKJIOYas MO3/JHHE NOTEHUIUANbI, BAPUAOETLHOCTD CEPJIEYHOTO
pUTMa, TMHAMHKY PETIOIIpU3aLiU U YyBCTBUTENBHOCTE Oapopediekca) [61]. Oqnako, HECMOTps
Ha MHOT000EIIAoIIKe PEe3yIbTaThl IEPBOHAYABHBIX UCCIICIOBAHU, 3TH «IIPEAUKTOPHD EIlIe He

MOBJIUSUIM Ha KIMHUYECKYHO TpakTuky. dpakmus BeiOpoca jneBoro kenynodka (DB JIK)
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ACTIONB3YETCS. B COUCTAHHH C KIACCOM CEpACYHON HemocTaTouHocTH 1o Hbro-Mopkekoit
knaccupukanuu (NYHA) tompko juis ompenenenusi mokazanuii k WKJ[ nns mepBudHOMN
npodmiaktuku BCC npu xponnyeckoit UBC u JIKMII. CxeMbl ¥ KaTbKyJISTOPHI CTPATU(DUKATIH
purcka ObuTH pa3paboTaHbI sl HACIEACTBEHHBIX apUTMOTCHHBIX 3a001eBanni, Takux kak [’ KMIT,

AKIDK n namun-A/C (LMNA) kapauomuomnatus [62, 63, 64, 65, 66].

KaJ'[BKYIIHTOpBI pucCKa BHE3aITHOH CCp)]@‘—IHOﬁ CMCPTHU

[IpennoxxeHo MHOXeCTBO KaJIbKyIsATOpoB prucka BCC s B3pocibix U aereit [64, 65, 66,
67, 68, 69].

Pa3Butne nporuozuposanuss BCC Ha mpoTsSKEHUM NOCIEAHUX NECATHIIETUN BKIHOYAIIO
YCTAHOBJICHHE CTAaHAAPTOB ISl Pa3pabOTKM MoOjeNed, WX BalUIU3AIMIO (BHYTPEHHIOI H
BHEIITHIOKO) C MOCJEAYIOINM OMyOJIMKOBaHUEM CTaTeil 0 Mojaensx nporHo3upoanus BCC [70,
71]. TunuyHBIMH HETOCTAaTKaMU B pa3pabOTKe W MPOBEPKE KAIBKYJSITOPOB PUCKA SIBJISIFOTCS,
IOMHUMO TIPOYEro, HCIOJb30BAHUE HCTOPHUUECKUX BBIOOPOK, HE pEIPE3eHTATUBHBIX IO
OTHOLIEHHUIO K COBPEMEHHBIM KOIOpTaM IallME€HTOB, MPOMYLIEHHbIE 3HAUEHUS, KOMIIO3UTHBIE
UCXOAbl C KOMITO3UTHBIMU COOBITHSIMH PA3JIMYHOW KIMHUYECKOW 3HAUYMMOCTH, OTCYTCTBHE

BHEIITHEW BAJIMIU3AIMHI ¥ OTCYTCTBUE KATMOPOBKHU.

Kanvxkynamopwr pucka pexomenoosanvl 011 npumenenusi Esponetickum obujecmsom
Kapouonoz208 (Npowiiu 6aiuoayulo Ha eponeuckol Nonyiayuu nayuenmos) u 6 Poccuu mocym

ObIMB UCNIONIBL30BAHDL O/ UHDOPMAYUOHHOU NOOOEPHCKU 8PAYell.

1.4. Ocobennocmu KoOuposanus 3a001€6aHUs UJAU COCHIOAHUA (2PYRNbl

3a00neeanuii uau  cocmosanuil) no Mexncoynapoonou cmamucmudecKkou

Knaccudukauuu 0o1e3nei u npoodaem, céaA3annvix co 300posvem (MKb-10)

[46. OcranoBka cepana

[46.0. OctranoBka cep/la ¢ yCHenHbIM BOCCTAHOBIIEHUEM CEPACUYHON NeATETbHOCTH
146.1. BuezanHas cepieqHast CMEpPTh, TaK OIIMCaHHAs

146.9. OctanoBKa cep/ilia HEYyTOUHEHHas

147. ITapokcuzmanbHass TaXUKap st

147.0. Bo3BpaTHast eIy 104KOBasi apUTMHUSI

147.2. KenynoukoBasi Taxukapaus

147.9. I1lapokcuamaiibHas TaXUKapAUs HEYTOUHEHHAS

149. dpyrue HapyiieHus: CEpACYHOTO PUTMA

149.0. ©OubOprLIALKA U TpEeTIeTaHHE KETYJOUKOB

17



149.3. IIpexneBpeMeHHas NENOJIIPU3ALINS KETYI0UKOB
149.4. JIpyras 1 HeyTOUHEHHAas AETOJISIpU3ALINS
149.8. Jlpyrue yTouHEeHHbIE HApYLIEHHs CEPACUYHOTO pUTMa

149.9. Hapymienue cep/iedHOro puTMa HEYTOUYHEHHOE

1.5. Knaccuduxkauus zaboneeanus uiu cocmosanus (2pynnsl 3a001€6aHUIH UIU

COCMOAHUIL)

Knaccupukanum JKHP, ocHoBanHpie ©Ha THne u konmdectBe JKHP, Obumm
chopmynupoBansl 6osee 40-50 mer Hazaa. OmHAKO B CBSI3U C CYIIECTBEHHBIM Pa3BUTHEM 3a
nocineAHue nBa AecsatuieTuss meronoB jedeHus JKHP, BHenpenuio mnepcoHanu3mpoBaHHBIX
MONXOMOB K TMAalMeHTaM Ha OCHOBAaHWU COBPEMEHHBIX  METOJIOB  OOCIEIOBaHMUIA,
YCOBEPIICHCTBOBAHUS OLIEHKH MPOTHO3a XKM3HU U Pa3BUTHs OCIOXKHEHUH, Heobxomuma Oolee
aKkTyasibHasg cucrteMmarusanusi naHHbeix o JKHP mis mpaktuyeckux Bpaueil. MHorue nmapamMeTpbl
JKHP (manpumep, CUMITTOMHOCTh apUTMUH, Opemst (Harpys3ka) apUTMUH,
ANIEKTPOPUINOIOTUUECKUN MEXaHU3M U JIOKATU3aIMs OYara apuTMUH ) MPaKTHUECKU HUKOT/Ia He
OTPaXKAIOTCSI B KIMHUYECKUX JUArHO3aX, HO MMEIOT KOJIOCCAIbHOE 3HAYEHUE B OIpPEACIICHUU
CTpaTeruu JeUYEHUs U METOJIOB MOAABIICHUS aPUTMUU.

B Tekymel Bepcuu peKOMEHJALMI TMpejiaracTcs HOBasg paclIMpeHHas BepCHs
knaccudukanuu XXHP, cucreMaTuzupyroas BaKHbIC XapaKTePUCTHKU apUTMHUH, OKAa3bIBAIOIIINE
BJIMHUSHUE HA MPOTHO3 M jeuyeHue. [Ipu sToM, ob6o3naueHsl xapakrepuctuku JXHP, xotopbie
cleqyeT yKa3blBaThb B JMAarHo3e WJIM B OMUCAaHUM JUArHo3a B MEIUIMHCKON MOKYyMEHTaluu
(0603HauUEHBI KaK «KJIIOYeBas XapaKTePUCTHKa»); a Takxke xapakrepuctuku XHP, koTopsie He
SIBIISTFOTCSI 00513aTeIbHBIMU B TUATHO3€E, HO JKETATeNbHBI MOCIE TOTIOTHUTEILHOTO 00CIEeIOBAHIS
MAIMEHTA WU BBIIOJIHEHUS DJIEKTPOPUINOIOTUYECKOTO HCCIETOBaAHUS.

JanHas kmaccuduKamus eIUHOTIACHO OJ0OpEeHa BCEMH YiIeHaMu padouyeld TpyIIIbI
JTaHHBIX KJIMHUYECKUX PeKOMeHIaIuii, onoopeHna KoMuteToM 1o KIMHHYECKUM PEKOMEHAALUIM
Poccuiickoro kapauonoruueckoro odmectsa ot 23.03.2023 1 MoXkKeT ObITh PEKOMEHI0OBaHA IS

MPUMEHEHUS B €KEHEBHON KIIMHUYECKON MTPAKTHKE.

Tabauna 1. Kinaccndpukanms kexya104KkoBbIX apuTMuil Poccniickoro kapamoJsioru4eckoro

o6mectBa 2023 r. (KA-PKO-23)

XapakTepucTuka Kinunnueckasi 3HAYMMOCTD U
1eJ1ec000pa3HOCTh
BbIHECEHHSs B IUATHO3

Tunsi KA
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KenynoukoBas sxcrpacucronus (KJ): omuHOUHAs,
napHas

KenynoukoBas taxukapaus (OKT)

Oubprmsiius xenynodkoB (DXK)

Tpeneranue xemynoukoB: Obictpas KT ¢ HepazTMUUMBIMU
3yonamu T (00b19HO yacToToi >250 ya/MuH)

KiroueBast xapakrepucTuka.
BriHOCHTCS B TMarHos.
HeoOxoaumMo BEIHECEHHE B
JIHarHo3.

ITo niurenbHOCTH M MoBTOpsiemocTH KT

YcroitunBas (uTeabHOCTh > 30 ceKyHT)

HeycroitunBas (nmutenbHOCTh MeHee 30 CEKyH.T)

HenpepsiBHo-peruausupytomias (KT, koropas
pPELUAUBHUPYET B TCUCHUE HECKOJIBKUX YacOB, HECMOTPS Ha
ITOBTOPHBIE NONBITKU KYIHUPOBAHUS)

DJIEKTPUYECKUI TITOPM

KiroueBast xapakTepucTuka.
BriHocuTcs B Anarsos.

ITo mopdonornun QRS

Mounomopdnras (Bce QRS moxoxu Ipyr Ha apyra)

[Tomumopduas (QRS oTnmuaroTcs)

[Tneomopduas (Oonee oaHOI onpeaeneHHON MOp(HOITOTUN
QRS Bo Bpems onnoro snuzona XT, Ho mopdonorus QRS
HE SIBJISICTCSI TOCTOSIHHO M3MEHSIOIIEHCS)

KiroueBast xapakrepucTuka.
Brinocutcsd B tuartos.

IIo xapakTepy 0OCHOBHOIO 3200/1eBaHUA

JKey1ouKoBBIE apUTMUHM MPU OTCYTCTBHH CTPYKTYPHOTO
3a00JIeBaHus CepAlla U KaHAJIOMATHH

KemyaoukoBble apuUTMUU MpPU  OTCYTCTBUU  SBHOTO
CTpYKTypHOTO 3a0oyieBaHMsI ceplua TMpud  HATUYUU
BpPOXKJICHHBIX CHHAPOMOB Wi T. H. KaHanonatuit: CYUQT,
cunapom bpyrana, karexonamuH3aBUCcHMas oauMopHas

KEITYJOUKOBasi  TaxUKApAusi, CHUHIPOM  KOPOTKOIO
uatepBana QT, cuHApPOM paHHEW penogpU3aluu
KEITYJTOUKOB

XKenynoukoBble apUTMUM TpU  OTCYTCTBUHM  SIBHOTO
CTPYKTypHOTO 3a0oyieBaHHsI Cepalla TMpd  HATUIUH

00paTUMbIX METa0OIUYECKUX WIIU JI€KAPCTBEHHBIX MPUYHH
(HanpuMmep, BTOPUYHBINA CUHAPOM YUIMHEHHOIO UHTEpBaJIa

QT)

JKenynoukoBble apUTMUM TP HAJIUYUU CTPYKTYPHOIO
3a0071eBaHus cepala

KiroueBast xapakTepucTuka.
BriHocutcs B Anarsos.

Heo6xoanmMo BbIHECEHUE B
JIMarHO3 KOHKPETHOTO
3aboneBanus. B ciyuae
UIMOTIATHYECKON apTUTMHUH
HE00X0IMMO yKa3aHHE Ha 3TO.

CHUMITOMHOCTD APUTMUHA

CumMmnrToMHas

Bbeccumnromuas

KiroueBast xapakrepucTuka.
Brinocutcd B tuartos.

Bpems (Harpy3ka) skeaynoukoBoi aputMun (1Js1 K9 ¥ KeTy109KOBBIX PUTMOB)

<10% OT BCceX KeTyI0YKOBBIX KOMIUIEKCOB B TEUEHUE
neproa HaOIoieHus pu nposeaeann XMOKT

JlonosHuTENbHAS
XapaKTEPUCTHKA.
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>10% OT Bcex JKEIyJOYKOBBIX KOMIUIEKCOB B TEUYEHHE
nepuona HaOmoneHuss npu mnpoBeaeHuH XMOKI (kak
MPABWIIO, SIBIISETCS 3HAYMMBIM IS MPOQPMIAKTUKU WU
JIeYCHUS KapIMOMUOTIATHH, aCCOITMUPOBAHHOM C apUTMHUEH )

Heobs3aTenpHa B 1uarLose 10
MIPOBEICHUS JIOTIOJTHUTEIIEHOTO
00cCIIeqOBaHUS.

[enecooOpa3HO BEIHECEHUE B
IruarHo3 ¢ GopMyIupOBKaMU
«4acTas» U «HeyacTash Mocle
000CIIEIOBAHNS.

ITo MEXaHM3MY BOSBHUKHOBCHHUSA

Ouar oBHIIIIEHHOTO aBTOMAaTHU3Ma

Tpurrepnas KT (panHue wim no3gHue
MTOCTACTIOJNISIPU3AIIHH )

PuenTpu (c yuacTueM U3MEHEHHON TKaHU MHOKapZa Ui C
Y4acTHEM BOJIOKOH MTPOBOASIIEH CUCTEMBI [ nca—
ITypkunbe)

JlomonauTenbHas
XapaKTEPUCTHKA.

HeoOs3arensHa B 1Mardose.

JuddepenunpoBka BaxHa 1Jis
WHBA3UBHOI'O JICUEHUS, a
TaKXe 1Mo00pa Teparnuu npu
HEKOTOPBIX BUAAX
(pacrukynspras XKD nnu
KT), pueHTpH 110 HOKKAM
nydka ['nca.

Brinecenue B nuaraos
JIOBOJILHO 3aTPyIHUTEIBHO B
OOJILIITMHCTBE CTydaeB 0e3
AIEKTPOPUZNOIOTHIECKOTO

UCCIICIOBaHMUSL.
Ilo yacrore (umkiay) KT
Y CKOpEHHBIH eIy 10UKOBBIA pUTM, yactoTa <100 ya/mun | JlomonHuTensHas
(st >600 mc) XapaKTEPUCTHKA.

Mennennas XKXT, <150 yn/mun (tmkn >400 mc)

Brictpas XKT, >150 yn/mus (uxn <400 mc)

HeoOs3arenbHa B 1uarsose.

BaxHo 111 OLIeHKHM IPOTHO34,
Hactporiku UK],
IIJIAHUPOBAHUS KaTETEPHOU
a0amuu.

[enecooOpa3Ho BEIHECEHUE B
JIMarHo3 MocJie yTOYHEHUs Mpu

JOITOJIHUTCIIBHOM
o0ceoBaHuN.
ITo nokaau3anmuu
Kamepa cepaua: u3 npaBoro xeiny104ka, U3 JE€BOro JlomonauTenbHas
KeITy0uKa XapaKTEPUCTHUKA.

Otnen xemyJ0uKa: MPOBOSAILAS CUCTEMA cepaLa
(pacuukynspHbIe), BBIXOAHON TPakT (IIPaBOTO UIIH JIEBOTO
KEIy104Ka), CENTAIbHBIE, U3 MANUUISIPHBIX MBIIIII,
MIEPUKIIANIaHHBIE U T.J.

HeoOs3arensHa B 1uardose.

HuddepenmnupoBars
nokanu3anuio JXKA B
HEKOTOPBIX CIIy4asiX J0BOJIBHO
HECJIOKHO 110 CTAaHIapTHOMN
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Jlokanu3anus B TOJIIE MHOKapa: CyO3HJ0KapAuaibHasil, OKI' B 12 orBeneHusx
cyOsmuKapanagbHas, HHTpaMypaibHas (HarmpuMep, BBIXOHON TPaKT

MpaBoro xenyaouka). B
JIPYTUX CITy4asix TOJBKO
TIIATETEHOE
3JIEKTPOPUZHOTOTUIECKOE
KapTUPOBAHUE TIO3BOJISET
TOYHO OTIPENIEITUTh
JIOKAIIM3AIHIO0 BBIX0/IA
APUTMHH.

[enecooOpa3HO BEIHECEHUE B
JIMarHO3 Moce
n000cIe10BaHus Ipu
BO3MOXXHOCTH JJOCTATOYHO
JIOCTOBEPHOT'O OIPEACIICHUS
JIOKAJTM3aIHH.

Ipumepvl popmynuposku ouazHosa:

1. Amarno3 mo MKB-10: [49.3. [IpexaeBpeMeHHas I€MOIIpU3ALINS KETYT0UKOB.

Onucanue pauarHo3a aputmum: HWauomatmyeckas cumnromMHas dactas (>10%
KEITYOUKOBBIX COKPAIIICHHIT) MOHOMOP(HAs OJUHOYHAS JKEITYJOUKOBast SKCTPACHUCTOIHUS
U3 BBIXOJHOT'O TPAKTA MPABOTO KEITYA0UKA.

JAunarno3 mo MKBb-10: 125. Xponuueckas wumemudeckas Oone3Hb cepama. [25.2
[Tepenecennbrit B mponuioMm uHpapkT mMuokapaa. 147.2. XKemymodukoBas Taxukapaus.
146.1. Bue3amnHas cepedyHasi CMEpPTh, TaK OIIMCaHHAsL.

Onucanme auarHo3a apurmum: IlapokcusmanbHas CcUMITOMHAs —(OCTaHOBKa
KpOBOOOpaIieHus oT 01.02.2023) ObIcTpass  ycToW4HMBas MoHOMOp(hHAs
JICBOXKETYJOUKOBasi TaXuKapausi Ha poHe MoCcTUH(APKTHOTO KapIMOCKIIepo3a.

Junarno3 mo MKB-10: 142.0 JlunartauuonHas kapauomuonatus. [50.0 3actoitnas
cepledHas HegocTtaTouHocTh. [47.2. JKenynoukoBas Taxukapausl.

Onucanue pauarHo3a apuTmMuu: HenpepbIBHO-pElUANBUPYIONIAS  CHUMIITOMHAs
(roIOBOKpYKEHHUE) OBICTpas KEITyJO0YKOoBas ToJUMOpdHas Taxukapaus Ha (oHe

npuobpeTeHHoro yanuHenus narepsaia QT (mpuem cotanona).

JList ey 10uKkoBoi 3KcTpacucTonuu (JK3) B paHHeM nieproie mocie nadapkTa MUOKap/ia

(cmyctst 48 wyacoB) octaercss akTyanpHOW Kkiaccu¢ukanus B. Lown m M. Wolf nmns

crpatudukanuu pucka nossiaenus XT [72, 73].
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1.6. Knunuueckas kapmuna 3a00,1e6anus ujin COCMOAHUA (2DYRNbl 3a00.1€6AHUT

W COCHIOAHUIL)

Knuanueckue nposisnenus KTA MoOryt cymiecTBEHHO pas3iMdarbesi — OT abCOMIOTHOU
0ECCUMNITOMHOCTH 10 cepaueOueHus, auckoMdopra B TpyAM, 3arpyIMHHON OO0NH, YIyUIbs,
TOJIOBOKPY)KCHHS,  CHHKOMaJNbHBIX  cocrosiuuid, BOK.  VYuamennoe  cepaneOuenue,
pe0OMOPOYHOE COCTOSTHIE U OOMOPOKH — TPU HanOoJiee BaKHBIX CHMITTOMA, KOTOPBIE TPEOYIOT

THIATETFHOTO cOOpa aHaAMHE3a U JOTOTHUTEIbHOro 00cnenoBanus as uckimodeHus XKTA.

2. J/lmarHocTuka 3a00/IeBAHUS WJIM COCTOSSHUS (TPYIIbI
3200/1eBaHMII UJIH COCTOSIHMM), MEJIUIIUHCKHE TMOKA3aHUA M
NMPOTUBOINOKA3AHUA K MIPUMEHEHHUI0 METOI0B INATHOCTUKH

Kpumepuu ycmanoeku ouaznosa

Jlnarnoctuueckoe 00cieJ0BaHUE TIPH MOT03PEHUU Ha )KEITy0UYKOBBIC HAPYIICHUS pUTMa
BKJIFOYACT CJICTYFOIIHE ITAIIbI:

- TIIATEJIBHOE U3YUYCHHUE KaI00, HCTOPUH 3a00JIEBAaHKS U CEMEHHOIO aHAMHE3a;

- 0CMOTp U (pHU3HKATBHOE 00CIICIOBAHHE;

- 1abopaToOpHO-MHCTPYMEHTAIBHBIC METOJIbI UCCIEIOBAaHMs: 0OJiee MPOCThIe HA TIEPBOM
dTare U CJIOXKHBIE — HA BTOPOM dTare o0cie0oBanus (10 MOKa3aHUSIM);

- MATOJIOTOAHATOMUYECKOE HCCIICOBAHHE U MOJICKYJISIPHBIA aHAIN3 KEPTB BHE3AIMHOU
CepAEYHOI CMEPTH;

- TCHETUYECKOE TECTHPOBAHMUCE;

- BU3YQJIM3UPYIOLIIE METOIUKH U MOP(OJIOTHUECKUE UCCIIEIOBAHUSI.

2.1. Kanooot u anamnes

*Pekomenayerca npu omnpoce nanueHta ¢ KD OUEHUTh TSKECTh KIMHHUYECKHUX
nposienunu XKD [72,73.].

EOKIC (YYP C, YA/ 5)
Kommenmapuit. Xapaxmep xnunuyeckou cumnmomamuxu K3, a makdce ee 3HaueHue O
NPOCHO3a 300P06bS U JHCUSHU NAYUEHMOS8 3a8UcCAm Oom @QopM NposasieHusi Ccamou
IKCMPAcUcmonuu, Ho & euje 6oIbuLell CmeneHu — Om OCHOBHO20 3a00/1e6aHUs, KAK NPUYUUHbL ee
803HUKHOBeHUS. Pedxas oounounasn K3 y nuy, He umeroujux npusHaKos opeaHuieckoll namoio2uu
CO CMOPOHBL cepoya, Moxicem NPOmeKams OeCCUMNMOMHO ULU MALOCUMNIMOMHO, NPOAGIAACH
JUWbL owjyweHuem nepeboeg co cmopowusl cepoya. Hacmas sxcmpacucmonus ¢ nepuooamu

6ueeMuHuu, 06‘06€HHOy nayuerHmaoe CO CHUMNCEHHbIMU nokasamejsimu COKpamumeﬂbHOIZ d)yHKI/;uu
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cepoya (UBC, kapouomuonamuu, opyeue Gopmvl NOPAN*CEHUS MUOKAPOAQ), NOMUMO nepeboes,
Modcem npusooums K cHudcenuto AJ/l, nosenenuro uyecmea ciabocmu, 201080KPYIHCEHUIO,
NOSA6NEHUI0 U HAPACAHUIO OObIUKU.

[Ipu ompoce mamueHTa co CTPYKTYpPHBIM 3a00J€BaHUEM CEpALlA, UMEIOIIEr0 BBICOKUMN
puck KA, pekoMeHayeTcs LieJIeHaNpaBiIeHHO BbISICHATH HATMUHE 5Ka100, KOTOPbIE MOTEHIIMAIBHO
MOTYT ObITh 00yCIIOBIICHBI TapoKcu3MaIbHbIMU KA [72, 73.].

EOKIC (YYPC, YA 5)

Kommenmapuii. Taocecms kiunuyeckux nposienenuu 3aeucum om YCC 6o epems napoxcusma,
Hanuyua unu omcymemesuss CIIC u conymcmsyroweti namonocuu (Hanpumep, amepocKiepos
bpaxuoyeghanvrvix apmepuii).

KA pekoMmeHIyeTcss paccMaTpuBaTh B KadyeCTBE OJHOW W3 BEPOSITHBIX MPUYUH
CHHKOIAJILHBIX cOCTOssHMM y marueHToB co CIIC, ocoOeHHO y mareHToB, MePEHECIINX OCTPBINA
UM co camxennoit ®BJIK [72, 731.

EOKIC (YYP C, YA 5)

[Ipu onpoce nanuenta pexkomenayerca paccmarpuBath CYMQT u KIDKT B xauectse
BO3MOXXHBIX MPHUYMH KapJAHOT€HHBIX CHUHKOMAJIbHBIX COCTOSHUM, BO3HMKAIOIIMX Ha BBICOTE
buznyecKoil MM AMOLMOHAIBHON HArpy3ku, 0COOEHHO y MOJIOJBIX HAIlMEHTOB, HE MMEIOIINX
CIIC. Kpowme toro, cienyet yuuThiBath Takue cnenududeckue ais CYUQT Tpurrepsl cuHkore
KaK pe3Kuil 3ByK, IUIaBaHue, MpodyxaeHue [74, 75].

EOKIB (YYPC,YIAS)

Kommenmapuii. Ilpu coope anammnesa nayuenmos c CYUQT pexomenoyemcs yoensimo GHUMAHUE
APUHUMACMBIM NAYUEHIMOM JNeKAPCMEEHHbIM NPEnapamam, NOCKoabKy yonuHenue unmepseana QT
MO2Ym  8bl3b16AMb MHO2UE HEeKApOUONo2UYecKue JaeKapcmeenuvie cpeocmea (NOCMOSHHO
00HOBIsIeMbllL  NepeyeHb npeocmasnen Ha caume hitps://crediblemeds.org/; axmyanvHas
uHghopmayus 0 noOOYHBIX I hexmax MeOUKamMeHmo3HblX NPEenapamos npeocmasieHd Ha caime
https://www.drugs.com/).

eV MalMEeHTOB, Y KOTOpBIX mpeanonaraetcs win umeercs XXTA, pekomeHaoBan cOop
CEMEMHOro aHaMHe3a, HAIlCJICHHBIH Ha BBISIBIICHUE CIy4acB BHE3AMHBIX U HEOOBICHUMBIX
cMmeprell (Hampumep, YTOIUICHHE) cpeiau pOoACTBEHHUKOB I-II cremenel poicTBa B MOJIOAOM
BO3pacTe C LENbI0 OLIEHKH BEPOSITHOCTU TE€HETUYECKH JIETEPMHHHPOBAHHBIX >KEITYJOYKOBBIX
HapylieHu puTt™ma cepaua [72, 73.].

EOKIC (YYPC, YA 5)
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2.2. Duzukanvrnoe 00c1e006anue

Bcem oOcnenyembIM manyieHTaM pPEKOMEHIYETCs MPOBOJUTH CIEAYIONIME CTaHIapTHHIE
U3MEPEHUS], B COOTBETCTBUU C ACUCTBYIOUIMMH PEKOMEHIALIUSIMU:

- aHTPOIIOMETPUYECKHUE TTOKA3aTeNH (POCT, BEC, MHIIEKC MACCHI TEJa, OKPYKHOCTh TaJIHN );

- TEPMOMETPHSI U OIICHKA COCTOSIHHSI KOJKHBIX TTIOKPOBOB;

- OIICHKAa HAJINYMS OTEKOB U X PACIPOCTPAaHEHHOCTH;

- OMPENIETICHNE YPOBHS CUCTOIMYECKOTO U Auacrtonnyeckoro AJl;

- TaNbIaIys MyJibca Ha MepuepUIECKUX apTePHsIX ¢ OIEHKOM YacTOTHI U PETyIIPHOCTH
puTMa;

- OlleHKa HaOyXaHus U MyJbCallud IIEHHBIX BEH, YTO MOXET CBHJETEIbCTBOBATH O
HAJIMYUU BEHO3HOTO 3aCTOs;

- ayCKyNbTalusl Cepjia, COHHBIX, MOYCYHBIX U OCIPEHHBIX apTepUil NI BBIABICHUS
MATOJIOTUYECKHUX IITYMOB;

- MaJIbITAIMS IUTOBUIHOM JKeJIe3bl: pa3Mepbl, 00JI€3HEHHOCTD, TTOJABHXHOCTD [72, 76].

EOKIC (YYPC, YA 5)

Kommenmapuii. B Oononnenue K OCHOBHbIM NOKA3AMENAM PEKOMEHOOB8AHO OYEHUBAMb
cneyuguueckue usMeHeHus ¢ Yeabio UCKII0UeHUs 00pamuMblX NPUYUH, KOMopbie NOMEeHYUATbHO
Moeym bvimb accoyuuposansi ¢ KA. BasicHvlm A6158emcs CKpUHUHZ KOMHCHBIX NPOAGNEHUL PeOKUX
CUCMEMHBIX BOCNANUMENbHBIX (CKIepooepMusl, CapKouodo3) U UHOEKYUOHHBIX 3a00aesaHull
(6onesnv Yaeaca, 6bopperuosz u op.) |77, 78, 79, 80].

*BeisiBIIeHHEe TMPU3HAKOB T'eMOJWHAMHYECKOW HectabunmbHOCTH (cHWXeHHS AJl)
PEKOMEH/JIOBaHO TIpH  (U3UKATHHOM OOCIICJOBAHMHM TAIMEHTOB C MapOKCH3MAIbHBIMHU
HapyluieHusMu puTMa cepaua [81, 82].

EOKIC (YYPC, YA 5)

Kommenmapuii. Ilpu nooasnsatowem bonvuuncmese KA cepoya npu ¢puzuxanvnom oociedosanuu
NAyueHmos e NapoKCUusMa KaKue-1ubo usmeHeHus ne ommeuaromcs. Bueouepeonuvle cepoeunvie
COKpawjerus (IKCmpacucmorvl) Mo2ym Oblms ommeueHvl npu noocuéme nynvca, usmepenuu A/l
unu ayckyromayuu cepoya nayueuma. Ilayuenmos ¢ CYUQT u KIDKT xapaxmepusyem
opaoukapous. B pedkux cnyyasx npu obcredosanuu nayuenmog c¢ 8poxcoénuvim CYUQT unu
AKIDK 603M024CHO 0OHApYyHCcete aHOMATULL OP2AHO8 YYECME (8POACOECHHAS 2IYXOMA) U KOCMHO-

CYCMABHOU cucmemvl (CUHOAKMUIUSL).

2.3. Jlabopamopuwvie ouaznocmuueckue ucciedo8anusl

B pamkax oOciemoBaHus 11€7€CO00pa3HO MPOBEACHUE CTAaHIAPTHOTO J1ab0paToOpHOTO

MHHHUMYMa, BKIIIOYAIOMIETO 06Hl€KJ'IPIHPI‘ICCKHﬁ N OHOXMMHUYECKHH aHaln3 KpOoBH JIA
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ornpezeNieHusl YpOBHSI OOIIEro ceplieyHO-COCYAUCTOr0 PUCKA, ¢ KOHTPOJIEM JIOTMOJHUTEIbHBIX
apaMeTpoB, IO3BOJIIOUINX MOATBEPAUTh WM HCKIIOUUTH TNPEXOAAILINEe KOPPUTHPYEMBbIE
HapyIIEHHs], TOTEHIIMAJIbHO 3HAUYMMBbIE /ISl BOSHUKHOBEHHS KENyJOUYKOBBIX HapyIIEHUI pUTMa
cepaua.

*PekoMeHIyeTcs mpoBeneHHe o001mero (KIMHWYECKOT0) aHajiu3a KPOBH B paMKax
NEPBUYHOTO OOCIENIOBaHMUS U B MpOLECCe TUHAMUYECKOTO HaOIIOAEHUS Y BCEX MAlMEHTOB C
ey TOYKOBBIMU TaAXHAPUTMUAMU JIJIS1 UCKITIOYEHHUSI COMTYTCTBYIONUX 3a0oneBanuii [83, 84].

PKO IIaC (YYP C, YA 5)

*PexomeHyeTcsi MpoBENEHUE HCCIeIOBAaHUE YPOBHA KpEaTHMHHWHA, HATpuUs, Kayusd,
TJIIOKO3bI, o0mero Oenka, C-peakTUBHOrO Oeika, akKTUBHOCTH aclapTaTaMHHOTpaHC(epasbl U
aJlaHUHaAMUHOTpaHcdepasbl, 001Iero OMIMpyOrHa, MOYE€BOI KHCIOTHI B KPOBU Y BCEX MAIIMEHTOB
¢ )KTA B pamkax MepBHUYHOTO OOCJICTIOBAHUS M B MPOIECCE JUHAMUYECKOTO HAOIIOICHUS IS
WCKITFOUYEHHMSI COIMYTCTBYIOMNX 3a0osieBanwii [85, 86, 87].

PKO IIaC (YYP C, YA 5)

*Bo Bcex cmywasx y manueHToB ¢ JKTA pexkomeHmoBaHo oOcjenoBaHue Ha
MOATBEPKICHNE WM UCKITIOUCHHE TTPEXOAIuX (MOIUPUIIUPYEMBIX) (DaKTOPOB, 3HAYUMBIX IS
BO3HUKHOBeHUsI KA (mpueM cepaeuHbix riuko3uaoB, AAII, ypoBeHb Kaaus W MarHus B
CBIBOPOTKE KpOBH, pu3Haku octporo UM, runeprupeos u ap.) [88, 89].

EOKIC (YYP C, YA 5)

[lanmentaM co 3HaunMbIM yminHeHuem wuHTepBaia QT na OKI' pexomeHnmoBaHO
IpOBEJCHNE KOMIUJIEKCA aHaJIM30B JUIS BBIABICHUS MNPEXOASAIIUX MPUYUH (HAIpumep,
THIOTHPEO3a M TUIEPTUPEO3d, THIOKAIEMHUH, TUIMOKAIBIUEMHH, IpPHEMa JIeKapCTBEHHBIX
IpenapaToB, METa0OIMUECKUX HAPYIICHUH, IPUMEHEHUs Pa3HOOOPa3HbIX AueT U ap.) [88, §89].

EOKIC (YYPC, YA 5)

[Tanimentam, y kotopeix Ha OKI' perucrpupyercs bpyraga-maTrrepH, peKOMEHIOBAHO
IPOBE/ICHUE KOMIUIEKCA aHAJIM30B JJISl BBIABICHUS MPEXOAALINX NMPUYMH (HAIpuUMep, OCTPOro
KOPOHAPHOT'O CHHAPOMa, TPOMO03IMOO0IMHU JIETOYHON apTepuu, nepukapauTa u ap) [72,73;.

EOK IC (YYP C, VI 5)

2.4. Hncmpymenmanvruvie OuazHoCmuyecKue ucci1e006anusl

CKpuHuHnz nayuenmoe ¢ npeononazaemvimu uiu 0oxazannvimu /KTA

Crangapraas OKI' B 12-TH OTBEACHHSIX MOXET CIIOCOOCTBOBATH BBISBICHHUIO NMPU3HAKOB
HACJICJICTBEHHBIX 3a0oieBanuii, cBs3aHHbIX ¢ JKA u BCC, takux kak kananonatuu (CYUQT u
CKHUQT, cunapom bpyraga, KIDKT) u xapamommomatum (AKIDK m I'KMII). Ha CIIC

ykazpiBatoT Takue OKI-mpusnaku, kak Oyokama mydka [wmca, AB Omokama, rumeptpodus
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xkenynouka u 3yoery Q, xapakrepHbii st UBC wim wHOUIBTpaTUBHON KapauOMHUOTATHH.
DONEKTPOIUTHBIE HapymieHus U S(Q(EKThl pa3NUuHBIX JIEKAPCTBEHHBIX MPEmapaToB MOTYT
MPHUBECTH K HAPYIICHUIO PETIONISIPU3AIINN U/WIH YATUHEHUIO Komiuiekca QRS.

N3 uHCTpYyMEHTaIbHBIX METOJIOB IMArHOCTUKH Yale Bcero ucnoiib3ytoT DXOKI', kotopas
B cpaBHeHnn ¢ MPT u KT cepama, sBisieTcss MeHee AOpPOTOCTOsIICH, Ooyee TOCTYIMHOW H
MO3BOJISIET C BHICOKOW TOYHOCTHIO TMAarHOCTUPOBAThH 3a00JEBAaHUSI MHOKApAa, KIAMaHOB cep/la
WIN BPOKJCHHBIE TIOPOKHU cepaua, cBszanHble ¢ KA u BCC [90]. Kpome Toro, y 601bIIMHCTBA
MAI[MEHTOB OHA MO3BOJISET OIEHUTh cUCTOoIMYecKyto ¢yHkiuio JIK u pernonansHoe ABHKEHUE
CEepAEYHOM CTEHKHU.

*BrinosiHeHne OKTI’ (pacmudposka, OInucaHue 51 UHTEPIpETALNs
AIIEKTPOKApANOTpadUIECKUX TAaHHBIX ) B 1 2-TH OTBEJICHUSIX PEKOMEHI0BAHO BCEM MAI[UCHTAM ITPH
MIPOXOXKICHUH 00CIIeI0BaHUsI Ha TpeaMeT BhisiBieHus KA [72].

EOKIA (YYPA, YA 1)

[Ipo6a ¢ no3upoBaHHOW (U3NUECKON HArpy3KOH pEeKOMEHJOBaHa NalMeHTaM, €CIH
U3BECTHO WM Tpenmnonaraercs, uto JKA mpoBOIUpPYIOTCS (PU3NYECKOW HArpy3KOu, s
YCTAHOBKH JMAarHo3a, OMpeAesIeHHs IPOTHO3a OLUEHKH PEe3yJIbTaTOB MEIMKAMEHTO3HON TEPAINU
niu abnanuu [91].

EOKIA (YYP C, YA 5)

*OXOKI nmns onenku ¢ynkiun JDK u IDK u BouBnenuss CIIC pekomeHnnoBaHa BceM
MaleHTaM ¢ MpearnojaraeMbIMd Wi Joka3aHHbIMH JKTA WM MMEIOIIMM BBICOKHUW PHUCK
pazButus Tsoxenbix KA nnu BCC [92, 93].

EOKIA (YYPC, YA 5)

Kommenmapuii. DXOKI cnedyem svinonusame 6cem nayuenmam npu Hanuuuu KA u nooospenuu
na CIIC, a makorce y nayuenmog ¢ 8vicoxum puckom pazeumus KA uiu BCC, nanpumep, npu
OUNAMAayUOHHOU, UNepmpopu4eckol UlU NPagoNCcenry00UKo80U KAPOUOMUONAMUU, A MAKHCe Y
nayuenmos, nepexicusuiux ocmpwiti UM, unu y poocmeeHHUK08 nayueHmos ¢ HacieoCmeeHHbLMU
3abonesanusmu ¢ gvicokum puckom BCC.

*Harpy3ounsrii crpecc-tect (DKI/OXOKI/mepdy3nonnas ogHoPpOTOHHAS SMHUCCUOHHAS
KT ¢ ¢usndeckoil Harpy3koi) pekoMeHJ0BaH marueHTaMm ¢ KA, MMEIONIMM CPEIHION HIIH
BBICOKYIO0 BeposATHOCTh MBC, ucxons u3 Bo3pacta WM CHUMIITOMOB, C IEJIbIO MPOBOKALUU
UIIeMUYECKUX U3MeHeHui i KA, a Takke Jisl yTOUHEHHS MarHo3a v MporHo3a MPpU HATMYUU
KTA, maaynupoBaHHBIX (DU3WYECKONW HATrpy3KOW, WM TOJO3PEHHHM Ha JaHHYIO IMaTOJIOTHIO,
Brirouast KIDKT [92, 93].

EOKIB (YYPC, YIAS)
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Kommenmapuii. Hexomopwvim nayuenmam noxkazana IXOKI' ¢ nexapcmeennot unu
Quszuuecxoui nacpysxotu («cmpecc-2X0p»), 6 mom uucie nayuenmam, y komopvix KA moocem
ObIMb CNPOBOYUPOBAHA UWLEMUEl, A MAKJCe MeM, KMo He NePeHOCUm usuieckue Haspy3Ku uiu
umeem usmenenus IKI" 6 noxoe, umo oepanuuusaem mournocmo IKI 0na onpedenenus uwemuu.

*Brinonnenne MPT ¢ koutpactupoBanuem unu KT cepana ¢ koutpactupoBanuem u IKI -
CUHXpOHM3aIMeN y mannueHToB ¢ JKA pekoMeH10BaHO B citydasx, koraa DXOKI He naer TouHOM
uHpopmanuu o pynkuuu JOK u ITDK u/unm o cTpykTypHBIX M3MEHEHUsIX cepana [8, 73].

EOKIIaB (YYPC, Y1 5)

Kommenmapuii. Ha xauecmeo noumu écex 6uoos uzoopasicenus eiusiem naaudue yacmoix KO.
Cunxponuzayus IKI', oononnumenvHbie nociedogamenvhvie 3a0epAHCKU ObIXAHUS U NPUMEHEHUE
S-aopenobnokamopos ons cuudicenuss YCC cnocobmnsl yuyyuume kavecmeao suzyanuzayuu 8.

[Ipu penkux cumnromax (K NMpUMEpPy, CUHKOMAJIbHBIE COCTOSHUS) U HEBO3ZMOXHOCTHU
peructpannu IKI" snuzona Bo Bpemss XMOKI' pekoMeH10BaHO MCMOIBb30BAHUE HAPYIKHOTO WITH
UMIUTAHTAPYEMOTO TETIEBOTO PETUCTPATOPA IS JOJITOBPEMEHHON PETUCTPAIIUHU IIIEKTPHUIESCKON
AKTUBHOCTH TPOBOSIICH CHCTEMBI CEpAIa C IENbI0 BBISIBICHUS BO3MOXKHBIX TPAH3UTOPHBIX
apUTMUH, CIOCOOHBIX BBI3BIBATh TAKHUE CUMIITOMBI [94, 95].

EOKIA (YYP B, Y1 3)

Hueazuenvie memoowt ouaznocmuxku

*PekoMennyercss mpoBeCTH KOPOHApHYIO aHTUOrpaduio Uis MOATBEPKICHUS WU
UCKJTIOUEHHUS] HAJM4YUS TEeMOJMHAMUYECKM 3HAYMMBIX CTEHO30B KOPOHAPHBIX apTepuil y
MalMEHTOB ¢ )u3HeyrpoxaroummMu KA nnu nepexusimmnx BCC, KoTopble UMEIOT CPETHIO WU
BBICOKYI0 BeposATHOCTh BC ¢ yueTom Bo3pacTta u cumntomoB [96, 97].

EOK ITaC (YYP C, YA 5)

*Ecimn quarno3 AKIDK win mMuokapanTa He MOXET OBITh TOCTaBJICH MIIM MCKIIOYEH Ha
OCHOBaHUU PEe3yJIbTATOB JAPYTUX HEMHBA3UBHBIX HCCIEIOBAHUI U COXPAHAIOTCS MOJO3PEHUS Ha
HaIU4Yue OJHOTO W3  d3TUX  3a0o0JieBaHUN, PEKOMEHIyeTCs  PEeHTIC€HOKOHTpAacTHas
BEHTpUKYJIOrpadus u/mim Ouorcus MUOKap/a MpaBoro xemyaouka [73, 97].

EOK ITaC (YYP C, YA 5)

Baytpucepaeunoe snekrpoduzuonornueckoe wucciaenaopanue (BCODOU) ¢ TICK
ucnosnp3yercs 1 oueHku uHAyknuu KT, xkapTupoBaHHs MOTEHIMATBLHOW 00JacTH alnamuw,
OLIEHKH PUCKOB MOBTOPHBIX 3130708 KT nimn BCC, a Taxxke 11 BBIABICHHS IPUYUH MTOTEPH
CO3HAHUS, BO3MOXKHO, CBS3aHHBIX C HAPYUICHUSAMHU PUTMA, U JUIS ONpPENEICHUs MOKa3aHUU K

MPUMEHEHUIO UMIUTAHTHPYEMOTO KapauoBeprepa-aehudpmmisaropa (MKI***).
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[laniieHTaM, UMEIOLIMM XapaKTepHbIE KITMHUYECKUE MPOsBIICHUS, HO He nMmeromum DK,
3apEruCTPUPOBAHHBIX BO BpEMs MPUCTYIIOB, & TAKXKE B CIIy4asiX, KOT/la TUAarHO3 HE MOKET OBITh
OJIHO3HAYHO MocTaBiieH Ha ocHoBaHuu DKI', 3aperucTpupoBaHHON BO BpeMs MapoOKCH3Ma, s
naaykiuu KT u Bepudukanuu quaraosa pekomenayercs nposeaeane BCOOU [72, 73].

EOKIB (YYPC,YIAS)

*BCOOU pexkomennyercs npu xkamobax Ha OOMOPOKM M TpH TOAO3PEHMH Ha
OpaauapuTMHUI0O WM TaXUAPUTMHIO C YYETOM CHUMIITOMATHKH (HApUMEp, YYalIeHHOE
cepaneOueHne) Wik pe3yIbTaTOB HEMHBA3UBHOTO OOCIIEIOBAaHUS, OCOOCHHO /IS MAIlMEHTOB CO
CIIC [98, 99].

EOKIB (YYPC, Y1 4)

Kommenmapuii. Oomopoku sensomces Hebnazonpusimuvim npusnaxom y nayueumosg co CIIC,
ocobenno npu svipadicennot oucpyuxyuu JUK. Hanuuue y nayuenma neycmouiuusou KT (HYIKT)
no oawHvim XMOKI, obmopoxos u CIIC ¢ 6oavwoii Ooneil 8eposmHOCmU YKA3bléaem Hd
npucymcmeue unoyyupyemou JKT. Ilpu couemanuu CUHKONANbHBIX COCMOAHUL, 3A00]1e6aHUs
cepoya u chudxcennou @BJIK ommeuaemcs 8vbicokas 4acmoma noGMOPHLIX SNUZ0008 apUMMUU
u cmepmenvHulx caydaes, oaxce kocoa BCODU oaem ompuyamenvuvie pezyromamoi. BCODH
yenecoobpazHo 8bINOIHAMG V nayuenmos ¢ ouc@ynxyueti JIK nocie nepenecennoco UM (OB JDK
<40%), no dannoe uccredosanue He AGNAEMCA UYECMEUMENbHLIM MEeMOOOM OJisl NAYUEHMO8 C
Heuwemudeckou kapouomuonamuei. Ipu smom unoyxyus norumopgrou KT uru @K, ocobernno
npu azpeccusHou cmumynsayuu, He sensiemcs cneyuguunvim mapkepom. Ilpu UBC yennocmo
(npedckazamenvHas MOYHOCMb) OuacHocmudeckou ungpopmayuu, noayyernou npu BCIODU,
moorcem docmueams 50%.

*BCO®U pexomenaoBano mis crparudukanuu pucka BCC y manueHToB ¢ CHHAPOMOM
bpyrana, ¢ AKIDK, ograko uHTEpmnpeTanus pe3yJIbTaToB UCCIEA0BaHUS TPEOYET OCTOPOKHOCTH
[98, 99].

EOK IB (YYP B, Y/ 3)

Kommenmapuii. Omcymcemesue unoykyuu KT unu DK 6 xo0e uccredosanus ykasvieaem Ha
Ona2onpuUsAmMHbBII NPOSHO3, 0OHAKO, npocHocmudeckas 3nauyumocmsv unoykyuu KT uiu DX 6
Hacmoswee 8pems He onpeoeena.

*BCO®U ne pexomenayercs s crparupukanun pucka BCC y mammento ¢ CKUQT
(curmpomom kopotkoro narepasia QT) u mpu KIDKT [98, 99].

EOKIII (YYP C, Y 5)

Kommenmapuit. Obvem yeHHOU OuacHOCMu4eckou uHgopmayuu, NOIYYEHHOU C NOMOWbIO
BCO®U, cywecmeenno eapvupyem 6 3a8UCUMOCU OM MUNA U MANCECTU OCHOBHO2O

3abonesanusi cepoya, Hawuuua uiu omcymcmeusi cnoumannou KT, npunumaemvix
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JIeKAPCMBEHHbIX NPenapamos, NPomoKoaia cmumyrayuu u oonacmu cmumynayuu. Haubonvuwasn
yacmoma UHOYKYUU U 80CHPOU3BOOUMOCTb MemoOa ommeyeHa y nayuenmos, nepenecuiux MUM.
Huaenocmuueckas uHgopmamuenocms Omau4aemcs 8 pasHvlx epynnax nayueHmos u 0ObIYHO
oosonvno mana npu omcymemeuu CIIC u uzmenenuu na IOKI' [99] u wacmo oOaem
nodcroompuyamenvhvie pezyiomamol [100]. V nayuenmos ¢ nopmanvroti ¢ynxkyuen JOK u 6e3
CIIC BCO®U moocem cnpogoyuposams Hecheyuhuieckyo maxuapummuio.

Ilposokayuonnvie npoowel 6 ouacnocmuxe /KTA

Axmusnas opmocmamuyeckas npoboa. Ouenka nuHamuku wuHTEpBama QT mnpum
peructpanuu DKI' B xoae opTrocTaTHdecKkoi mpoOsl 00JaaeT TMarHOCTHYECKOW 3HAYMMOCTHIO,
MO3BOJISIA B psjie ciydaeB BeIABUTH Jull, 00ibHBIX CYUQT. Ilocnme nmepexona B BepTUKAIBHOE
II0JIO)KEHUE OTMEUYAETCSl YMEPEHHOE YBEIMUYEHUE YacTOThl CHHYCOBOI'O PHUTMA, NPU ITOM Yy
3I0POBBIX TMAlMEHTOB JUIMTENbHOCTh HMHTepBaia QT ymensmaerca, a y OompHbix CYHQT
IPOJOJDKUTENBHOCT MHTepBala QT yMeHbIIAaeTcss MeHee CyIIECTBEHHO, HE M3MEHSECTCS WU
yBEJIMYMBAETCSl (MAaKCHUMAaJbHO BBIPDAKEHO H3TO y MANUEHTOB | Tuma). Y UIMHEHHE
koppurupoBanHoro unrepaia QT (QTc) B oprocraze Oonee 499—500 Mc sBIsIeTCS OAHUM U3
quarHoctuueckux kpurepues [101, 102].

IIpoba c OosuposanHou Quuueckou HASpY3KOU HA 6e103p2omempe Ul mpeomuie.
HaunGonee mHbopMaTiBHA OlleHKA JIUTENbHOCTH WHTepBasia QT B mepwos BOCCTaHOBIICHUS.
JnutensHocTh MHTEpBaia QTc >445 Mc B KOHIIE Meprojia BOCCTAHOBICHHS (CILYCTsI 4 MUHYTHI
1ocjae OKOHYaHMs Harpysku) xapaktepHa i 601pHbBIX CYUQT 1-ro u 2-ro tunos. Ilpu 3Tom
IuTenbHOCTh nHTEpBaia QTc <460 Mc B Havalie mepro/ia BOCCTAHOBJIECHUS MO3BOJISIET OTJIMYHUTh
6ombHBIX CYUQT 2-ro tumna ot 6ompHBIX CYUQT 1-ro Tuma. Taxxe BenmnunHa natepBaia QTc
> 480 Mc Ha 4-ii MUHYTE BOCCTaHOBJIEHMS [IOCJIE CTPECC-TECTA CUUTAETCSI OAHUM U3 KpUTEPUEB
nuarHocTuku BpoxkzaeHHoro CYUQT (xpurepuii, mo 3HAUMMOCTH CONOCTaBUMBIN C HaJIM4HUEM
anpTepHanuu 3yoma T) [103].

2.5. Huwvte ouaznocmuueckue ucciedoeanus

Memoowt monexynapuo-cenemuueckou u /IHK-ouaznocmuxu

*[IpoBeieHNE KOMILIEKCHOTO T€HETHMYECKOIO aHajlu3a Ha BbBIABICHUE BO3MOXKHBIX
myTaruii B reHax KCNQI, KCNH2 n SCN5A (CYUQT 1, 2 u 3-ro TumoB — Haumboiee
pacripoctpanéHHble (OpMBI 3a00JIeBaHHS) PEKOMEHJIOBAHO BCEM TAIlUEHTaM, UMeWUM
kaunuveckue npossienus CYNUQT, oTAroménHplii ceMeMHbIN aHaMHE3 U YIJIMHEHUE UHTEpBala
QTc, 3aperucrtpupoBanHoe Ha OKI' B 1OKOe WIM TpU MPOBEIECHUH INPOBOKALIMOHHBIX
JTUAarHOCTHYECKUX MPo0, a TakKe BCEM IMalMeHTaM, He uMeromuM xapaktepHbix miass CYUQT

KIIMHUYECKUX CHUMITOMOB, Tipu peructpanuu Ha DKI' ynnunenus unrepBaia QTc >480 Mc B
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npenybepratHoM Bo3pacte U QTc >500 Mc y B3pOCHBIX MpH OTCYTCTBHH JAPYTHX BO3MOXKHBIX
npuuuH yynHenus narepsana QT [104, 105].

EOKIA (YYP C, YA 5)

Kommenmapuii. Memoowvl monexynapHo-eenemuyeckol OuazHOCmMuKy umerom 00abuloe 3HayeHue
6 ouaenocmuxe CYUQT u onpedenenuu npocnoza nayuenmos. Ilpu nposedeHuu KOMNIEKCHbIX
2eHeMUYecKux aHaiu308 Mymayuu yoaémcs ooHapyicums npubauzumensuo y 75% nayuenmos,
HO3MOMY OMPUYAMENbHBIU Pe3yIbmam 2eHemu4yecko20 aHalu3a He no3eousem MNOJIHOCIbIO
uckarouumo ouaenoz CYUQT. B ciyyae ompuyamenvrozo ananuza na mymayuu 6 cenax KCNQI,
KCNH2 wu SCN5A Heobxooumo paccmompems B03MONCHOCHb NPOBEOCHUs. IK30MHO20
CeKBEeHUPOBAaHUs OJi NOUCKA KAY3AMUBHO20 8aApUAHMA Y NPOOAHOA.

*[IpoBeieHHEe KOMIUIEKCHOTO T'€HETHYECKOTO aHajiu3a Ha BBISBICHUE BO3MOXKHBIX
myTaunii B reHax KCNQI, KCNH2 u SCNSA pekomMeHI0BaHO NalUCHTaM, He UMerouum
xapaxkmepnvix CYNQT-cumnromoB, npu peructpanuu Ha DKI' ynnmunenusa narepsana QTc >480
Mc B nipentyoepratHoM Bo3pacte 1 QTc >500 Mc y B3pOCIbIX PU OTCYTCTBUU JPYTUX BO3MOXKHBIX
npuunH ynHenus narepsana QT [104, 105].

EOKIA (YYPC, YA 5)

*B ciyuyae obGHapyxkenus y marmuenta ¢ CYHUQT reHerndeckoil MyTaldu, IPOBEICHHE
CKpUHUHTA, HAIPABJICHHOTO HAa BBISBICHUE ATOW MYyTallMd, PEKOMEHIIOBAaHO BCEM OJIM3KUM
pPOICTBEHHUKAM, JaXe TMpPU OTCYTCTBUM Yy HHX XapaKTePHBIX I OTOro 3a00JeBaHUS
KIIMHUYECKUX NpOosBiIeHUN 1 u3MeHeHu DKI' 115 olleHKM MHAMBUAYJIbHOTO TTporuo3a [105].

EOK IIaB (YYP C, Y 5)

Kommenmapuii. Memoovl mMonexkyiapHo-eeHemuyeckol OUasHOCMUKU maxice pekomMeHO008aHbl
01a ouazHocmuku cunopoma bpyeaoa, oOnaxo cenemuueckue mymayuu y nayueHma yoaémcs
obHapyscumsv auwv npubauzumensvio 8 30% cnyuaes (2eH OCHOBHOU CYOBLEOUHUYLL HAMPUEBLIX
kananos SCN5A), nosmomy ompuyamenbHviii pe3yibmam 2eHemu4ecko20 aHaulu3da He no360sem
HOJIHOCMbIO UCKTIOYUMb Ouazho3 cunopoma bpyeaoa. B ciyuae obnapyscenus y nayuenma c
cunopomom bpyzada cenemuueckoii mymayuu npoeedenue CKPUHUHEd, HANPABIEHHO20 HA
8blsGNeHUe SMOU Mymayuu, pPeKOMeHO08AHO 6cem ONUKUM POOCMBEHHUKAM, oOadxce npu
OMCYmMCcmeuu y HUX XapakxmepHulx 0Jis1 3moeo 3aoonesarus usmenenuil KT

*[IpoBeneHre MOJIEKYISIPHO-TEHETUYECKUX HccheqoBaHui nuuaM, umerommm K-
U3MEHEHUs1 2-ro W 3-ro TUNOB cUHApoMa bpyraga, mpu OTCYTCTBUM Y HHUX KIMHUYECKHX
nposiBiiecHud M otsaroménHoro no BCC cemeliHOro aHaMHe3a B HAcTOsIIEE BpeMsl HeE
pexomenioBano [104, 105].

EOK IIIC (YYP C, Y 5)
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[IpoBeeHre MOJIEKYIISIPHO-TEHETHYECKOTO UCCIIEIOBaHMs Ha OOHapyKeHUE MyTaluil B
reHax RyR2 u CASQ2 pexomennoBano BceM nauueHtaM ¢ KIDKT u nanuenTtam, KIMHUYECKHUE
IPOSIBJIICHUS! KOTOPBIX € OOJIBIION BEPOSTHOCTHIO MOTYT OBITH 00YCIIOBJIEHBI ’TUM 3a00JIEBaHUEM,
0COOEHHO IPH OTATOIIEHHOM CEMEHHOM aHaMHe3e s cTpaTudukanuu pucka [104, 105].

EOK IC (YYPC, YA 5)

*B cnyuyae oOHapykeHHUs y ManyeHTa MaTOTHOMOHMYHOW T'€HETHYECKOM MyTaluu MpH
MOJIEKYJIIPHO-T€HETUUECKOM MCCIICIOBAaHUH, HAITPaBJICHHOM Ha BBISIBJICHUE 3TOW MyTalluu, BCEM
OJIM3KUM pPOJICTBEHHUKAM MAaIlMEHTa PEKOMEHI0OBAaHO MPOBEICHUE MOJIEKYISIPHO-T€HETHUYECKOTO
CKpUHHHTA, JaK€ MPU OTCYTCTBUH Y HUX KJIMHUYCCKUX MPOsBIICHU 3a0oneBanus [ 104, 105].

EOKIC (YYPC, YA 5)

[lauentam ¢ CKHUQT pexkoMeHI0BaHO MPOBEACHUE KOMILIEKCHOTO MOJIEKYJISPHO-
TEHETUYECKOTO CKPUHUHTA (BBIABICHHE HanOosee yacTeix MyTanuidi B reHax KCNH2, KCNQI1 u
KCNJ2) nns BeIsiBIIeHUS TepCcOHANBHBIX prcKOB [104, 105].

EOKIC (YYP C, YA 5)

Kommenmapuii. Cnedyem yuumuviéamv HU3KYIO 4Y8CMEUMENbHOCMb MEMO008 8 OUACHOCHUKE
3a601e6aHUsl.

*B ciiyuae oOHapy»kKeHUs y MalyeHTa NaTOrHOMOHUYHOM reHeTHYeCKON MyTalliy B FeHax
DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 npoBeieHue CKpPUHUHTA, HAMpPaBICHHOTO Ha
BBISIBJICHHE JTOW MYTallid, PEKOMEHJOBAaHO BCEM OJM3KUM PpOJCTBEHHUKAM, AaXKe TpH
OTCYTCTBHHM Y HUX KJIMHUYECKUX MPOsBIIeHU 3a0oneBanus [104, 105].

EOK IC (YYPC, YA 5)

*[IpoBenieHrEe KOMIUJIEKCHOTO WJIM 1I€JIEBOIO T'€HETUYECKOr0 CKPUHUHIA HAa BbBISBIICHHE
Haubosee yacTeix mytanuii B renax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 pekoMeH10BaHO
BCceM nanueHTaM npu nogo3pennu Ha AKIDK [104, 105].

EOK IIaC (YYP C, YAA 5)

*[IpoBenieHrEe KOMIUIEKCHOTO WJIM 1LI€JIEBOIO T'€HETUYECKOr0 CKPUHUHIA HAa BbBISBIICHHE
Hambonee wyacteix MyTammii B reHax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 He
pekoMmeHmoBaHo Tipu HuU3KoW BeposTHocTH AKIDK (Hanmmuume TONBKO OIHOTO Majaoro
nuarHoctudeckoro kputepus) [104, 105].

EOK IIIC (YYP C, Y 5)

Ilamonozoanamomuueckoe uccneoosanue u Mwlekyﬂﬂpuo-eeuemuquKuﬁ anaius y

JHcepme 6He3anHOu cepoeuHoll cmepmu
e AyToOICHsI pEKOMEH/I0BAHA /IJIsl yCTaHOBJIEHUS IPUYMH BHE3AITHOW CMEPTH U BBISICHEHUS
dakToB, sBisercs 11 BCC ciencTBrueM HapylIeHH puTMa WA JPYTHX MEXaHU3MOB (K IPUMEPY,

pa3psIB aHeBpu3MbI aopThl) [104, 105].
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EOKIC (YYPC, YA 5)

*He3aBuCMMO OT CPOKOB MPOBEIEHUS AyTOINCUH, HAPSAY C IMAaTOJIOTO0aHATOMUYECKUM
WCCIICIOBAaHNEM, PEKOMEHJOBAHO BBIOJIHEHWE TAaTOJIOTO0AHATOMHYECKOTO HCCIIEIO0BaHUS
OuoTnCcHitHOTO (OTEepallMOHHOTO0) MaTepuaia cepala, BKII0Yas UCCISIOBAaHNE MEUEHBIX OJIOKOB
MOMEpPEYHbIX  CPe30B  MHOKapjaa O00OMX  JKEIyJOUYKOB, OOJIaJalouMX  JOCTaTOYHOMN
penpeseHTatuBHOCcThIO [104, 105].

EOKIC (YYP C, YA 5)

[TocmepTHOE HccnenoBaHue 00pa3LoB KPOBU U APYTUX OMOIOTHYECKHUX KUAKOCTEH IS
MPOBEJCHUS TOKCUKOJIOTHUECKON U MOJIEKYJISIPHO-T€HETUYECKOM IKCIIEPTU3bI PEKOMEHJOBAHO BO
Bcex ciyuasix HeoowscHumoit BCC [104, 105].

EOKIC (YYPC,¥YAA5

*[locMepTHBINT MOJEKYISPHO-TEHETUYCCKUN aHAIM3 11 BO3MOXXHOUW HICHTH(UKAIIHI
TeHOB, NOTEHLUAIbHO aCCOLMHUPOBAHHBIX C Pa3BUTHEM BPOKJICHHOW MATOJIOTUU CEpALa, CIEeTyeT
paccmarpuBath y Bcex keptB BCC, nmns KOTOPBIX BEPOSTHO HANUYHME KAHAIOMATHNA WIIU
kapauomuonatuii [105, 106].

EOK I1aC (YYP C, Y 5)

2.6. /luaznocmuueckue ucciedo6anus 6 OmoeabHblX KIUHUYECKUX CUMYAUUAX

manugecmauyuu KT u/uru BCC

Haubonee yacto Bcrpeuatorcs cinenyromue BapuanTsl Manugectannu KT w/umu BCC:

- BruepBble BbiBIeHHas HYXKT w/mmm KD (BapuaHTBI: BBISBICHHAs CIy4alHO TNpU
o0cieloBaHUH 10 MOBOAY HHOTO COCTOSIHHS, BBISIBJICHHAsl HAMpaBJIEHHO MPH 00CIeAOBaHUU
MaIlMeHTa ¢ XapaKTepHBIMHU kajgobamu uin puckom BCC);

- BIIepBble Bo3HMKIIAs ycTonuuBas JKT;

- BBDKHBIIIHIA MTOCIIe BHE3aHOH octaHoBKU cepaia (BOC);

- ymepmuii Beaeactsue BOC.

Cryuatinoe 8bisiglieHUe HEYCMOUYUBOU JHCENYOOUKOBOU MAXUKAPOUU

VY mauueHToB ¢ BrepBble JoKyMeHTHpoBaHHOM KA (uwacteie XD, HYXT, YMXT)
HeoOxonuma peructpanus ucxonnoi OKI' B 12 orBepenusix, perucrpauust KA na OKI' B 12
OTBEJICHUSX, KOT/Ia 3TO BO3MOXHO, U BbiltotHeHHEe DXOKI'. [Tpu ciyuaitnom BeisiBiiennn HY KT
HeoOxoaumo momonHuTenbHOoe OKI'-oO0cnemoBanme, B dyacTHocTH, TmpoBeaeHrne XMOKI
MPOJIOJKUTENBHOCTBIO >24 4.

Bnepevie gvisignennas ycmouiyueas MOHOMOPGHAs HcelyOOUKO8As, MAXUKAPOUS
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VY nanueHToB ¢ nepBbIM 3mnu3040M YMIKT nis BBISBICHUS! 3THOJIOTHYECKOW MPUYUHBI
MOTYT OBITH BBINOJHEHBI cledyioue wucciaenoBanus: BCO®U, snekrpoaHaTOMHUECKOE
KapTUPOBAHUE W OUOTICHS MO/ KOHTPOJIEM KapTUPOBaHUSI.

Buiorcuswiuti nocne BOC

Y  anekTpuveckn HecTaOWIbHBIX TanueHToB mociie BOC ¢ momo3peHueM Ha
IPOJOJDKAIOIIYIOCS MIIeMUI0 MuoKapaa nokazaHa KAI. Bcem BepkuBmuM mnocie BOC
pexomenayetcst DXOKI st onieHKH CTpyKTYphl U pyHKIMH cepana. O6ciaenoBaHne ManuenTa,
BeDKHBIIETO nociae BOC 6e3 o4eBHAHON SKCTpakapAHAIbHOW MPUYUHBI, CIIETyeT MPOBOIUTH
MHOTOIPOPUIHFHON KOMaHOW CTEIUAIMCTOB. Y MalMeHToB, BhDKUBIIHNX mocie BOC, ciaemyer
nposectu KT romoBaoro mo3ra/rpygHoit kinetku, eciau pe3ynbraTsl K1 u 9XOKI He mo3BosioT
BbIBUTH cocyauctyro npuunHy BOC. [Ipu nocrymuiennun B crannoHap BebkuBLiero nocie BOC
1eJ1ec000pa3HoO MPOBOAUTH aHAJIN3 KPOBH HA TOKCUKOJIOTMYECKOE TeCTUPOBaHKE U cOop oOpasia
KpOBHU Ha T€HETUYECKOE UCCIIeI0BaHNe (CKpUHHUHT KaHanomnatuii). Bcem BeokuBmmm nocie BOC
0e3 sICHON MPUYMHBI HEOOXOIMMBI BU3yaln3anus KOpoHapHbIX aprepuid 1 MPT ¢ oTcpoyeHHBIM
KOHTPACTUPOBAHUEM TAJOJIMHHUEM Il OLEHKUA CTPYKTYPHI M (YHKIUHU CEplla U CepACUHBIX
COCY/IOB.

/Kepmea enesanuoii cmepmu (BC)

B ciygasix BC He00X011uMO BBISICHUTH TIOJIPOOHOCTH 0OCTOSTENHCTB CMEPTH, CHMIITOMOB,
MPEAIIECTBOBABIIMX CMEPTU, CEMEWHBI aHaMHE3 M H3YyYHUTh MPEAbIAYIINE MEAUIIMHCKUE
NoKyMeHThbI. ClieZlyeT CTpEMUThCS K MPOBEJCHUIO KOMIUIEKCHOTO BCKPBITHS BO BCEX CIIydasix
HeoxumaanHod BC, ocobenHo B Bo3zpacrte a0 50 ner. B cnydasx BC pekomeHmyeTcss COXpaHUTh
O6moobpasiibl, moaxoasume as Beinenenns JJHK, u mpokoHCYIbTHPOBATHCS C KapIMOJIOTOM TPH
MOJO3PEHUHM HA HACJIEJCTBEHHYIO MPUYMHY WIM HEBBIICHEHHOW mpuuuMHe cmeptu. [locne
BHe3anmHOM aputmmuuecko cmeptu (BAC) 1menecoobpasHo TPOBEACHHE TOCMEPTHOTO
TeHEeTUYECKOTO TECTHPOBAHUS, HAIEJICHHOTO HAa BBISBICHHE IEPBUYHOTO JIIEKTPUUYECKOIO
3a00JieBaHUs cep/la, Koraa ymepimii Moo (<50 neT) u/uimu o0CTOITeThCTBA H/MIIA CEMEHHBIN
aHaMHe3 TIOJITBEPKIAIOT IEPBUYHOE IEKTPUUECKOE 3a00IeBaHHE.

PoOcmeeHHuKu ymepuiux om 6He3anHol cmepmu

O6cnenoBanue wWieHOB ceMbu ymepmux oT BAC menmecooOpa3Ho: mis OMKaWmimx
POJICTBEHHUKOB; JIJIsl POJICTBEHHUKOB, KOTOPBIE JOJKHBI OBITh HOCUTEIISIMA MYTAIlUU Ha OCHOBE
aHaJM3a CEeMEMHOro aHamMHe3a; ISl POJACTBEHHUKOB C MOJO3PUTEIbHBIMU CUMIITOMaMU; KOT/Aa
ymepuiemy <50 JeT WIM €ciaM eCTh Jpyrue IaHHble, MpeaAroJiararoiiie HacleJICTBEHHOE
3aboneBanue. O0cienoBanue ceMbu ymepiiero BAC MODKHO BKITIOYATh B Ce0sl TE€HETHYECKOE
TECTUPOBAHUE, €CIIH TOCMEPTHOE T€HETUUYECKOE TECTUPOBAHUE YMEPIIETO BBISIBUIIO MATOT€HHYIO

MyTaLUIo.
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*V manueHTtoB ¢ HemaBHO moarBepxkacHHOW KA (wacteie KO, HYXT, YMXT) u
nogo3penreM Ha CIIC (kpome WMBC) mnocne mnepBOHAYaIbHON OLEHKH PEKOMEHIOBAHO
Beinosinenre MPT cepaua [107].

EOK I1aB (YYP B, Y/ 5)

*Onpoc  (IpOrpaMMHUPOBAHHME)  HMEIOLIETOCS  UMIUIAHTUPYEMOTO  3JIEKTPOHHOTO
ycrporictBa (OKC*** MK/ *** ynu nHOT0) MITM HOCUMOTO yCTPOMCTBA (HallpuMep, MOHUTOPA) C
aHaTM30M 3amucedl BHYTpHCEpAEUHbIX 3nekTporpamm u/mmm OKI pekomenayercs y Bcex
BeDKHBIIMX TTociie BOC [108].

EOKIB (YYP B, YA/ 3)

[laruenTtam, BepkuBIINM nIociie BOC, pexomenayercst mosropHast OKI' B 12 orBenenusix
npu ctabunbHOM putMe (BKimrouass DKI' B BBICOKMX MpEKOpAHAIbHBIX OTBEICHHSX), a TaKXKe
HernpepbiBHOE MoHUTOpUpoBanue DKI' (Hanpumep, XMOKI') [109].

EOKIB (YYP B, YA/ 3)

s@apmMakosiornyeckas npoba ¢ OJOKaTopaMH HATPUEBBIX KaHAIOB (JUIsI BO3MOXKHOTO
BBIABJICHHUSI CHHApoMa bpyraga Wid WHBIX 3JEKTPOPHU3MOIOIMYECKHX OTKIOHEHUH) H
Harpy3ouHas mpo0a peKoMeHayroTcsl BeDKUBIIUM Tocie BOC 6e3 sBHOW OCHOBHOW NMPUYHHBI
[110].

EOKIB (YYP B, YA 3)

*Tokcukonornyeckoe uccieoBaHue pekoMeHaytoTes B cinydasx BC ¢ HeonpeneneHHoi
npuunHou cmeptu [111].

EOKIB (YYP B, YA/ 3)

*Ecniu  mnpu  ayromcum  1MOJO3peBAaeTCS  HACJIEACTBEHHOE 3aboJieBaHuE  ceplua,
pPEKOMEHAyeTCsT HallpaBUTh POJCTBEHHUKOB IEPBOW CTEMEHM POJCTBA JUIA OOCIEelOBaHUS B
KJIMHUKY C HMMEIOIIMMUCS KOMIETCHIMSIMH M BO3MOXHOCTBIO PACIIMPEHHOTO 00CIeI0BaHUs
[112].

EOKIB (YYP B, Y 3)

*B neayroncuiineix cinyyasx BC, korma momospeBaercsi HaciaeICTBEHHOE 3a00JieBaHUE
cepaua, peKOMEHAYEeTCsl HamlpaBlsTh POACTBEHHHKOB IE€PBOI JIMHUU POJACTBA Ui OLEHKU
COCTOSTHUS Cep/ilia B KIIMHUKY C UMEIOIIUMUCS KOMIIETEHLIUSIMU U BO3MOKHOCTBIO PacIIiPEHHOTO
obcnenoBanus [113].

EOK IB (YYP B, YA 3)

*PekoMeHIyeTcsT MUHUMaJbHOE OO0CJeIOBaHHE YICHOB cemMbu ymepmero BAC,
BKJIIOUalolee cOOp aHaMHe3a U MpoBeCHUE PU3UKATBLHOTO OCMOTPA, PETUCTPALIMIO CTAaHAAPTHON
OKTI' ¢ BBICOKMM pacnojoXeHHueM InpekopananbHbix oTBeaeHuil (V1-V2), 3XOKI™ u mpobdy c

¢usnueckoit Harpyskoii [113].
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EOKIB (YYP B, YA/ 3)

*B cempsix ¢ BAC 6e3 ompeneneHHOro auarHosa mociie KIMHHYECKOTO 00CiIeT0oBaHUS
pexoMeHayeTcs HaOII0IeHUE 3a IEThbMH YMEPILIUX J10 JOCTIKEHHUS UMH coBepiieHHOneTus [114].

EOKIC (YYPB, Y1 4)

sapmakosornyeckuif TeCT ¢ OJOKaTOpOM HATPHUEBBIX KAHAJIOB PEKOMEHIYeTCs Yy
ponctBeHHUKOB ymepinx oT BAC B Bo3pacre 16 neT u crapiiie, eciiu HCXOIHOE 00ClIeIOBaHNE Y
HUX W/WIU Pe3yJabTaThl 0cONeI0OBaHUS MpOoOaH/Ia BRI3BIBAIOT MOJ03peHUE HA cuHApoM bpyrana
[115].

EOK I1aB (YYP B, Y/ 5)

3. JleueHnue, BKJII0YAS MeIMKAMEHTO3HYI0 "
HEMeIUKAMEHTO3HYI0 Tepanmmu, AMeTOTEePaNnIo,
00e3001MBaHueE, MeIUIIMHCKHEe NMOoKa3aHus "

IIPOTHUBOINIOKA3aHUA K IPUMCHCHHNIO METOAOB JICUCHUS

3.1. Obwue npunuunsvl e6e0eHUs NAUUCHMOE 6 MOMEHM MHCeaVY00UKOBOUl

maxuapummuu

3.1.1. YerpaneHnue 00paTuMbIX IPUYMH

Oo6patumsbie npuunHbl pazsutus KA moryt cocraBisate 10 50% BCC [116]. Onnako B
OOJBIIMHCTBE CIy4YaeB TPYIHO OMNpeAenuTh OCHOBHYIO mnpuunHy BCC wu sBusiercs v oHa
obOparumoii. Kpome Toro, kpaiiHe Ba)KHO MMOHUMATh, YTO Ul YCTpaHEHHsI 00paTUMON MPUUYHUHBI
KEJTyT0UKOBBIX HapYyLIEHUI pUTMa cepjilia MOXKET TpebOoBaThCs JOCTATOYHO MPOIOHKUTEIHHOE
Bpems. KommiekcHoe oOcnenoBanne mnanueHToB ¢ BCC sBuseTcss 00s3aTeNbHBIM, €CIIH
3a00JieBaHUE CEp/IIa paHee He TUAarHOCTUPOBAIOCH WITH MO03PEBACTCS €T0 MPOTPECCUPOBAHHUE.

[I[py momO3peHNM Ha WHAYIUPOBAHHBIC JIEKAPCTBEHHBIMU MpemapatamMu KA
peKoMeHIyeTca oTMeHa 3Tux npenapartos [117,118, 119].

EOKIB (YYP A, Y 3)

Kommenmapuii. Apummozennoe oeticmsue npenapamos ciedyem 3ano0o3pums y nayueHmos,
NPUHUMAIOWUX  JIeKAPCMBEHHble CPeoCmed, KOmopvle MO2Ym UBMEHAMb INeKMpuiecKue
ceoticmea cepoya (Hanpumep, 8vizvisaiom yuupernue komniekca QRS uiu yonunenue unmepeana
0OT), cnocobcmsyrom HapywieHuro 31eKMpoOIUmHO20 Oananca (Hanpumep, MmMuasuouvlie u
nemuegvle Ouypemuxu). B makux cayuasx HeobOXoouma ommeHa SMux npenapamos u
80CCMAHOBIeHUE INEKMPOIUMHO20 b6aNanca; Kpome moeo, ciedyem uzbezamv npumenenus AAIL
vonunsiowux —ummepean QT  (nanpumep, comanon**) [117, 118]. Pegpaxmepnuvie,

peyuousupyrouue napoxcuzmol KT muna «nupysmy» Ha pone MeOUKameHmo3Ho20 YOJIUHEHUs]
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unmepsana QT, mocym Ovbimb Kynupoeawvl yuawjarowjell mpaHcEeHO3HOU HCenyO0UKOBOU
cmumynayueu.

[Tartuentam ¢ JKA pekoMeHIyeTcsi TMarHoCTUKa 0OpaTUMBIX MPUYUH C MTOCIEAYIOMEH UX
KOppeKIuel (HampuMep, TUcOaNaHC JJIEKTPOJIUTOB, WINEMUs, THIIOKCceMHus, juxopanka) [120,
121].

EOK IC (YYP A, YA 3)

Kommenmapuii. J{ucbanranc o1ekmpoiumos, 6 UACMHOCMU — SUNOKAIUEMUS, — MOXCem
cnposoyuposamv KA, a bbicmpo Hapacmarowas unepkaruemMus Moxicen 8vl36ams ACUCMONIUI0
[122, 123]. Takue ¢axmopwl, Kax Opaoukapous, uwiemus, CHA3M KOPOHAPHLIX apmepull,
mpomoO03, IUXOPAOKA, 20100aHUe U OUema, MO2Ym maKice CHocobcmeosams 803HUKHOGeHUI0 /KA
[120, 124]. Pexomenoyemcsi 3KCMPEHHAS KOPPeKyus dMmux oOpamumvlX HApYyUleHUll.
Tunomaenuemus u/unu eunoxanuemus mo2ym ovlms NPUYUHOU 803HUKHOBeHUs noaumopgHot KT
muna TdP. B/é esedenue #macnus cyrvgpama™* aensemcs sgppexmusnvim neuenuem TdP oadnce
npu omcymcemeuu cunomacHuemuu [125].

[Matmentrl, mepexxuBimme BCC ¢ mpeanonaraemoid oOpaTUMON NPUYMHON, HMMEIOT
BBICOKHU YpOBEHb cMepTHOCTH [126]. B HemaBHeM KpymHOM HaOJIIOAaTEILHOM HCCIICIOBAHUN
[127] y BepkuBmuX mocie BCC, cBszaHHOW ¢ 00paTHMON M KOPPEKTUPYEMOW MPUUYHHOM,
nocienyromas umrantanus MKJ*** Gpina accounupoBana ¢ 601ee HU3KOH CMEPTHOCTBIO OT
Bcex mnpuumH, 3a wuckimoyenneM BCC mnpu octpom WM. Takum o0pa3oM, BO3MOXKHA
npodunaktudeckas wumrmiantanus WKJ*** ¢ yuerom ocHOBHOro 3a0oieBaHusi cepiana u
VMHIUBUYyaJTbHON OIEHKH PUCKA Pa3BUTHS KU3HEYTpoxkarommx KA.

*Ecnu nocie TmartensHON OLleHKH HHIMBUAYaIbHOTO prucka pa3sutus JKA/BCC peunaus
XKT/BCC cuntaercs BBICOKHM, MTALIMEHTaM C YCTPAaHUMOW NpU4nHOM pazsutus KA, HeCMOTps Ha
BO3MOKHOCTH €€ KOPPEKInH, peKkoMeHa0BaHa uMmIutanTamus UKJ[*** [126, 127, 128].

EOK I1IaC (YYP B, Y1 3)

3.1.2. PeanHumManoOHHbIEe MEPONIPUSTHSA

[Ipu BOC (KT c orcyrctBuem mynbca uiaun ®XK) HeoOxomumo (T.e., OJHO3HAYHO
pEKOMEHIyeTCs)  HE3aMEIUTEIIbHOE  MPOBEACHHE  KOMIUIEKCA  CEepACYHO-TIETOYHBIX
peanumanonnbix meponpustuii (CJIP) [129, 130, 131, 132].

EOKIC (YYP A, Y] 2)

IIpu BOC (KT c¢ orcyrctBuem mynbca wim ®PXK) kimouyeBsiM anemerntom CJIP (T.e.
OJTHO3HAYHO PEKOMEHJIOBAaHHBIM) SIBIICTCS SKCTPEHHAS dJeKTprdecKkas AeGuOpHuIaIus cepana
[129, 130, 131].

EOK IC (YYP A, YA 2)
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Jlpu DX/ KT c¢ orcyrctBueM myinbca Tocie Tpex HeIPPEKTUBHBIX IIIOKOB
nehudpUILIATOpa PEKOMEHIOBAaHO BHYTPUBEHHOE OOJIIOCHOE BBeIeHHe amuoaapona** 300 mr Ha
¢done npogomxenust CJIP ¢ nenbio moBeieHUs 3P PEKTUBHOCTH MTPOBOAUMBIX PEAHUMAIIMOHHBIX

MEPOTIPUATHIA U MPEIyNpexAcHUs HeMeIeHHBIX peruanBoB XX T/DX [129, 133, 134, 135, 136].
EOK IA (YYP A, VI 2)

Kommenmapuit. Beeoenue oononnumenvuvix 150 me amuooapona™* pexomenoosano nocie 5
HeapGexmusHvlx U0K08 depubpuniamopa.

*BuyrpuBenHoe (B/B) BBeneHue JupokanmHa** Ha Qone mnponomkenuss CJIP
pekoMmeHayeTcs B ciaydae HeapdekTuBHOCTH — AeDUOPWIIIAIUM WIM  HENPEpPHIBHOTO
PELMINBUPOBAHHS APUTMHUH JUIS TIOBBIIIEHHUS maHcoB KynupoBaHus DX um npemynpexmaeHus

HeMeIeHHBIX peruanBoB XK T/DXK B ciayuae, ecnin amuonapon™* nepocrynen [134, 135, 137].
EOK IIaB (YYP A, Y] 2)

*PekoMeHTyeTCsl pacCMOTPETh BO3MOXKHOCTH B/B BBeIeHHs dnnHePpuHa™** 1 Mr xaxasie
3—5 MuH TIoCIIe BBEICHUS TIEPBOM 103bI B X01¢ okazanus CJIP no BoccranoBnenus 3¢ (HEeKTUBHOTO
KpOBOOOpAIICHHSI, HE3aBUCUMO OT PUTMa, COMPOBOKIAIONIETO OCTAHOBKY KPOBOOOpAIEeHUs, C
LEJIBIO TTOBBIIICHUS 3()(HEKTUBHOCTH MPOBOJUMBIX PEaHUMAIIMOHHBIX MeporpusaTtuii [129, 138,
139, 140].

EOK IIbA (YYP C, YA 5)
Kommenmapuii. Ilo Oannbim KIUHUYECKUX UCCIe008AHUU, NpuUMeHeHue 60.ee 8blCOKUX 003
npenapama He 001adaem npeumyuiecmeom no CPAGHeHUI0 co CMaHoapmuot 003oul 1 me. Bpems
86e0eHUsl Nepeoll 003bl dnuHepuHa™** 3aeucum om cepoeuHo2o pumma, COnpoBONCOAUIe20
OCMAHOBKY KPOBOOODALUeHU!
- npu pummax, noonescamux O0euUOPULIAYUY ULU KapOuogepcuu, nepaas 003a nunedpuna**
8800UMCsL NOCle mpex He3hheKMmUsHbIX WoKos depubpuiiamopa;
- NpU pummax, He NOONEHCAUWUX JIeYeHUI0 UWOKOM Oeubpuriamopa (d1eKmpomexanuyeckas
ouccoyuayus u ACUCMONUsL) nepeas 003a snuneppuna** gooumcs HemeodleHHO nocie YCMaHoB8KU
BHYMPUBEHHO20 0OCMYNA.
Bseoenue nexapcma ne 0oaxcro npepvieams CJIP u 3a0epocueams maxue emMeuiamenbcmed, Kaxk
deuopuiiayus U Kapouosepcusi.

*DKCTpEeHHast AJIEKTpUYECKas KapauoBepCcus PEKOMEHI0OBaHA npu KT,
COTMPOBOXKAAIOMICHCS OCTPHIMH HApYIICHUSMU TeMOJWHAMUKH (CUMIOTOMHAs apTephalbHas
TUTIOTEH3HSI, CHHKOIIAThHOE/TPECHHKOIAILHOE COCTOSIHHE, TPU3HAKH OCTPOU UIIIEMUH MHOKap/a,

oték nérkux/octpas CH) [141, 142, 143].
EOK IA (YYP B, Y/ 3)
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3.1.3. KynupoBanue ycToiiunBoii MOHOMOP(HOI KeTy10UKOBOH TAXUKAPIUHU

Jleuenne manmeHToB ¢ ycrodumBoi JKT MOMKHO MPOBOAUTHCS B COOTBETCTBHH C €€
STUOJIOTHEN M KJIMHUYECKOW KapTuHOW. Ha pucynke 1 mpeacTaBieH ajaropuTM HEOTIIOKHOU
MOMOIIY TIPU PEryJsipHON (PUTMHUYHOM) TaXxuKapAuM ¢ mWUpokuMu KoMmruiekcamu QRS. Jlo3bl
npenapaToB i KynupoBaHus napokcu3moB JKT mpencrasnensl B [Ipunoxenun A3, Tabnuma

A3.2.

Mopao3peHue Ha HXT: Baryckble
npobbl, Np1 HeathheKTUBHOCTH -
#rpudocageHuH (Knacc l1A)

1
na
Y *
MpoKauHaMia™
(Knacc IIA)

AmMoaapoH™*
(Knacc IIB)

- MpoKauHam1a™ \
(Knacc 11A)

AmuoaapoH™
(Knacc 11B)

Pucynoxk 1. Ancopumm Kynuposanus napoxcuzma pe2ynsapHo maxukapouu ¢ WupoKumu
komnaexkcamu QORS.

Ipumeuanue: HXT - namxenynoukoBas tTaxukapaus, KT — xxemynoukosas taxukapaus, BTIDK
— BBIBOJIHOM TPAKT MPABOTO XKeEITy10UKa (afanTUpoBaHo U3 [8]).
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* - NPOKAUHAMUO NPUMEHAEeMCs NpU  OMCYMCMEUU  BbIPANCEHHOU CepOeyHOll
He0OCMamoyHoCmu, 2unomensuu, ocmpozo UM, mepmunanbHoU noueyHou HedoCmamo4HoCmu,
npuszHaxkos cunopoma bpyzaoa

[latuenram ¢  ycroituuBoit moHoMopdHuoit KT (YMXKT) u HectaOuibHOM
reMOJUHAMHUKON B KauecTBE IEpBOHAYANIBLHOM Tepanmuu pPEKOMEHIYeTCS HCIOJIb30BaTh
aeKkTpudecKyto kapauosepcuto (OKB) [136, 144].

EOKIB (YYP A, Y] 2)

Kommenmapuit. KB ne noxasana nayuenmam c peyuousupyiowert HYKT.

VY nanmeHToB co cTaOMIbHON TeMOAMHAMHUKON BayKHOE 3HAUEHHE UMEET perucrpanus 12-
tu KaHainbHOU OKI npu mro6o# Taxukapauu ¢ mmpokumu QRS-kommiekcamu.

IIpy oOxa3aHMM HEOTIIOKHOM MEIULHUHCKOM ITIOMOIIM NApPOKCU3Mbl TaXUKApIUU C
mupokuMu  komiuiekcamu QRS pexomennyercss pacuenHuBath kak KT 3a uckiroueHnem
curyauuii, koraa nuarao3 HXKT He Be3biBaeT comuenus [ 145, 146, 147, 148].

EOKIC (YYPC, Y 4)

Kommenmapuii. Unmepnpemayusi maxukapouu c¢ wupoxumu xomniexcamu QRS xax HXKT
MONLKO HA OCHOBAHUU OMCYMCMBUL OCMPLIX  HAPYUWEHU 2eMOOUHAMUKY  A611emcs
PACNPOCMPAHEHHOU KIUHUYECKOU OUUOKOU. AHmuapummuieckue cpeocmad, Ucnoib3yemole OJisl
kynuposanus KT, a¢pgpexmuenvt u npu HXKT, 6 mo epems kax npenapamol, npumeHsemvie 0s
xkynuposanus HXKT (Heepanamun™*) mozym evizvieamsv cHudxcenue AJ] u npusooums K ocmpvim
HapyuieHuam emoounamuxu y nayuenmos c KT.

[laruenTaM ¢ peryasipHOM Taxukapaue ¢ mupokuMu komruiekcamu QRS  6es
HapylLIeHus] reMoinHaMuKu U nogo3penueM Ha HXXT, pekomennoBaHo mpuMeHeHHE BaryCHBIX
po6 [149].

EOK ITaC (YYP C, Y 3)

[Ipu HedppekTUBHOCTH BaryCHBIX MNpPOO MAMEHTaM C PETYJSPHOM TaxWKapAueh ¢
mupokuMu KomriuiekcaMu QRS 06e3 HapymieHus remogmHaMukd u momo3peHuem Ha HOXKT,
peKOMeHI0BaHO B/B BBeneHUE #Tpudocaneruna [150].

EOK ITaC (YYP C, Y 3)

Kommenmapuu. Hexomopuvie suovt KT, mexanuzm komopwix cesazan ¢ yAM®D-onocpedosannoti
MpueeepHoll AakmueHOCMbIo, MO2ym Oblmb KYNupoeawvl 6/6 eseoenuem #tmpugocadenuna [151].

@IT npu wammuuu JIIIT moxer ObiTh nuarnoctupoBanHa no OKI-marrepny «BLIH»
(«ObIcTpast, mHMpoKas, HeperyisipHas»). OHa Moxer umutHpoBath KT, mostomy criemyer
n30erath B/B BBEICHHS MPENapaToB, KOTOPBIC 3aMemisiioT AB-ipoBoguMocTs (#TpudocaneHuH,

[-G10KaTOpHI, BEparmamMuI, TMTOKCUH U aMuoaapoH™**) [152].
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HeszamemmurensHoe xynupoBanue YMOXKT pekoMmeHmyeTcss maxke TpH CTaOMIBHON
reMOJUHAMHUKEe, TaK KaK y MalueHTa MOXKET MPOU30HUTH OBICTpOE YXYAIICHUE COCTOSIHHSL.
Kynuposanue XT moxer 6b1Th nocturayto KB, ucnons3oBanuem AAIL uinm s1eKTprUUecKoit
kapanoctumyssinuein. Bce AAIT MoryT BeI3BaTh runotoHuio. Kpome Toro, cienyer y4yuThIBaTh
WHIUBUTyATBHBIA PUCK aHECTE3UH/cenanuu mpu nposeaennn DKB.

[Tartuentam ¢ YMOKT 6e3 napymenus remonuHamuk OKB pekomenyercst B kauecTBe
MEPBOHAYAIILHOTO JICYCHHSI IPU YCIIOBHH, YTO PUCK aHECTE3UU/CEaIli HU30K.

EOKIC (YYP A, YA 5)

[lauentam ¢ YMXT wu ycranoBnennoit wnm BepostHou CIIC 06e3 HapymeHus
reMOJUHAMHUKH, PeKOMEHIOBAaHO B/B BBelleHUE pokanHaMuga** [136].

EOK I1aB (YYP B, Y1/ 2)

Kommenmapuin. B uccneoosanuu  PROCAMIO  [136] 6gedenue  npoxaunamuoa™*
accoyuupoganocs ¢ bonee @vicoxol uwacmomotl Kynupoeanus KT u meumvbuwium xoaruvecmeom
Cepbe3HbIX NoOOYHLIX  dhhekmos, no cpasHenuio ¢ amuodaporom**. B/e eeedenue
npokaunamuoa** ne credyem RNpuUMEHAmMb RAUYUEHMAM ¢ MANCEAOU CePOeUHOUl
Hedocmamounocmopto, ocmpoim HM u  mepmunanvnou  cmalueii  nOYeYHOU
Hedocmamounocmu. Y nayuenmos ¢ UK/*** mpanceenosnas xamemepuas onepedscarowjas
(vuawarowas) cmumynayus HCceryoouKo8 No Muny «08epopaiiey Modxcem npueecmu K
xkynuposarnuto KT ¢ onunoii yuxaa KT nudice sanpoepammuposanioii 8 MKJ[***,

[Tartuentam ¢ YMOXKT 0e3 Hapy1ieHus] TeMOAMHAMHUKH, TTPH OTCYTCTBUHU YCTAHOBJICHHOTO
JIMarHo3a, peKOMEHIYeTCs pacCCMOTPETh BO3MOXKHOCTD B/B BBEJICHHs amHroiapoHa™™* [136].

EOK IIbB (YYP C, Y 3)

e[larimenTam Cc ycraHoOBIeHHOW uauomarudeckoir KT 0e3 HapymieHus reMoIuHAMUKH
pexkoMenayeTcs B/B BBeAeHueE B-aapenodnokatopa (mpu XKXT uz BTIDK) nnu #Bepanamuna™* wnm
#rpudocanennna (npu dacuuxynspuoit XKXT, mpu XT uz BTIDK) [153, 154].

EOK IC (YYP A, YA 3)

*B/B BBeneHue #Bepamammna®** He peKOMEHIyeTCs Ui KyNMUPOBaHHUS TaXWUKapIUU C
mupokumu komruiekcamu QRS HenzBecTHOM sTHONOTMH [155, 156].

EOK IIIB (YYP A, YA 3)

Kommenmapuii. #Bepanamun** s¢pgpexmusen ons xynuposanus acyuxynapuou KT [154], no
Modicem 8bl36AMb MANCENYIO SUNOMEHUIO.

Bcectoponnee oOcienoBanue mamueHToB ¢ ycronuuBor JXXT sBisercs o0s3aTebHBIM,
€CIi  OCHOBHOE cepieuyHoe 3a0ojieBaHME HEW3BECTHO WM  BBICOKOBEPOATHO  €ro
MPOrpeccupoBaHre. AJTOPUTM JACHCTBUI Bpaua B OTHOIICHUH MAI[MEHTA C IEPBUYHBIM SITU300M

YMXT npencrasinen B Ilpunoxenun b (pucynok 1b).
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3.1.4. Benenne nauMeHTOB € 3JIEKTPUYECKHUM IITOPMOM U HelpepbIBHOI

JKeJIyI0YKOBOM TaxXuKapauen

DNEeKTpUYECKUi ITOPM HEpeaKo BeTpevaercs y mauueHToB ¢ UK/[*** [157, 158, 150]. ¥
NAl[MEHTOB, TMEPEHECHIMX  AJIEKTPUYECKU  IITOpM, HAOMIOJAIOTCS  TICHXOJIOTMYECKHe
paccrporictBa, nekommeHcanus CH wu nossimaercs puck cmeptu. [160, 161]. Tsokects
AIIEKTPUYECKOTO IMITOPMA MOKET BAPbUPOBATH OT PEIUIUBUPYIONIUX OECCUMITOMHBIX SMTU30/10B
KT, xynupyrommxcst  #TpudoCageHMHOM, [0  JKU3HEYIPOXKAIOUIEH  3JIEKTPUYECKOM
HECTaOMIBHOCTH C peruauBaMu JKA mocie 4acThIX MHOKECTBEHHBIX MOKOB. Yacteie moku MK/
MOTYT ObITh HeMOTHBUpOBaHHBIMH. Ha pucynkax 2A, 2b, 2B. (Ilpunoxenue b) npencraBiex

AJITOPUTM BCACHUA MAITUCHTOB C 3JICKTPUYCCKUM HITOPMOM HJIM TIOBTOPHBIMU MIOKaAMH I/IKH
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War 1

ﬂmmmau Otk/IIoueHne

nporpam- MKA*** MarHuTom, Kynuposative

MHPYeMbIX | eC/I Crieynanmer no |~ g0 o

napameTpoB | NPOrpaMMUPOBaHMIO
MKA** MK HepocTyneH
Knacc 1) (Knacc |)

OnTmuaau Otknouenune MKA™*
nporpam- MarHuTOM, ec/u
MHPYeMbIX cneyqanmer o |
mapameTpoB | MpOrpamMMUpOBaHMIo

MKA** MKAHepocTyneH

L(Knacc 1) (Knacc 1)

(Knacc 1)

War 3 l

CM. pucyHok 2B CM. p1cyHok 2B

Pucynok 2A. Anroput™M BeAECHHUS MALMEHTOB C 3JIEKTPUYECKHM IITOPMOM HIIH

NOBTOpHBbIMU pazpsiaamu UK.

Ipumeuanue: WK]| — wumminantupyemslii kapauoseprep-aedubpmwuarop, OII —
¢ubpumsaus npencepauii, CBT — cynpaBeHTpukynspHas taxukapams, KA — kKeaymzodkoBas
aputmust, KT — xxenynoukoBast Taxukapaus (aaantupoBaHo u3 [8]).
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MonumopdHasa KA

3Tronorua KA
( [ [ ;\ 1
OcTtpaa BHewHwre nonrMmopdHaa BTopHUHBIN BpoeHHble
Uemma q3aKTOPbI KA u3 CVMQT KaHasnonatuu
0AHOodOKYCHOro
TpMrrepa )
v ' )
CuHapom Mamonatuueckan
Bpyraaa O CYMQT, KMAKT
Cm. pasgen  Jlevenme Katetepran | [ Jledenme || KarerepHas #Bepanamun™ beTa-agpeHo-
3.3.2.1 «OKC [ brous a6nauua MPUUMH, abnauyn (Knacc 11A) | | 610kaTopel (Knacc 1)
v Bbl3BaBLUMX (Knacc II1A) BbI3BaBLUMX (K 11A)
1 ocTpbi UM> WA CYMQT nacc
. (Knacc 1) (Knacc 1) KaTeTepHas IneKTpoKapAKo-
/ a6nauua CTUMYNAUMA
#Maruma M3-Tpurrepos (Knacc 1)
cynbdat**/ (Knacc 11A)
Y#Kf;m #Marnma cynopar™*
Xnopuz #Kanna xnopug
B/B (Knacc 1) B/B (Knacc [)
3nekTpo- AAT
KapA1o- B COOTBETCTBMM
CTUMYNAUMA | C OCHOBHbIM
(Knacc 1) | 3aboneBaHem
N—— (Knacc ll1A)
l ABTOHOMHas
MOAYAALMA
—» Peunausupyiowan KA  «— (Knacc 11A)

l

[ny6okana cepauma/mHTyGauma
(Knacc Il1A)

MexaHWuyecKaa noggepKa
KpoBoobpauweHus (Knacc [IB)

PI/ICYHOK 2b. AJ'II‘OpI/ITM BCACHHUA ITAIMUCHTOB C 3JICKTPUYCCKHUM ITOPMOM HJIN

noBTopHBIMU pazpsaamu MK/ (mponomkeHue pucynka 2A).

Ipumeuanue: XA — xenynoukoBas aputmust, CYUQT — curnpom yanmuaenHoro uaTepBana QT, @K —
dbubpmmsus xemynoukoB, KIDKT — karexomaMuHeprudeckast moauMopdhHas KTy I09KoBast
taxukapausi, OKC — octpblii kopoHapuslid cuaapoM, UM — uadapkT Muokapna, K3 — xxenymoukoBas
9KCTPACUCTONHS, B/B — BHyTpuBEeHHO, AAT — aHTHapuTMHUYecKas Tepanus (aanTHpoBaHO u3 [8]).
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MoHomopdgHas KA

v

2
Bpems KA
( 1 |
Bbicokoe Huskoe
ONTHMM3aLMS napameTpos MKA™ ~ OnTummsaums napametpos MK/ **
(Knacc 1) , (Knacc 1)
Beta-610KaTopbl/ cefauus l
(Knacc |)
AMMOAAPOH M/ aMMUOZapOH ._@
AmnopapoH He xenateneH? N\
(Knacc )

AAT B COOTBETCTBHM
€ OCHOBHbIM JMarHo3om
U (YHKLMOHAIBHBIM
COCTOAHMEM

na
Peuuaveupytowas KA
l Peunpusupytowan KA
KartetepHas abnaums KatetepHas abnauus I
(Knacc 1) ; (Knacc 1)

Iny6okas cefauma/uHTybaLma
(Knacc 11A)

ABTOHOMHas MOAYNALMS
(Knacc 1IB)

MexaHWueckas noaaepxka
KpoBoobpalyeHua (Knacc IIB)

Yualatolas KapamMoCcTUMyNALKS
no Tumy «oBepapans>

P HCYHOK 2B. AHFOpI/ITM BCACHHUA IAIMCHTOB C J3JICKTPUYCCKUM LITOPMOM HJIIH
noBTOpHbIMU pazpsaamu MK/ (mpoxomxenue pucyHka 2A).
IHpumeuanue: XA — xxenynoukoBast apurmusi, UK/l — uMItanTHpyeMblii KapauoBepTep-AehuOprLIsTop,
AATI — auTHApUTMUYECKHE Mpenapathl (a1anTupoBano u3 [8]).

¥ bpems KA (mna XKD M KenyJZOYKOBBIX PHTMOB): JONS JKEIYJOYKOBOW DKTONUYECKHUIA
AKTUBHOCTH OT OOILET0 YHCIIa CEPIICUYHBIX COKPAILICHUH B TEUCHHUE TIeproia HaOMI0eHUS IPH IPOBECHUN
xontepoBckoro DKI-MOHMTOPHpPOBaHUS WIM MO JAaHHBIM HMMIUIAHTHPYEMOTO aHTHAPUTMHUYECKOTO
YCTpOICTBA.

[Ipu wacTeix HeMOTHBHpPOBaHHBIX pazpsgax MK*** (mampumep, uz-3a HXT wnmm

JMCIIOKALMU BHYTpUCEPAECUHBIX A1eKTpoaoB, Tpu HY KT unum nocrosuno pennausupyromeit XT,

KOTOpas MpeKpamaercs 1 BO300OHOBIISETCS CIIOHTAHHO), pEKOMEHyeTcsl oTkitoueHne MKJ[***.
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Ecnu cnemmanuct mo HACTpOWKE HWMIUIAHTHPYEMBIX aHTHapuTMUUYecKuX ycTpoirctB (MAY)
HenoctyneH, MKJ[*** M0XHO OTKIIIOUUTH, TOMECTHB MAarHUT HaJl YCTPOMCTBOM.

[Tpu HecTaOMUIBHON reMOAMHAMUKE PEKOMEHAYETCS HCIOJIb30BaTh pacuipeHHyio CJIP
[162]. TpeOyroT KOpPpEeKIMU OOpaTHMBbIE COCTOSHHUS, CHOCOOCTBYIONIME BO3HUKHOBEHHUIO M
noanepxkanuto KT (cMm. paznen 3.1.1). JlanbHeiimee Je4eHre 3aBUCUT OT BHUIA U 3THOJOTHH KA
[159, 162]. [Jlns neueHust dYacto TpeOyeTcs KOMIUIEKCHBIM TOAXOJ, BKIJIIOYAIOIIUI
nepenporpammupoBanne MKJ[*** npu neobxomumoctu, BBeaenue AAT, cemaumio, KA,
MOJIYJIALIMIO aBTOHOMHOW HEPBHOW aKTUBHOCTH (HEHPOMOMAYJISILIMIO) U HUCIIOJIb30BAHUE CPENICTB
MEXaHUYECKOM MOIEPKKU KPOBOOOpaIlIeHHS.

Jlerkas u ymepeHHas cefanysi peKOMEHAYETCs MAalUEHTaM C 3JIEKTPUYECKUM IITOPMOM
JUISL YMEHBIIEHHUS ICUXO0JI0TMYECKOI0 CTPECCa U CHUYKEHMSI IPOAPUTMOTEHHOIO CUMITATHYECKOTO
TOHYCA.

EOKIC (YYOA A, YA 5)

[Taunenram co CIIC M 31€KTpUUECKUM LITOPMOM IIPH OTCYTCTBHM NPOTHBONOKA3aHUMN
PEKOMEHJOBAaHO Ha3HAauYeHUe [-aJpeHoOI0KaTOpOB (IIPEANOYTHTEIHHO HECEIEKTUBHBIX) B
COUYETaHMH C B/B BBEJICHUEM amMHoiapoHa™™* [163, 164].

EOK 1B (YYP A, Y/ 3)

Kommenmapuii. Haubonee uacmo npumeHaomcs HeceleKmughvie [-a0peHoO10Kamopbl, maxue
Kak #nponpanonon™*, xomopwiii npesocxooum no s¢hghexkmusnocmu memonpononr** [164], B
KOMOHWHAIIMK ¢ aMHOJapOHOM**[165].

Ucnons3zoBanne takux AAIL xak nmpokanHamun™*[166] win munokana**[167], 3aBUCUT
OT KOHKPETHOM KJIIMHUYECKOW CUTyaluu, Buaa u atuosaoruu KA.

Ecnmu  snekTpudeckuid IITOPM C MHOXKECTBEHHBIMHM HIOKaMH  J1e(UOpHILIATOPA
COXpaHsieTCs B TEUEHHE HECKOJIBbKHUX YacoB, HECMOTps Ha AocTynHyio AAT, cnenyeT paccMOTpeTh
BO3MOXXHOCTh NPUMEHEHHUS TJIyOOKOW cegaluu/MHTyOalMu Hapsay C HCKYCCTBEHHOMU
BEHTWJIsILIUEH JieTkux [168].

*I'mybokast cemanms ¢ MHTyOaluell peKkoMEHJOBaHa MAaIlMeHTaM C PE3UCTEHTHBIM K
MEJIMKaMEHTO3HOW TepaIuu JIEKTPUIECKUM TopmMom [168].

EOK IIaC (YYP B, Y1 3)

*B/B BBeneHue #marnus cynbhara** ¢ goOaBieHHEM #Kalusl XJIOpHIa PEKOMEHIYETCS
nanuenTam ¢ JXKT tuna «ampyst» [125].

EOK 1B (YYP A, Y1/ 4)

*TpaHcBeHO3Hasl KaTeTepHas ydallaroliasi >KeIyJ0YKOBas CTUMYJIALUS PEKOMEHAYETCs
narrentam ¢ npuodpereHHbiM CYUQT u peumauBupyromeit KT Tuma «mupyst», Hapsagy c

KOPPEKIIMeH COMyTCTBYIONIECH MaTOJIOTHH U B/B BBEICHUEM #MarHus cyibdara™**.
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EOK 1C (YYP B, Y/ 5)

*KA pekomeHyeTcst marueHTam ¢ HenpepbiBHOW JKT Hin 3JIeKTpUYECKUM IITOPMOM TPH
orcytcTBuM 3¢ dekra ot AAII [169, 170].

EOK 1B (YYP A, Y/ 3)

*Boinonnenne KA peKkOMEHIIOBAaHO MalMEHTaM C PEHUAUBUPYIONIUMU SMHU30JaMU
XKT/DXK, BpI3BaHHBIMU aHATOTUYHBIME 110 Mopdosoruu komriekca QRS X3, pesucreHTHBIMEU K
MEIMKAMEHTO3HOU Tepanuu win 0e3 3ddexra oT KopoHapHOU peBackymsipuzamuu [171, 172,
173,174].

EOK I1IaC (YYP B, Y1 3)

Kommenmapuii. Haubonee pacnpocmpanennotl apummuel, nexcaujel 8 0CHO8e 21eKMPU4ecKo2o
wmopma, aensemcs YMKT, ceazannas co CIIC, komopas xopowo ycmpansemces KA [160, 175].
Pempocnexmuenwiii ananus noxaszan, ymo ycnewiHas abaayus accoyuupyemcs co 3HayumeabHbim
CHUdICenuem yacmomsl peyuoueos KT, anekmpuueckoeo wmopma u yayduieHuem 00120CPOYHOU
sviocusaemocmu [169, 170]. V nayuenmos ¢ nenpexpawarowetica meonennou monomopgnou KT
KA npeonoumumenvuee mepanuu AAIL, komopuie mocym evizeams euje bonvuee 3ameonenue KT.

Ecniu nedenue [-agpeHoOiokaTopaMu JJii  CHUKEHMSI CHMIIATUYECKOTO TOHYca
HEJOCTAaTOYHO WJIM IJIOXO MEPEHOCHMO, HEKOTOPHIM MalMeHTaM MOKET MOMOYb aBTOHOMHAas
MOJIYJISILIMUSI, HAPUMEpP, UYPECKOXKHasi OJiokaga 3Be3quarhix ranrinueB [176], TopakanbHas
sanuaypaibHas aHecTe3us, [177] wiu 1eBOCTOPOHHSS cUMIaTHIecKas AeHepBanus cepaua [178].

[laieHTaM ¢ DIEKTPUYECKUM IITOPMOM, pe(pakTepHbIM K MEIUKaMEHTO3HOMY
JICYEHUI0 U TpU HEdPGHEKTUBHOCTH WM HEBO3MOKHOCTH KA, pekoMeHayeTcss paccMOTpeHue
BO3MO>KHOCTH BO3JICHCTBUS HA aBTOHOMHYIO HEPBHYIO peryJysiutio (Hepomoaysius) [176, 178,
179].

EOK IIbC (YYP B, Y 3)

[Ipu oanmekTpuueckoMm 1mTopme, pedpakrepHoM K AAT, CONMpoOBOKIAIOITAMCS
KapAMOTCHHBIM IIIOKOM, PEKOMEHIyeTCSl pACCMOTPETh BO3MOXXHOCTh IPUMEHEHUSI MEXaHUIEeCKOU
NOIIEPKKH KpoBooOparienws [180].

EOK IIbC (YYP B, YA/ 3)

Kommenmapuu. Ilpumenenue cpeocms mexanuyeckou noooepiucKU KpOo8oOOPAUEeHUS MONHCEm
Ovimb  npumeHneHo 0N CMAOUU3AYUU 2eMOOUHAMUKY, KO0204 MPAOUYUOHHAS Mepanus
Heahhexkmusna, u 01 obecneyeHuss NOOVEPIHCKU KposoobpaweHus 6o epems abnayuu [180]. B
HedasHo onyonuxosannom memaaraiuze [181], exnrouarowem 2465 nayuenmos, nHaba00anacs
3HAUUMeNbHO OoJlee HU3KA CMEPMHOCMb NPU NPOPUIAKMUYECKOM NPUMEHEHUU MEXAHUYECKOU
N000epHCKU KPOBOOOpaujenus cpeou nayueHmos, cmpaoarouwjux 1eKmpuieckum umopmom uiu

umerouux evicokutl puck no wkare PAINESD [182]. Hanpomus, sxcmpennoe ucnoiv3oeanue
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MeXaHUu4ecKoll no00epHCKU KPOBOOOpaweHus 60 epems abnayuu Obllo C8A3AHO C BbLCOKOU
yacmomoui cmepmu [183].

Y  nauMeHToB € 3JEKTPUYECKUM  IITOPMOM, BBI3BAHHBIM  PELUIUBUPYIOLICH
napokcusManibHod KT wmmm ®XK, nmanpHeimas jedeOHas TAaKTUKA ONPENEISeTCs OCHOBHOM

NPUYMHOM, BbI3BaBIIeH JKA.

3.2. Qowue npunuunst OJUMENbHO20 J1eYeHUS

3.2.1. MeaukaMeHTO3HOE JIeUeHue

Baxueiimmm ycinoBuem ycnemHoro jedeHus KA u npeporpamenus BCC sBusercs
3 PeKTUBHOE JIeueHNEe OCHOBHOTO 3a00JIeBaHUs cep/ila U COMyTCTByIoUmx 3adoneBanuii. UbC
SIBJIIETCS. OCHOBHOM matojorueil cepaua, sasiswomeiics npuunHoi JKTA u BCC. Jleuenue
OCHOBHOTO 3a0oisieBaHus, sBisironierocs npuunHoit Bo3HukHOBeHUs KTA u BCC, momxHO
OCYILIECTBIAATECS B COOTBETCTBUU C JEHCTBYIOIIMMH KIMHUYECKMMHU PEKOMEHIALMIMHU IO

paccMaTpuBaeMbIM 3a00J1€BaHUSIM/COCTOSTHHSIM.

OnTuMansHOE MEIHUKAMCHTO3HOEC JICUCHHUE OCHOBHOI'O 3a00JIeBaHUS cepana, BKIHOYas

MaKCHUMaJIbHO IEpEHOCUMBIE J103bI JIeKapcTB 1o noBoay XCH, sBnsercs obsa3arensubM [184].

*Y namuentoB ¢ XCH co cHmwxkenHor @B JDK pexkoMmeHayercs NpHUMEHEHUE
uAIIO/APA/APHU, aHTaroHNCTOB MUHEPATOKOPTUKOUIHBIX PEIETITOPOB, 3-aApEeHO0I0KATOPOB
u uHI'JIT-2 nns camxenust cmeptHoct oT CH u BCC [185, 186, 187, 188, 189, 190].

EOKIA (YYPA, YA 1)

AAII urpatroT BaKHYIO pOJib B KaueCTBE AOIOJHUTEIBHONW Tepanuu Ipu jeueHuH KA,
0COOEHHO Yy CHMITOMHBIX manueHToB. Jlo cux mop Hu oamH AAIlL 3a uckimoueHuem f-
aIpeHO0I0KATOPOB, HE MPOJEMOHCTPUPOBAII CHIDKEHHSI CMEPTHOCTH OT BeeX MpuuuH. Kaxbrii
mpenapar o0JiazlaeT 3HAYUTEIbHBIM TOTCHIIMAJIOM BO3HUKHOBEHHS TOOOYHBIX 3(P(HEKTOB,
BKIIOYas mpoaputmuto. Hampumep, muorounciennsie AAIL, a Takke OOJIbIIIOE KOJTHMYECTBO
IpernapaToB ¢ APYTMMU TEPANEeBTHUUECKUMHU TOKA3aHUSMU, MOTYT yAnuHATH wHTEepBan QT

(http://www.crediblemeds.org) 1 mpoBorupoBaTh BO3HUKHOBeHHE JKT THITa «ITUPYIT», OKa3bIBATh

OTpHUIIATENbHBIN XpOHOTpOmHBIA 3hdekT, ycyryomsass CH, a Ttakxe BBI3BIBaTH OpaguKapauio.
Hexotopsle mnpenapaTsl mOBbIIIAIOT puck KA y manveHToB ¢ CHHAPOMOM bpyrama

(http://www.brugadadrugs.org).

Bri6op neueOHoro moxxoxa mpu KA OCHOBBIBAaeTCS Ha HAJTUYUU JIMOO OTCYTCTBUH Y
naruenta npusHakoB CIIC wimn/u mucdynkuun JOK. Ilepeuens ocHoBHBIX AAII, moka3zaHus k

Ha3HAYCHMIO, 036l U T0O0YHBIC A eKkThl mpuBeacHBI B [Ipunoxennn A3.
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Meoukamenmosunan anmuapummuueckas mepanua (AAT) ocenyooukoeoii
IKmonuueckou akmuenocmu y nayuenmoe 6e3 CIIC / oucghynkuyuu JIJK

*V manmenToB 6e3 CIIC pexoMeH0BaHO JIeKapCTBEHHOE TMoAaBieHue yacToi KO, ecnu
apUTMHUSI COTIPOBOXKIACTCS KIMHUYECKOH CHMITOMATUKOM, 1100 ee KonnyecTBo mpebimaet 10%
OT O0OILIero KOJUYECTBa CEepACYHBIX cokpameHui mo gaHHeiIM XMOKI u npuBomut K
pemoaenupoBanuio JIXK 1 CHIDKEHHMIO COKpAaTUTENBbHON ciocoOHOoCcTH MUoKapaa [191, 192, 193,
194, 195, 196, 197].

EOKIC (YYP A, YA 3)

Kommenmapuii. Ilepeo nasnauwenuem AAIl eadicho ybeoumwvcs, umo KO e sensiemcs
cneocmeuem oopamumvlx npudur (cm. pazoen 3.1.1.). B omcymemeue CIIC /oucynxyuu JDK,
MAax Ha3vl8aemas «UOUONAMUYECKASL) HCENYOOYK0BAs IKMONULECKAs AKMUBHOCHb MOdicen DblMb
npedcmasiena 6 suoe oounounou, naprou K3, HYKT, a maxoce ananocuunvix nposseieHuil
arcenyooukogotl napacucmonuu. Ilayuenmot 6e3 CIIC /oucgynxyuu JOK umerom 6razconpusmmwiii
NPOCHO3 6HE 3ABUCUMOCMU OM BUOA IHCELYOOUKOBOU IKMONUYECKOU aKMUBHOCMU, 00uje2o
konuwecmea KO 6 cymku u eenuuumvi unmepsanra cyennenus KO u He myscoaromcs 6
npogunaxmuxe BCC [191, 192, 193, 194, 198, 199].

«JlJIs1 1OJaBIIEHUsI 4acCTOM, CUMIITOMHOW YKEIyJAOYKOBOM 3KTONMUYECKOM aKTUBHOCTH Y
nanuenToB 6e3 CIIC/mucdynkuu JIK pekomennoBano HazHaueHue B-aapeHobmokaTopos, AAII
I xmacca (nmo kmaccudukanuu E. M. VaughanWilliams B momudukanmuu B. N. Singh u D. C.
Harrison), 010kaTopoB “MeJIEHHBIX KaJbI[MEBBIX KaHAJIOB C MPSIMBIM BIUSHUEM Ha CEple
(#Bepamammia), coranona u amuonapona (cMm. IIpunoxenune A3) [191, 192, 193, 194, 195, 196,
197].

EOK I1aB (YYP C, YA 5)

Kommenmapuit. Haubonee s¢ppexmusnvimu cpeocmeamu nooasnenus K93 senaromea AAIl IC
knacca (nponagenon™* ,  OusMUIAMUHONPONUOHULIMOKCUKAPOOHULAMUHOPEHOMUASUH* U
JannakoHumuua 2uopoopomud**), a marxowce AAII Il knacca (comanon** u amuooapon™*). Ilpu
yacmotl, cuMnmomuou MmoHomopgunou K3, ucxooawei uz oonacmu BTIDK unu ¢pacyuxynsapuoii
KO uz JDK, KA pexomendyemcs kak memoo nevenus nepgoco eévioopa [197, 200, 201, 202].
llepeuenv npenapamos, pekomeHOo8anHvIX Ons NeveHuss /KA, ¢ ykasanuem ux cmamoapmuuix
mepanegmuueckux 003, npeocmasner 8 Ilpunoxcenuu A3.

*YUYuTBIBast BBICOKYIO BEPOSITHOCTh Pa3BUTHUS CEPHE3HBIX IKCTPAKAPIUATHHBIX TTOOOUHBIX
3(EeKTOB MpHU UUTETHHOM MTPUMEHEHUH aMHOJapoHa™*, y MallueHTOB ¢ «UAUOIMATHUYCCKUMU)

KA naHHBIA mpenapaT HE pPEeKOMEHIyeTcs B KauecTBe mnepBou JHMHUUM AAT, HO TOJIBKO TpHU
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CUMIITOMHON aputmMuu uiu npu cHmwkeHnn DOBJDK wu ycnoBum HesddexTHBHOCTH WIH
HenepeHocumocTu apyrux AAII [203].

EOK IIIC (YYP C YA 5)

[Ipu wammumu npuctynoB YMXT y manuentoB 6e3 CIIC /muchynkumm JDK, s
npo(UIAKTUKA TMOBTOPHOIO BO3HMKHOBEHHS AapUTMUU pPEKOMEHJOBAHO Ha3HaueHue [3-
anapeHoOIokaTopoB, #Bepanammna**, a takke AAII I knacca, cotanona**, amuogapona** [204,
205, 206,

EOK I1aB (YYP C, YA 5)

Kommenmapui. C nosuyuu pucka BCC, 6 Oonvwuncmee ciyuaesd nayuewmosl C
uouonamuveckumu KT umerom 61a20npusmmbIl NPOSHO3 HCU3HU, OOHAKO OAHHblE APUMMUU
MO2YM CONPOBOAHCOAMBCIL BLIPANCEHHBIMU HAPYULEHUAMU CUCTEMHOU 2eMOOUHAMUKU (0OMOPOK,
OMEK NE2KUX), a NpuU ONUMENbHO NEPCUCMUPYIOUEM MeYeHUU — NPUBOOUMb K NPOSPECCUPYIOUEMY
CHUICEHUIO COKPAMUMOCIU MUOKAPOA U PA3BUMUI0 MAXUKAPOUOMUONAMUU. DU COCMOAHUS NPU
omcymemeuu d¢pghexmusenou AAT mocym 3HauumenbHo yXyouams Ka4ecmeo HCU3HUu NAYUeHmos.
Buwibop npenapama ona AAT c yenvio npogunakmuxu peyuousos KT 0ondcer ocyuwecmsensimscs
C YUEMOM UHOUBUOYATILHBIX NPOBOYUPYIOUUX PaKMOPOo8 U XapakmepHulx 015 pa3uwix popm KT
usmenenuti  IKI.  B-adpenobroxamopvl  senaomcs  npenapamamu  evioopa npu KT,
APOBOYUPYEMbIX (PUZUYECKOU HASPY3KOU UTU IMOYUOHATbHBIM cmpeccom. TIpogunakmuueckuil
npuém #eepanamunra™* yenecoobpazen ons nevenus nenapokcusmanvrou KT u npedynpescoenus
NApoOKCU3MO8 PacyuxyiapHol Jnegodxceryoouxkosol maxukapouu. Haubonee 3¢hghexmusnvimu
cpedcmeamu nPedynpeNcoerus peyuousos napokcuzmaibHou monomopgrou KT aensomes AAIT
IC knacca u amuooapon™*. Comanon**, eeudy nedocmamounou e2o 3¢hgekmugHocmu, He
00JIDICEH HA3HAYAMbCA 6 Kayecmee npenapama nepeozo evibopa. Heobxooumo yuumwvieamo
B03MONCHOCMb  PA3BUMUA  IKCMPAKAPOUATbHBIX  NOOOUHBIX 2¢hhekmos npu npumeHenuu
amuooapona™*, 6 ceazu ¢ uem y nayuenmos ¢ uoonamuyeckumu KA oannwiii npenapam oondxcen
HA3HAYamMbCsl npu Ycao8uu Hed(hGekmusHocmu aub0 He803MONCHOCMU UCHONb308AHUL OPY2UX
AAIL Ilepeuensv npenapamoe npeocmasner 8 llpunoscenuu A3, mabauya A3.1. [193, 204, 205,
206, 207, 208, 209].

B xauecmese anomeprnamuevl nexapcmeennoii AAT npu n10601 uouonamuueckoi MOHOMOPGHOL

KT, credyem paccmompems 803moxcHocms npogedenuss KA ucmounuxa apummuu [192, 197,

200, 202;.

Meoukamenmosnan AAT scenyoouxkoeoii IKMORUYECKOU AKMUBHOCHU Y
nayuenmoeg co CIIC / oucgpynkyueii JIZK
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[Ipy HanMUMU HKEITYJOYKOBOW HSKTOMMYECKOW AKTUBHOCTHM Yy TAIMEHTOB CO
CIC/mucdynkuueit JOK noswimen puck BCC u pexomenayercs mpoBeaenue AAT nmns eé
npodunaktuku [210, 211, 212, 213, 214, 215].

EOKIA (YYPA, YA 1)

Kommenmapuit. V nayuenmos co CIIC puck BCC 3asucum om xapaxkmepa iceny0ouKoBol
9KMONUYECKOU aKmusHocmu u gvipaxcenrHocmu oucyuxyuu JUK. Hanuuue y nayuenmog co CIIC
yacmou KD (>10 KD 6 uac), mHodCECmMBEHHLIX HOPM HCETYOOUKOBOU IKMONUYECKOU
axmusnocmu (naproti K3, HYKT) u/unu chusicennoii coxpamumenvrou ¢pynkyuu JIK (OBJDK
<40% no oannvim IXOKT) conpsisceno ¢ nogviuennvim puckom BCC [210, 211, 212, 213, 214,
217].

«JIna neuenust manuentoB co CIIC/muchynkuumeit JOK, nMeromux MOBBIIICHHBIH PHCK
BCC u nHyxnaromuxcss B €€ TEPBUYHOM WJIM BTOPUYHOM NPOPHUIAKTUKE, PEKOMEHJIOBAHO
Ha3Ha4eHHe f-adpenoorokamopos [215,216, 218, 219, 220].

EOKIA (YYPA, YAA1)

Kommenmapuii. B-adpenobrokamopvl  (npeOnoumumenbHo —celeKmusHvle JIUnOQUibHble)
00IHCHBL HA3HAYAMBCS C YYEMOM NPOMUBONOKAZAHUL K UX NPUMEHEHUIO U B03MONCHBIX NOOOUHBIX
aghgpexmos [215, 216, 218, 219, 220].

«JlexapcTBennas AAT pexomennoBana nanuertam co CIIC/mucdynkmueii JIK ¢ nenbro
MOJIaBIICHUS YacToW cUMNTOMHOUN KD, mubo ecin KOIMYeCTBO KETyJOYKOBOW ISKTOMHUYECKOMN
akTUBHOCTH >10% 0T 00111er0 KOTM4eCcTBa CePACUHBIX COKpAIIeHUH B CyTKH 10 JaHHbIM XMOKT
Y aCCOIMUPOBAHO C AWJIATAIlMEN MOJOCTEN Cep/illa U CHUKEHUEM COKpaTuMocTh Muokapaa JIK
[200, 221, 222, 223].

EOKIC (YYP A, YA 3)

*Y ManMeHTOB C UMIUIAHTUPOBAHHBIMU MEIUIIMHCKUMU yCTpoucTBaMHu, Hanpumep, IKC
ms CPT, UK *** ¢ BosmoxuocThio CPT (mamee — wummnantupyemoe CPT-yctpoiicTso),
IpUMEHEHHE JeKapcTBeHHOM AAT pekoMeHIoBaHO [uIsl mojasieHus dactoi KO B ciyuwasx,
KOrJla OHA TMPHUBOJUT K YMEHBIICHHUIO JOJH HAaBS3aHHOTO OMBEHTPUKYISIPHOTO pUTMa HIKE
PEKOMEHIOBAHHOTO ypOBHs [224, 225, 226].

EOK I1aB (YYP B, Y/ 2)

Kommenmapuii. /[{na oocmudicenus naunydwezo s¢pgpexkma CPT neobxooumo cmpemumvcs K
MAKCUMATILHO  8bICOKOMY NPOYEHMY HABA3AHH020 Ousenmpukyiapuozo pumma (97-100%).
Onmumanvueim 011 nposedenus CPT cuumaemcs nanuuue ne mernee 93% OugeHmpukyiapHulx
HABA3AHHBIX KOMNIIEKCO8 (N0 0anHbIM U3 umnianmuposannvlx CPT-ycmpoiicme unu nony4eHHvim

npu XMDKT) [227, 228, 229].
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B KkayecTBe CpeACTB aHTUApUTMUYECKoro JedeHus KO 'y ManuMeHToOB CO
CIIC/muchynkumeit JOK pekoMeHIOBaHO Ha3zHaueHUE [-aJpeHOOJIOKAaTOpoB, coTajmoma™*,
amuogapoHna**, mubo komOuHanuM B-aapeHo0I0KkaTOpoB U amuoaapoHa™** [222, 230, 231, 232].

EOKIA (YYP A, Y]] 2)

Kommenmapuii. bera-aopenobniokamopvl HeobXxooumo paccmampuéams 6 Kauecmee OCHOBbL
AAT KA. Comanon** sgghexmusnee, wem [-adpenobrokamopsl, nooasisiem iceiyoouKo8yio
IKMONUYECKYIO AKMUBHOCMb, 0OHAKO €20 NpUMeHeHue He pekomeHoosano nayuenmam ¢ PBJDK
<40% no oannvim IXOKI, cunepmpodghueii muoxapoa JIIK > 14 mm no oannvim IXOKIT', a makaice
npusnaxamu XCH, noueunou nedocmamounocmoto. Amuooapon** 6 kauecmee monomepanuu u 6
KomOunayuu ¢ f-adpenobroxamopamu npedcmagisem cooou naubonee s3¢gexmusnuviii AAIl ons
nevenus KA y nayuenmog co CIIC/oucynkyueti JDK. B mo oce 8pems, e2o npumeneHue
CONPANCEHO ¢ Haubojee GbICOKUM PUCKOM PA3GUMUSL MANCENBIX IKCMPAKAPOUATLHBIX NOOOUHBIX
aghgpexmos.  Bcreocmeue  osmoeo,  amuooapon®*  yenecoobpazwo  HazHauamv — npu
Heahpexmusnocmu  unU  HeBO3MONCHOCMU — npumeHenus oOpyeux AAIl u omcymcmeus
B03MONCHOCMU NPUMEHEHUSI UHMEPBEHYUOHHBIX Memo0os nedenuss KA. [lepeuenv npenapamos,
PeKOMeHO0B8aHHbIX 05 aeyeHuss KA, ¢ ykazanuem ux cmamoapmuulx mepanesmuyeckux 003,
npeocmaener 6 [lpunosxcenuu A3, mabauya A3.1 [222, 230, 231].

*He pexomenmoBano mpumeHeHue AAII [ kimacca u GJIOKaTOPOB «MEIJICHHBIX» KalbIIUEBBIX
kaHasnoB it noaaeneHus XKD y mammentoB co CIIC/muchynkuueit JOK [224, 225, 233, 234, 235,
236].

EOK ITIA (YYP A, Y] 2)
Kommenmapuit. AAII I knacca ne 00axcHbl npumenamscs 051 nooasienus K3 y nayuenmos ¢

UBC, 6 m.u. nepesxcuswux UM, a maxoce y nayuenmos c¢ Opyumu Gopmamu cepoeyHou
namono2ul, NPUBOOAWUMU K CHUdNCEHUI0 cokpamumenvHou @yukyuu JDK (3nauenus @B JDK
<40% no oannvim DXOKI) u/unu npossnenusm XCH. Hasnauwenue AAIl I xnacca maxoice
NPOMUBONOKA3AHO NAYUEHMAM, UMelowum cunepmpoguio muokapoa JDK (morwuna muokapoa
nesoco ocenyoouka >14 mm no oamnvim IXOKI). Broxamopuvl «meOdneHHbIX» KaAlbYUEBbIX
Kananog (#eepanamun®* u ounmuazem™*) manosgppexmusnuvl 6 nevenuu KA y nayuenmos co
CIIC u mocym yxyowams npoeHos nayuenmos c oucgyuxyuert JK u CH.

*Ornenky (P pekTuBHOCTH M 0€30MaCHOCTH TOJABIICHUS JKEITYJOYKOBOW SKTOIMMYECKOM
akTuBHOCTH Yy manueHToB co CIIC/mucdynknuerr JDK pekoMeHIOBaHO MPOBOIUTH IO
KoHTpoJieM noBropHoro XMDOKI', BemonHenHoro Ha ¢one npuéma AAIL B TepaneBTHUECKOM
03¢ B TEUCHHE BPEMEHH, JOCTATOYHOTO JUIsi HACTYIUICHUS €r0 aHTHapuTMudeckoro s dexra
[211, 237, 238].

EOK I1aC (YYP A, Y/ 2)
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Kommenmapuit. Oyenxy anmuapummudeckoco spgpexma [-aopenobiokamopos yenecooopazHo
npogooums Ha 3—5 cymxu ux npuéma, comanona™* — na 5-7 cymxu, amuooapona™®* — ¢ yuemom
ocobeHnocmell papmakoKuHemuKu, noaHbIL mepanedmuyeckuti dgpgexm oyenusaemcs yepes 4-6
Hedenb om Hauana npuéma. Haznauenue xasxcooeo nocaedyrowezo AAII 0ondicno nposooumscs He
paHee uem uepes 5 nepuo0os noyevieedeHus npedvloyue2o, a 01 aAmMuooapona** — ne panee wem
yepez 1,5 mecaya nocne eco ommenwvi. Jna oyenku d¢pgexmuenocmu mecmupyemvix AAIl
PEKOMEHOYemcs UCNONb3068amb credyiowue kpumepuu: npu npuéme AAIl 6 mepanesmuueckoii
003e pecucmpupyemcs CHudxcenue oowe2o konuvecmeaa K3 oonee uem na 50% u/unu ymenvuienue
KOUYeCcmsea 4aco8 8 CymKu, 8 medenue KoOmopulx pecucmpupoganacs K3 6onee uem 6 2 paza om
maxosoeo, npogoousuwezoca 6 omcymcemesuu AAT. Ilapanienvno ¢ smum y nayueHmos OO0JHCHO
peaucmpuposamucs ymenvueHue koauvecmea napuwvix K3 6 10 pas u 6onee, a maxce noinoe
yempanenue HYKT. J{na oyenxu onumenvuou sghghekmusnocmu u 6ezonacnocmu npuéma AAIT
yenecoobpasno pezynaproe npogeoenue IKI' u npumenenue opyeux memooos o0Ci1ed08aHus 8
3a8ucumMocmu om UHOUBUOYANbHBIX 0cobenHocmell nayuenmos [211, 237, 238].

*Hasnauenne  amumomapona*™*  wim  koMmOuHAIu  amuomapoHa** ¢ [-
aZpeHo0I0KaTOpaMyd  PEKOMEHAOBAHO I TPOPMIaKTUKH Tapokcu3ManbHo JKT/DX y
nanuenToB co CIIC umm nuchynkmueit JOK kak anbrepuaruBa UKJ[***, ecnmu ummmanramms UKJ]
HE MOXET OBITh BBHIMOJHEHA MO KAKUM-IMOO MpUYWHAM, JTUOO MAIMEHTHI OTKA3BIBAIOTCS OT
uMrmianTain UKJ*** [239, 240.].

EOKIA (YYP A, Y] 2)

Kommenmapuit. YV nayuenmos, nysxcoarowuxcs 6 nepsuunoil u émopuyrou npogurakmuxe BCC,
amuooapor™* unu e2o0 KOMOUHUPOBAHHOe NpUMeHeHue ¢ [-Onokamopamu — s61a0mcs
€OUHCMBEHHOU  NeKapcmeeHHol  anomepuamueou HUK/*** — cnocobnou npedynpescoams
soznukHosenue XKT/DXK u ysenuuusams npooondcumenbHOCmy HcUsHU nayuenmos. B kauecmee
anomepuamuevl  aekapcmeennou AAT npu noemopuvix npucmynax KT/D)K credoyem
paccmompems 803ModHcHocmb npogedenuss KA ucmounuxa apummuu. Ilepeuens npenapamos,
PeKoMeHO08aHnblx 01a JaeveHus KA, ¢ ykazanuem ux cmamoapmuulx mepanesmuyeckux 003,
npeocmaener 6 Ilpunosxcenuu A3, mabauya A3.1.

*Haznauenue nmpodmiaktuaeckoit AAT amuomaponom™** pexomenaoano naruentam co CIIC
win  guchynkiueir JOK npu Hanmmuuum noBTOpHBIX mnpuctynoB JKT/@XK, tpelyromux
cpabareiBanusa UK*** Borpexu tepanuu B-anpenodiaokaropamu [239, 240].

EOK I1IaC (YYP B, Y1 3)

Kommenmapuii. [Ipenapamamu «nepgozo evloopay 011 npo@uiakmuxu no8mopHsiX NPUCmynos
KT/DXK y nayuenmos co CIIC unu oucghynxyueu JDK aenaromes comanon™®*, amuooapon™* u

KomOunayuss amuooapona ** c f-aopenooroxamopamu. AAIl Ib xnacca (#gpenumoun**)
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PEKOMEeHO08aH 8 Kawecmee CpedCmed «8mopol MuHuuy npu yacmuix peyuousax KT/DPXK y
nayuenmos co CIIC u umnianmupogannvimu UK/*** npu nedocmamounoti s¢hghexmusnocmu
f-adpenobrokamopos, comanona™* u amuodapona™*, a maxoice npu He8O3MONCHOCMU UX NPUEMA
8 C6A3U C AOCONOMHBIMU NPOMUBONOKAZAHUAMU UTU MANCENBIMU NOOOYHBIMU ddexmamu
nevenusi. HOenumoun™** pexomenoyemcs 0ns OnumenvHoeo npuéma eHymps 8 0ozax 400-600
me/cymru. Kombunuposannoe npumenenue AAIl Ib xnacca #penumouna™* u AAIIl 11 kracca
(comanona** u amuoodapona**) pexomenoosano nayuenmam co CIIC/oucynuxyueri JDK u
umnianmuposanuvim UK*** 6 cnyuasnx, koeoa opyeue sapuanmol neverus (monomepanus AAIT
wunu KA) oxazanuce 6ezycnewnvimu 6 ycmpanenuu peyuousos KT u D)K. B rxauecmee
anvmeprnamugvl aekapcmeennoi AAT npu nosmophvix npucmynax KT/D)K u adexsamuvix
cpabamviganusax UKI*** credyem paccmompemsv gozmoxcnocms npogedenuss KA ucmounuxa
apummuu. Ilepeuenv npenapamos npeocmasnen 6 Ilpunoscenuu A3, mabauya A3.1. [241, 242,
243, 244, 245, 165].

Jleuenue mamnuentoB c¢ napokcuzMamu JKT/DXK pexomeHayeTcs TpOBOIUTH MapalIeNbHO C
BBISIBJICHHEM W YCTPAaHEHUEM WHAWBHIYAIbHBIX MATOTCHETHYECKUX (AKTOPOB, JICKAIIUX B
OCHOBE BO3HUKHOBeHUs aputmuu [200, 229, 246, 157].

EOKIC (YYP A, Y]] 2)

Kommenmapuii. IlomenyuanoHvlmu namoceHemudeckumu @akmopamu, npoeoyupyrouumMu
soznuxknosenue KT, saenaiomcs apummozenHoe Oeticmeue JeKApPCMBEHHbIX NPenapamos,
INEKMPOIUMHbIE — HAPYWIEHUs.  (UNOKATUEMUs,  2UNOMACHUEMUs),  NOBbIUEHHbIN  MOHYC
CUMNAMUYECKOU HePBHOU CUCeMbl, SUNEPMUPeo3, 2Unosoiemus, B0CnaleHue, nepespysKa
MUOKApPOa 00bEMOM U 0asleHUeM, CUHOPOM 0OCMPYKMUBHO20 ANHOD CHA, 2UNOKCUA U OCMpPAs
uwemuss muoxapoa. Ilayuenmor ¢ CH co cuusicennoiu @B JDK oonoicnbl Haxooumwvcs Ha
ONMUMANLHOU — MeOuKameHmosnou  mepanuu,  exkuoyaiower  uUAIID/APA/APHU,  [-

aopenobaokamopwl, anmazoHucmol arboocmepona, uHIJIT-2 [186, 187, 188, 189].

3.2.2. AHTHApUTMHYECKHE YCTPOMCTBA
Hmnaanmupyemwtii Kapouoeepmep-oeuopunnamop

Wmnnantupyemslii  kapauoseprep-aepudpuussitop  (MKIA***) - ycrpoiicTBo,
IpeJHAa3HAYCHHOE JUIsl NIPEPBIBAHUS JKU3HEYTPOXKAOIMUX apUTMHUI € LENIbI0 MPEeJOTBPALCHUS
BCC [73].

Wmnnantauus WKJ[ oObl4HO mpoBOIUTCS O MeECTHOM aHectesuei. IIpumenenue
UK*** B mpodunaktuke BCC ocHoBaHO Ha apuTmMuueckoM MmexaHusMme pasButus BCC.
BoccranoBneHre CHHYCOBOTO (MJIM MOJUIEKAIET0) PUTMA MPOUCXOAUT C IMOMOIIbIO HAHECEHUs

JNEKTPUYECKOTO pa3psiia B HECKOJIBKO JECATKOB JDKOyJeH, au00 madek 3JIEeKTPUUYECKUX
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CTUMYJIOB, KOTOpBIE SIBIAIOTCS O€300JIC3HCHHBIMU JUI HAalMEHTAa W YHEPreTHYECKH MEHee
3arparHeiMu. UK/[*** cnenyer paccMarpuBaTh Kak OCHOBHOE CPE/ICTBO IIEPBUYHOM U BTOPUUHOM

npodmnaktuku BCC [233, 247, 248, 249, 250, 231, 251, 252].

UK]] ¢ yenvio emopuunoti npogurakmuxku BCC

*Ummnnanramus UK *** pekomengoBana narmenTaM ¢ fokyMeHTupoBanHoN DK v KT
C BBIPKEHHBIMHU U3MEHEHUSIMU FeMOJUHAMUKH MPH YCIOBUU OTCYTCTBUS MPEXOASIINX MPUUNH
UX pa3BUTHs U mociie 48 4 OT MOMEHTa pa3BuUTUSl MH(papkTa MHOKapzaa. [lalmeHTsl JOMKHBI
MoJly4aTh ONTHMAIbHYI) MeAuKaMeHTO3Hylo Tepamuio (OMT) U  uMeTh OXUAAeMYIO
MPOJOKUTEILHOCTD )KU3HH HE MEHEE rojla B yIOBICTBOPUTEIILHOM KIMHUYECKOM cTaryce [73,
8].

EOKIA (YYPA, Y1)

*Pekomenyercs paccMOTpeTh BO3MOXKHOCTh UMIIIanTanun UK*** B reuenue 40 nueit
nocie UM y OTAenbHBIX NAlMEHTOB (MIPU HEMOJIHOM peBacKyJsIpU3alluy, MPEeALECTBYIOIIEN
nuchynkiuu u cHrkernn OB JIK, nmosiBnenun aputmuii mociie 48 4 0T BOSHUKHOBEHHUS OCTPOTO
KopoHapHoro cuHapoma, nomumopduoin KT nmm OXK) [253, 254.].

EOK IIbC (YYP B, YA/ 3)

sMmmnanTarmus UK*** pexomennoBana manuentam ¢ ycrounBoit KT mpu ymepeHHO
BbIpaxkeHHON nuchynkuuu sesoro skenynouka (OB JDK menee 45%), BHE 3aBUCMMOCTH OT
BO3MOXKHOCTH BbINIOJIHEHUSI KA 1 pe3ynbTaToB MpoLEayphlI.

PKO IIaC (YYP C, Y1 3)

Kommenmapuiu. HUmvnnanmayua UK/*** nayuenmam c ycmoiiuusoti KT conpososcoaemcs
yeenuyeruem gvidicueaemocmu no cpasuenuro ¢ AAT. Ha cecoOnswmnull 0enb Hem ucciledosanutl,
6 Komopwix 0vl cpasrusau pesyrbmamol UK/***-mepanuu u KA 6e3 UK*** y nayuenmos c
yemotiyuso JKT. Yuumvigas neb601buioli 00veM OAHHBLIX U BbICOKYIO YACMOMY Peyuousos
yemotiuusoti KT nocie KA, ycmanoska HKI*** yenecoobpasna ecem nayuenmam ¢
oucghynxyueii JDK (OB JDK <45%) u ycmortivuesotui JKT.

*Ummnnanramus UK*** pekomennoBana marentam ¢ HYXKT ¢ nucdynknueii JK (OB
JIK menee 40%) BcnenctBue nepenecenHoro UM u nnnyunpyemoit ycroitunso JKT mmn @K
npu nposeneHun BCODU [252, 249].

PKO IIaC (YYP C, VI 3)

UK]] ¢ yenvio nepsuunoti npoguraxkmuxku BCC

B panmoMu3npoBaHHBIX HCCIEIOBAHUSAX W METaaHanu3ax ObLIO MPOJIEMOHCTPUPOBAHO,
yro puck BCC cBs3an ¢ napymenuem ¢gynkuuu JDOK, a ucnons3oBanue UKJ/[*** B kauectBe

cpenctBa neppuuHor npodunaktukn BCC 3HaUMMO BIUSET HAa YPOBEHb CMEPTHOCTH JaHHOU
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KaTeropyuy NalMeHTOB KaK C UIIIEMUYECKOM, TaK U C HEUILIEMUYECKOM ee pupoaoi [253, 254, 252,
249, 250, 231, 255, 256, 257,258, 259, 260].

Jns Bcex mnokazaHuil k mnpumeHeHuto HWKJII*** pemeHne B 1OJB3y MNOCIETHUX
MPUHUMAETCS TOJBKO B Cllydae, KOrJa MPOTrHO3UpYyeMasi POJOHKUTEIbHOCTD KU3HU MallleHTa
npeBbimaer 1 rog. HeobxoaumMocTh B alieKBaTHON pEBACKYJISpU3AMN MHUOKapja, Hapsgy co
CTpEMIICHHEM PAJMKAIBHOTO YCTPAHEHUS apUTMUH, SBIISIOTCS IPUOPUTETHBIMU MO OTHOLICHHUIO
k npumeHernto UK/[***-tepanun.

ITammmentel ¢ CH co cHmxennoit ®B JDK 1omKHBEI HaXOoOUTHLCA HA OITHMAJILHOU
MEIUKAaMEHTO3HOM  Tepamuu, Bkmodaroniein uAIID/APA/APHU, B-aapenobiiokatopsi,
aHTaroHUCTHl anbaoctepona, HIJIT-2 ¢ moBropHoit onenkoit @B JIK Ha doHe Tepanuu nepen
npuHsaTHeM pemeHuss 06 umrutantanuu UK*** mns nepsuunoit npodunaktuku BCC, ecnu
MPOrHO3UpYyeMast MPOIOJKUTENILHOCTD KU3HU >1 roja.

Ummnanramus UKI*** nns mepsuunoit mpodunaktuku BCC He pexkomeHI0oBaHa B
teuenue 40 nueit mocie UM [253, 254].

EOK IIIA (YYP B, Y111 2)

*Umnnanramus UK *** pexomengoBana mist ymensineHus: pucka BCC mamuentam ¢
mucoynxiueit JOK (OB JIK 35% u menee) u XCH (II unu [II ®K no NYHA) na pone OMT, ne
panee yem uepe3 40 aHeil mocne nepeneceHHoro MM m 90 nHeli mocie peBacKymspU3aluu
MuoKapza [253, 231].

EOKIA (YYPA, YA 1)

*Ummnnanramus UKJ[*** pexomennoBana y manuentoB ¢ guchyukmueit JOK (OB JDK —
35% u menee) Henmemudeckoro rereza 1 XCH II unu 111 @K no NYHA na ¢pone OMT [231,
257,258, 259, 260, 261].

EOKIB (YYPB, YA 1)

Ummnanrammus  UKJ[*** pexomengoBana i mpodwmraktukn BCC y manueHTos,
OKUIAOIINX TPAHCIUIAHTAIMIO Cep/ilia BHe JieueOHOro yupexxaeHus [262, 263].

EOK IIaC (YYP A, V] 2)

Cocmosnus, npu komopwvix UK/[-mepanus ne noxazana uiu npomueonoka3ana:

- IPOTHO3UPYEMBI CPOK JKU3HU NAIIMEHTOB C YAOBICTBOPUTEILHBIM (PYHKIIMOHAIBHBIM CTATyCOM
HE MPEBBIIIAET | To, 1a)ke eclii OHU UMEIOT MoKa3aHus, cooTBeTcTBytomue 1-5 YV 1/1;

- TaMeHTaM, CTPaJAIoIINM HenpepbIiBHO-penuauBupyomumu KT nmn OX;

- IHagueHTaM C BBIPAXKCHHBIMU IICUXHYCCKUMHA 336OJ'ICB3HI/I$IMI/I, KOTOPBIE MOTI'YT OBITH

yCyryOJIeHbl UMILIaHTaIMel npudopa UiIu NpensTCTBOBATh CUCTEMATHUECKOMY Ha0III0ICHHUIO;
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- manpueHTam ¢ XCH IV ®K (NYHA), pedpakrepHoii K IeKapCTBEHHOW TEpanuu, KOraa OHU HE
SIBJISTFOTCSI KaHAUIaTaMU Ha TPAHCIUIAHTAIMIO CePALIa,;

- ManKeHTaM ¢ 0OMOpOKaMu HesICHOTO TeHe3a 0e3 naaynupyembix XKTA u 6e3 CIIC;

- B ciy4asx, korga KT wimn @XK gBagroTCs yCTpaHUMBIMH PaAUuKaIbHO, XUPYPTrUUECKU WA C
nmomonibio KA;

- apuTMuH, cBsi3aHHble ¢ cUHIApoMOM WPW, Taxukapauu U3 BBIXOJHOTO TPAKTa KEJIyJOYKOB,
¢dacuukynspusie u uauonaruyeckue KT, mpu orcyrereun CIIC;

- mamnueHtaM, y KOoTopbix 3mu301 JKTA BO3HUK BCIEACTBHE MNPEXOIINIMX WIH OOPaTHMBIX
paccTpoiicTB (Hampumep, ocTpbli MM, HapymieHue 3JIeKTPOJIUTHOTO OajlaHca, MOOOYHBIE
3QPEeKTh MEIUKaMEHTOB, TpaBMa), KOTJa KOPPEKLHUs pPacCTPOHWCTBA BO3MOXKHA M MOXKET
3HAYUTENBHO CHU3UTh PUCK TIOBTOPHOTO BOSHUKHOBEHHS aPUTMHH.

Cepoeunasn pecunxponuszupyrowana mepanus y nayuenmoe ¢ XCH ona cnusicenusn
pucka BCC. Komounuposannwvie CPT-/] ycmpoiicmea

DddexruBnocts CPT mpomeMoHcTprpoBana B MHOTounciaeHHbIX KU u MmeTaananu3ax nmpu
KapJIMOMHONATUX KaK MIIIEMUYECKOr0, TaK U HEMIIIEMUYECKOTO TeHe3a [264, 265, 266, 267, 268].

JlaHHBIE E€BPONEHCKOro 0030pHOTO pEerucTpa CBHUIETENBCTBYIOT O Oojiee HU3KOH
CMEpPTHOCTH y TMAaIMEHTOB ¢ KOMOWHUpOBaHHbIMH ycTpoictBamu CPT-J[*** (c ¢dyHkmeit
nedudpumisaTopa) [269].

*Umnnanrarmus CPT-ycTpolicTB*** pekoMeH10BaHa y CUMITOMHBIX TareHToB ¢ XCH,
CHUHYCOBBIM puTMOM U Mop(osorueit QRS o tumy 6:1okast teBoit Hoxxku myuka ['uca (BJIHIIT),
mmrtenbHocThi0 QRS >150 mc, ®B JDK <35%, na ¢done OMT, c menpio yMEHBIICHUS
CUMITTOMAaTHKH, CHFDKCHHSI MOPOUIHOCTH U pUCKa cMepTH [264, 270, 271, 272, 273, 274].

EOKIA (YYP B, Y1 2)

*Nmrunanrtaust CPT-ycrpoiicTB*** pexomenoBaHa y cUMINTOMHBIX nanueHToB ¢ XCH,
cuHycoBbiM puTMoM U QRS-mopdonorueit BJIHIIT, gnutensrocThio QRS 130-149 mc, ®BJIXK
<35%, na ¢pone OMT, ¢ Lenbi0 YMEHBIIEHUS] CUMIITOMAaTUKH, CHYKECHUSI MOPOUIHOCTU U PHCKa
cmeptu [271, 272, 273, 274].

EOKIB (YYP B, YA/ 2)

*Nmrunanrtaust CPT-ycrpoiicTB*** pexomen0oBaHa y cUMINTOMHBIX nanueHToB ¢ XCH,
CHUHYCOBBIM putMoM U QRS-mopdonorueit, He coorBercTByromeit BJIHIIT, nnurensrocThio QRS
>150 mc, ®BJIK <35%, na ¢one OMT, ¢ 1enpl0 YMEHBIICHUS CHUMITOMATHKHU, CHIDKCHHS
MOpPOUTHOCTH M pUCKa cmeptH [272, 273, 274].

EOK I1aB (YYP B, Y] 2)

*Nmrutanrtarust CPT-ycrpoiicTB*** pekomeHqoBaHa y CUMNTOMHBIX nanuenToB ¢ XCH,

cuHycoBBIM puTMOM U QRS-mopdonorueit, He coorBerctByromieit BJIHIIT, nmutensHOCTRIO QRS
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130-149 mc, ®BJIK <35%, Ha done OMT, c 11e1pi0 YMEHBIICHUS] CAHMITOMATHKH, CHUYKEHUS
MOPOUTHOCTH U pucka cmepTu [272, 273, 274].

EOK IIbB (YYP C, YA 3)

*Umnnanramuss  CPT-ycrpoiicTB*** He pekomenmoBana y mamnueHToB ¢ XCH n
anutenbHoCcThI0 QRS menee 130 mc [275, 276].

EOK IIIA (YYP A, Y1 1)

*Nmrunanrtamus CPT-yctpoiictB*** pexomennoBana y naruentos ¢ XCH, III-IV ®©K mno
NYHA, nmmurensnocthio QRS >130 mc, ®BJIK <35%, ¢ ®II nma done OMT, c menvro
YMEHbBIIIEHNS CUMIOTOMATUKU, CHI)KEHHS MOpPOMIHOCTH W pucka cMeptd. [lanmumenTtam nomkHa
ObITh OOecrieuyeHa TOCTOSHHAS OWMBEHTPHUKYJSPHAsS CTUMYJSALHS C 3((EKTUBHBIM 3aXBAaTOM
xKenmynoukoB [277, 278, 279, 280, 281, 282].

EOK IIaB (YYP A, VA1)

[latuentam ¢  CPT-ycrpoiictBom™*** wu @I, B caydae HedDPpeKTUBHOM
OMBEHTPUKYJISIPHON CTHMYJISIIIK, PEKOMEHIOBAHO CO3JIaHUE OJOKaAbl cep/ia ¢ moMmompio KA
AB y3na [283, 284].

EOK I1aB (YYP B, Y/ 3)

*Umnnanramuss  CPT-ycrpoiictB***  pekomenmoBana y  mamueHtoB ¢ OII,
HEKOHTPOJIHUPYEMOU YaCTOTOH KeNyTOYKOBOIO PUTMa, KAHIMIaTOB HA CO3aHKe OJIOKAIbI CepAla
¢ nomoipio KA AB y3na [21, 285, 286, 286, 288].

EOK I1aB (YYP B, Y/ 3)

*Umnnanrarmus CPT-ycTpolicTB*** pekoMeH10BaHa y CUMNTOMHBIX narueHToB ¢ XCH,
OBJDK <40%, koTOpble HUMEIOT IOKa3aHWsS K IIOCTOSHHOM JKENyJIOYKOBOM CTUMYJISLUU
BCJIEJICTBUE OpaJMKapAuH, C IETbI0 YMEHBIIEHUS CUMIITOMAaTHKU M CHU)KEHUS MOPOUIHOCTH
[289, 290, 291, 292].

EOKIA (YYPA, YA 1)

*Mmrutantamust CPT-ycTpolicTB*** pexoMeH70BaHAa B KayecTBE 3aMEHBI MMEIOLIETOCS
OKC*** ynu UK *** nng mamuentoB ¢ ®BJDK <40%, xoTopble HyXIalOTCS B TMOCTOSHHOM
KEIYAOYKOBOM CTUMYJISILIMM, C TPOTPECCUBHBIM YXYAIIEHUEM COCTOSHUS BCJIEICTBUE
nporpeccupoBanusg XCH, necmotpst Ha OMT [262, 292, 293, 294, 295, 296].

EOKIA (YYP A, Y]] 2)

Kommenmapuii. Pewienue sonpoca o eévibope muna ycmpoucmea CPT-OKC*** uqu CPT-
J[*** 0onoicHo 0CHOBBIBAMBCA HA CYWECMBYIOWUX NOKA3AHUAX 01 nposedenus MK***-
mepanuu u 0emanbHOM 00CyHCOeHUU OAHHO20 BONPOCA C NAYUEHMOM U €20 POOCMEECHHUKAMU, C

yuemom nonvsel om umnianmayuu CPT-/[*** u 603M0ONMCHbIX O0CIONCHEHUL, NOCAe0CMEUl,
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COA3AHHBIX C HEOOXOOUMOCMbIO USMEHEHUS JHCUBHEHHO20 VKIAOd, Cumyayuil, mpedyouux
oeaxmueayuu CPT***-J[*** g maxowce 603moxucHocmu HabOI00eHUs. 30 NAYUEHMOM 8 MeYeHUe

OIUMenbHO20 Nepuooa 8pemeHtu.

IlooKoscubtit umnaanmupyemulii Kapouosepmep-oepuopuiiamop

CnoXHOCTH TPUMEHEHMSI SHAOKApIUAIbHBIX 3JEKTPOJOB Y HEKOTOPHIX MaIlUEHTOB
NPUBENIM K TOSBICHHUIO TMOIKOXHOTO AepuOpmuIsTOpa ¢ OJAHUM WM JBYMS DJICKTPOIAMH,
KOTOpBbIE HMILUIAHTUPYIOTCS MOJKOXHO, BHE TpPYAHOH TMOJIOCTH. OIJIEKTPUYECKUI pa3psn
HAHOCHUTCS MEXIY KOPIYCOM YCTPOMCTBA W IJIMHHOW CIHpaJbl0 HAa AUCTAJIbHOM YacTH
MOJAKOXXHOTO 3JIEKTpoJaa. Pe3ynbTaThl HEMHOTOUYMCIEHHBIX HCCIEIOBAHHMI IMOKa3bIBAIOT, YTO
noakokuele aepuopuwsTopsl MoryT mnpeporBpamare BCC. Iloxkoxusie WK]J[ moxHO
WCIIONB30BaTh g nepBuuHo npodumaktuku BCC, omHako Ha CETOMHSIIHUA JCHH HET
JOJTOCPOYHBIX HMCCIEAOBAaHUM C OOJBIION BBIOOPKON TaKWX MAIlMEHTOB M COOTBETCTBYIOIIHE
abdextel mpumeHeHuss noakoxkHblXx WMKJ[ eme He omwmcanbl. K HacrosimeMy BpeMeHU
MPOJIOJDKAIOTCS MPOCIEKTUBHBIE PAaHJOMHU3UPOBAHHBIE UCCIEIOBaHUS, B KOTOPHIX MPOBOJIUTCA
cpaBHeHHE Y (PEKTUBHOCTH U OCTIOKHEHHH Y TTAITMEHTOB C MOAKOXHBIMH U cTaHaapTHeIMA UK.

sVIMmaHTaIMs MOAKOXKHOTO AepuOpHIIsTOpa pEeKOMEHI0BaHa B KAU€CTBE aJIbTEPHATHBbI
neuOpUILIATOPY C PHAOKAPAUATHLHBIMU JJIEKTPOJAMU Y MMAIMEHTOB ¢ oka3anusMu k K] B Tex
clIydasix, Korma He  TpeOyrrcs — aHTuOpamukapawueckas  crumyisinus, CPT wu
aHTUTaxXuKapauyeckas crumyisiius [297, 298, 299, 300, 301, 302].

EOKIIA C (YYP B, Y/ 3)

sVIMIaHTaIMs TOAKOXKHOTO AepuOpIIIsSaTOpa pEeKOMEHI0OBaHa B KAY€CTBE alIbTEPHATHUBEI
neuOpUILIATOPY C IHIOKAPIUATHHBIMU 3JIEKTPOJAMH MPH OCIOKHEHHOM BEHO3HOM JOCTYIIE,
pv UHQEKIIUOHHBIX OCJIOKHEHUSIX, CBA3AHHBIX C MPEABLAYIINM YCTPOHCTBOM, BO BCEX CIIydasiX,
KOrja MPUMEHEHHE SHIAOKApIUAIbHBIX 3JEKTPOAOB HEBO3MOXHO, HELENIeco00pa3Ho WU
MOTEeHIMaIBHO ormacHo [297, 298, 299, 300, 301, 302].

EOK IIbC (YYP C, YA 5)

Beoenue nayueHmos c UMRIIAHMUDPOGAHHBIM Kapouogepmepom-
oehuopunnamopom

*O0CyXIeHUE BO3MOKHOTO M3MEHEHHSI YKIIa1a )KU3HU B CBSI3H ¢ UMILTaHTarueit MK J[***
PEKOMEHIOBAaHO ISl BCEX MalMEeHTOB, KoMy mokazaHa MK J[***-tepamms [303, 304, 305, 306].

EOK IC (YYPC, Y] 4)

*OmeHKa TCUXMYECKOTO COCTOSHUS W JICYCHHWE TIICHUXUYECKHUX  PacCTPOMCTB

PEKOMEH0BAaHO BCEM IMAILMEHTaM C YyacThIMU cpabatbiBanusaMu UK[*** [304, 305, 306].
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EOKIC (YYP A, Y]] 2)

*HeoOxoaumocts B aeaktuBanuu MKJ[*** pexomenmyercs KOJJIEKTMBHO PacCMOTPETh
[pY 3HAYUTEIBHOM YXYALICHHHM COCTOSIHUA IMAIMEHTAa U B TEPMHUHAIBHON cTaauu 3a00JCBaHUS
MIpY y4aCTUU MalMEHTa Ui ero npeacrasureneit [307, 308].

PKO IC (YYPC, YA/ 3)
Kommenmapuii: npu npunsamuu pewienusi 06 umnaianmayuu UK/{*** nepgocmenennoe 3nauenue
umeem yuem O0X4CUOAEMOU NPOOOIANCUMENbHOCU JHCUSHU NAYUEHMA, KA4ecmed JHCUSHU U
CONYMcmeylowux 3a001e6anutl, a maxice OYeHKa u 00CyscoeHue SMux 0NPocos ¢ NAYUeHmom

60 épems 3amenvl UK/[***,

Omoenvnuvle acneKkmal jie4enus ¢ nomouibro ycmpoﬁcme
Onmumuzayus npoepammuposanusi UK/[***

*PekoMenyercss OCyHIeCTBIATh ONTUMH3aIMI0 TporpamMmupoBanus MKI[*** Ttaxum
o0pa3oM, 4YTOOBI CBECTM K MHUHUMYMY BEPOSITHOCTb HEOOOCHOBAHHBIX M HEHYKHBIX
cpabareiBanmii UKJ[*** ¢ menpro camxenus: cmeptHoctH [309, 310, 311].

EOKIA (YYPA, YA 1)

*Pexomennyercst ocymecTBisATs nporpaMmmupoBanne UKI*** takum o6pazom, 4To0BI 110
BO3MO)XHOCTH 3aMEHUTh BBICOKOBOJIBTHBIE pa3psAlbl (IIOKKM) HA aHTUTAXUKaApIUTHUECKYIO
CTUMYJISIITUIO JUTsI KYITUPOBAHUS apuTMHUIN Oe3 ymiepOa mis 6e3omacHocTH manuenTta [312,313,
314, 315].

PKOIC (YYPC, YA 3)

*PexomeHyeTcs MUHUMH3ALUs SKETYJOYKOBOM CTHUMYJISIUM B OJHOKAMEPHBIX WIIU
nByxkamepHbix UKJ*** y manrenToB 6€3 moka3aHui K aHTHOpaIUKApAUTHICCKON CTUMYJISIIII
316,317, 318].

EOKIA (YYPA, Y1)

*Pekomenyercsa nporpammupoBanre B K]l mposloHrupoBaHHOTO MHTEpBaia JETEKIUU
(kpuTepuH IIUTENBHOCTH HE MeHee 6-12 cexynn wim 30 uatepsanon) [309, 319, 320].

EOKIA (YYP A, VIO 1)

*PekoMeHlyeTCsl NpOrpaMMHMpOBaTh IIPEAENl 30HbI TEpaluud CaMOW MEUICHHOU
taxukapauu >188 ynapos B MunyTy manueHTam ¢ MKJ[*** nna nepsuunoit npodunaktuku BCC
[319, 320].

EOKIA (YYP A, VIO 1)

*PekoMennyercs ~ mporpaMMHpOBaHHWE ~— XOTS ~ Obl  ONHOW  3JIEKTPOTEparuu
ATUTAXUKAPAUTHICCKON CTUMYJIAIMKA BO BCeX 30HaX Taxuaputmuii B UK*** y manueHTOB CO

CIIC [311, 312, 317].
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EOKIA (YYP A, YA 1)

*Pexomennyercs mporpammupoBath B UKJ[*** anroputmsl auckpumunaiun HXKT u KT
JUTS TaXUKapaui ¢ yactoroit 1o 230 yu/mun [321].

EOKIB (YYP A, Y] 2)

*Pexomennyercs B mo0bix MKJ[*** akTuBHpOBaTH OmoBemeHHs 00 OTKa3e SJIEKTPOaa
[322, 323, 324].

EOKIB (YYP A, Y/ 2)

*PekoMeHTyeTcs MpUMEHEeHHe yaalleHHoro MoHuTopuHra B MKJI*** nms cHmwkenus
YaCTOThl HEYMECTHBIX IIOKOB [325].

EOKIB (YYP A, Y/ 2)

*Pexomennyercss mporpammupoBanue B JOObx MKII***  anTHTaxukapauTHUECKON
CTUMYJISIIUU THUIIA 3AJITMOBOM C MOCTOSHHBIM HHTEPBAJIOM MEXay cTuMysiamu (burst) B kauecTBe
MEPBOM IEKTPOTEPAIIMK BMECTO YUAIIAIOIIEH € ITOCIIeI0BATEIbHO COKPAIIAIOIIUMCS HHTEPBAIOM
MEXy CTUMYJIaMHU (ramp) ctumysinuu [326].

EOKIB (YYP A, Y/ 2)

*Y ManueHToB C MOJKOXKHBIMHU KapAHOBepTepaMu-I1ehuOpuiUIsITOpaMH PEKOMEHIYETCS
IPOrpaMMHUPOBAaHUE JBOWHOI 30HBI OOHAPY>KEHUS ¢ aKTHUBALMEN allrOpUTMa JUCKPUMHUHALIUU B
HIDKHEH 30He [327, 328, 329].

EOKIB (YYP A, Y/ 2)

]t pyruaHOTO TiporpammupoBanus MK/[*** pekomenmyercs aktuBarusi 60iee 0aHOM
30HBI OOHapykeHus Taxukapauu [320, 330].

EOK IIA (YYP A, YA 3)

[IepenporpammupoBanue panee ycranoBineHHoro MKJ/[*** pexomeHmoBaHO B ciydae
MMOBTOPHBIX HEOOOCHOBAHHBIX cpabaThIBaHM ycTporicTBa [5, 73, 313].

PKO IC (YYPC,YIAAS)

Acnexmbl 6e0eHuss NAYUEHMO8 8 KOHYE HCUHU

B KoHIIe XM3HU MalMeHTa OCHOBHBIM MOAXOJOM B JICUCHUU CTAHOBHTCS MAJUTHATHBHAS
MEAMIIMHCKAas TIOMOIIb, a TMpHUHATas paHee CTpaTerusi JeYeHUsT MOXKET ObITh H3MEHEHA.
[TannmuatuBHAsS MEAMIIMHCKAss TIOMOIIb TIPEJICTaBIseT COO0OM KOMIUIEKC MEPONPHUITHH,
BKIIIOUAIONUX MEAWIIMHCKHE BMEUIATENLCTBA, MEPOIMPHUATHS TICHXOJIIOTHYECKOTO XapakTepa U
YXOJ, OCYIIECTBIISIEMbIE B IETSAX YIYUIICHUS KAa4eCTBa KU3HU HEU3JICYNMO OONBHBIX IPaXKIaH U
HarpaBjeHHbIE Ha oOJjerdeHue OONM, APYTHX TSOKEIBIX MposiBieHUM 3aboneBanus [331]. B
HACTOAIIEE BpeMs C MNAlMEeHTaMH PEAKO MPOBOAATCS Oecelbl 00 MHAMBHAYAIbHBIX HESIX
JIeYeHus, JaKe B IEPUOJ KOHEUHOU cTaanu 3aboneBanus [332]. Hayano manimaTuBHON TOMOIIIH

OOJBHBIM HE O3HAYaeT OTKa3 OT CTAaHAAPTHBIX MNOAXOAOB JICYHCHHA, OTCYTCTBUC IIAHCOB Ha
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CTaOUIM3alUI0 W/WMIK yIydlleHHe MX cocTosHud. [laminaTuBHas MoMmoIb MPOBOIUTCS NS
yiyumieHus: kauectBa xu3Hu (KXK) narmenTa u 4ieHOB €ro ceMbU U MPOAOIIKAETCS COBMECTHO
CO CTaHJapTHOM Tepanuei 3adoneBanus 6onpHOTrO [333].

CormacHo onmyOJWKOBaHHBIM JTaHHBIM, B mocieanune 30 gHeit ku3Hu ot 21% mo 27%
NAI[MEHTOB C WMJIAHTUPOBAHHBIMH JJIEKTpOAaMU JJs 1eUOPUIUIALNN HUCIBITHIBATH Pa3psil
tepanuu (oK) [334, 335], uro compoBokaaNoCh 9yBcTBOM crpananus [335]. Ilpu ananuze 130
ycrpoiicts K], momy4eHHBIX MOCIEe CMEPTH MAIlMeHTOB, OBLIO BBISBICHO, 9TO 31% OONBHBIX
UCIBITAN HIOK B Mociennue 24 yaca xu3Hu: 55% u3 Hux nonyuwiu 3 paspsana, 32% - 6onee 10
paspsaoB. [IpucyTcTBoBaBIIMI pAIOM MEIULIMHCKUNA MEPCOHAN WM WIEHbI CEMbH OTMEYalld y
ymuparoiero crpecc u 6ois [336, 337].

B nocneanue 10 ner neaxtuBanus nepudpmnisiuun UK/** y manmeHToB ¢ TepMUHaATBEHON
cTajuel XpOHUYECKOro 3a00sIeBaHus BOILJIa B PEKOMEHAALNH 110 JICUEHUIO 3TUX 3a00JIeBaHUH B
CTPYKTYpE CTpaTeTuu NMaJUIMAaTHBHOTO JieueHus 00ybHBIX [ 184, 338].

*PexoMeHyeTcs epe/] MMIUIaHTAlUe! U B CITydae 3HAYUTEILHOTO YXyAIICHUS COCTOSHUS
3JI0POBbS OOCYXICHHE C TAIMEHTOM U €r0 CeMbei BOZMOKHOCTH JICAKTHBAMH J1eDUOPUILTSIIIN
NKJI**, c coBMeCTHBIM NpUHATHEM perieHust 06 atom [8, 339].

PKO IC (YYP A, YA S)

Jis oTkmodeHus QYyHKIUU AePUOPUILIAIMU HEOOXOJUMO HATUYHE BCEX CIEMYIONINX
KPUTEPUEB:

- COBMECTHO C MPO(UIBHBIM CTIEIUATUCTOM I10 OCHOBHOMY 3a00JIEBAaHUIO MMALIMEHTA OTPE/IeIICHNE
TEPMUHAIBHOM  cTaauu  3a0ojieBaHUST  WJIM  BBIPQXEHHOM  TsDKeCTH  3aboseBaHws,
HEKOPPEKTUPYEMOTO M3BECTHBIMU B HACTOSIIEE BPEMSI METOJAMH BO3JCUCTBUS U OMPECIICHUS
NAJUTHATUBHON (Da3bl JICUCHUS;

- HEe TpeamnoJiaraercs i JeueHus NalMeHTa TpaHCIUIaHTAalMs OopraHa W/WIM UMIUIaHTalus
CUCTEM MEXaHMYECKON MOJAePKKU KPOBOOOpAIICHHUS,;

- IMEEeTCs JKeTaHHe CaMOoro MalueHTa (B Cliydae ero BMEHSIEMOCTH) Ha OTKIIIOUeHHEe (DYHKIIUU
nepubpuuanuu (BbiO0op nmanuenTa opueHTuposad Ha KK u o6muit komdpopt);

- IOANMCAHHOE MALMEHTOM WJIM €0 POJICTBEHHUKAaMU (TIpU €ro HEBMEHSIEMOCTH UM OTCYTCTBUU
cO3HaHUs1) UHPOPMUPOBAHHOTO CoTIacus Ha oTKIroYeHUe GyHKnn nedudpumissmun MK/,
Kommenmapuu. Pewenue 06 ypeenmuom omxmoveHuu @yukyuu Oepubpurnayuu (01
npeoomepaujenus HenpepvieHo2o cpabamuieanus HKJ]) moocem npuHams u ocyujecmseums
(nanpumep, Hanoxcenuem masnuma na oonacme MKJ]) koncunuym epaveu 8 MOMEHM YMUPAHUSL
nayuenma, npeowvlearueco 6 MEePMUHAILHOL cmaouu ceoe2o 3abonesanus. Pewenue 06
OMKIIOUEeHUU QYHKYUU 0eQuUOPULIAYUU NPUHUMAECTNCA NAYUEHMOM U KOHCUIUYMOM 6padell ¢

Quxcayueti eco 6 ucmopuu O0Le3HU UTU AMOYIAMOPHOU Kapme DOIbHO20 U UHGOpMUPOsaHUU 0O
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9MOM peueHur poOCmEeHHUK08 nayuenma (npu coenacuu nayuenma). Omrmovenue GyHkyuu
deubpuniayuu modxcem npoBOOUMbCA 8 aAMOYIAMOPHBIX, CMAYUOHAPHBIX YCI0BUAX UIU 6
xocnuce. Basxcno nomHums, umo pewenue nayuenma o6 omxmoveHuu Qyukyuu oepubpuiiayuu
UNU €20 BKIIOYEHUU MONCem UBMEHSMbCs C MedeHueM GpPeMeHU, U MO0 peuleHue ciedyem
cuumams OnpeoetoWUM 015 BbINOJIHEHUSL U PUKCAyuu 5mo2o 8 MeOUYUHCKOU OOKYMeHmayuu
[340, 341, 342].

*O0cyXeHIE TPEIBAPUTEIHLHOTO IIAHUPOBAHUS JICUCHHUS, 1IETTh KOTOPOTO - JOHECECHUE
BpauoOM HJIM KOMAHJON Bpadel MaIMeHTy W 4WICHaM ero ceMbH HH(OpPMAlHUHd O TCUYCHUHU
3a00JIeBaHMs, BapUaHTaX JICYCHUS M TMAJUTMATHBHOW ITOMOIIU, PEKOMEHIYETCS MPOBOJUTEL JIO

TOT0, KaK MAaIMEeHTy CTaHET TPYIHO IPUHUMATh COOCTBEHHBIE petneHus [333, 343].

EOK IB (YYP A, Y]] 2)

Kommenmapuu: 1enu nedeHus: MOTYT M3MEHSTHCS B 3aBUCHUMOCTH OT CTaauM 3a00JeBaHUs,
TSOKECTH COIYTCTBYIOLICH MATOJIOTMM M PEUICHUs NalMeHTa. YUYUThIBas HENpPeICKa3yeMOCTh
TeYeHUsI 3a00JieBaHUS, OHBOJIIOIMIO OTHOLICHHWS TMalUeHTa K JIEYEHHI0 U BO3MOXKHOCTH
pacxosk/1eHUs MHEHHS 0OJIbHOTO C MHEHUEM YJICHOB €r0 CEMbH 0 3a00J1€BaHUH 1 00bEeMe JICUeHHU S,
HeoO0XoauMO WH(GOPMUPOBATH MAIMEHTa U €ro POJCTBEHHHWKOB O TEYCHHH 3a00JIeBaHUS,
IIPOrHO3€, BO3MOXKHOCTSIX JIEUEHUSI U COBMECTHO ONPENENSITh L€ U 3a1a4u Tepanui [344].

3.2.3. KarerepHas abaanusi

* V manmiedToB ¢ noBtopsitomieiics YMKT nmu ycroitunsoi nonmumopduoit XKT/DXK,
koraa JKHP unaynupytocs moropsitomumucs K3 uaeHTHIHOM MOPGOJIOTHH, PEKOMEHTYETCS
paccMoTpeTh BO3MOKHOCTH KA.

PKO I1aC (YYP B, Y/ 4)

Kamemepnasa abnayusa y nayuenmog 6e3 cmpyKmypHoil namoaozuu cepoua

O065acTh BBIXOJITHOTO TPAKTa IIPABOTO U JIEBOTO KEIyI0YKOB YACTO SBISETCS HCTOYHHUKOM
uanonatuueckux KT u XKD. B 70% ciydaeB 3710 BeixonHoit Tpakt [DK (BTIDK), B ocTanbHbIx
ciayyasx — cuHychl BambcanbBbl, BbixogHoi TpakT JDK (BTJDK), Oompuras BeHa cepana,
SMUKapAUaIbHBIE 30HBI, A0PTO-MHUTPATBHOE COCIWHEHUE, PEeKE - MPOKCHUMAIBHBIA OTHCI
JIETOYHON apTepuu HETMOCPEACTBEHHO HAaJ IMyJIbMOHAJIBHBIM KJIamaHoM. Mimuomaruueckas
ouaroBas JKT u3 Beixomnoro tpakta (JKT-BT) o6bran0 Bo3HuKaeT y manueHToB 6e3 CIIC, oqnako
Yy HEKOTOPBIX MallMEHTOB OBbLIN BBISABIICHBI HE3HAUUTENIbHBIE H3MEHEHUS 110 1aHHbIM MPT.

Kenyooukosas maxuxkapous u3z 6lxo0H020 omoena cepoya

*Brimonaenne katerepHoit abmamuu XKT/KD mpeanonoxkutensro u3 obmactu BTIDK

PEKOMEHIOBaHO TIPH HATMYUHM CUMIITOMOB H/1H B citydae HeagdektuBHoCcTH AAT (K mpumepy,
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B-ampeHo0I0KaTOPOB), a TAK)KE y MAIMEHTOB C HapylleHueM cuctoinndeckoi ¢pynkumu JDK Ha
done gacroit KT/ KD [345].

EOKIB (YYP A, Y] 2)

Kommenmapuit. Ilayuenmam c KT/2KD npeononoscumenvro uz BTIDK pexomenoosana KA 6
Kauecmee memooa nepgo2o evloopa, mozoa xax npu KT/K3 uz BTIDK eé evinoanenue ciedyem
paccmampusams moavko npu omcymcemeuu dgpgpexma AAT.

«Jleuenne AAII IC kmacca (610KaTopbl HATPUEBBIX KaHAJIOB) PEKOMEHJIOBAHO IIPH
Hamuuny cuMntoMoB manueHTam ¢ JKT mpeamonoxurensno u3 BTJIDK, o6nactu aoprambHOTO
KJ1arana uiy snukapauanbHoi XKT/KD [346].

EOKIC (YYPC, YA 5)

*Brmonaenne KA onbitHeIME crieninanuctaMu aist nedenus JKT/2KD npeanonokuTensHo
n3 BTJIK, obmactu aoprasbHOro KiamaHa wid snukapauansHoit KT/ KD pexomenmoBaHo y
CUMIITOMHBIX TanueHToB npu HedddektuBHOCTH Tipuema >1 AAII IC kmacca, a Takxke npu
HEXEJAaHUU NMalMeHTOB HaXOauThecs Ha qojrocpounoid AAT [346].

EOK IIaB (YYP C, Y1 4)

*Karerepnas abnamus s ieuenus KT/ KD npeanonoxxurenbHo 3 CMHYCOB BanbcaibBel
peKkoMeH10BaHa ToyIbKO nipu HedpexktuBHOCTH Tepanuu AAII IC kmacca [346].

EOKIC (YYPC, YA 4)

*OnukapauanbHbil  moaxon st abmamuu JKT/KD pexkomMeHIOBaH TOJBKO MOCTE
HeahpexTuBHOM dHI0KapAnanbHON admamuu XKT/2KD u3 Beixoansix TpakToB (BT) [347].

EOKIC (YYPC, Y 4)

Kommenmapuii.  bBorvwuncmeo — ouaeogvix  snukapouanrvnvix KT 6osHukaiom 6
HenocpeocmeeH o OIU30CMU OM OONbULUX CEPOSUHbIX 8€H UNU KOPOHAPHBIX APMEPUlL, U 2IAEHbIM

PUCKOM MaKoli npoyedypbl A6JAemcs No8peHcOeHUe KOPOHAPHOLL apmepuu.

Houonamuueckas 1e6021ceny00uKko8as maxukapous

Yamie Bcero Berpevaercs (acuukynspras KT ¢ nokanuzanueit nenu pueHTpH B 00JIaCTH
pa3BeTBIICHUI 3aJHE BETBU JIeBOW HOXKHM mydka ['mca (>90%), uzpeaka — nepeaHeil BETBH,
KOTOpasi pa3BUBAETCS TJIABHBIM 00pa3oM y Mosioabix Jtoaei 6e3 CIIC. Merogom nepBoro BeiOopa
JUIS JICUCHHsI TaKMX TAllMEHTOB B ONBITHBIX LieHTpax sBisieTcss KA, mockonbky 3abosieBaHue
BCTPEUYAETCS] B OCHOBHOM Y JIMI] MOJIOAOIO BO3pacTa, U JUIMTEIbHOE MEAUKAMEHTO3HOE JICUEHHE B
3TOM ciy4ae Hed(pPEeKTHBHO.

Kenyooukosas maxuxapous uz nanunisApHebIxX Mulily, 001ACMU KOTbYd MUMPATbHO20 UTU

mpexcmeopuyamoco KianaHa
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[Ipu orcyrcrBum 3 dexra ot neuenus KT/ KD u3 manusuisipHbIX MBI, 00JaCTH KOJIbIIA
MHUTpaIbHOTO WK TpexcrBopuatoro kianana AAIl IC kmacca w/mnu B-agpeHoOnokaTopamu
pexkomenioBana KA [348

EOKIC (YYP B, Y1 3)

Kommenmapui. Ilpu xapmuposanuu u 6vlnonHenuu adrayuu 6 30He NANULIAPHLIX Mblidy
00CMAMOYHO CIONCHO OOCMUYL CMAOUILHO2O NONONCEHUs. Kamemepd, 6 C6A3U C HeM
PEKOMEHOYemcs. MpAHCCenMAanbHblll 00Cmyn 6 psoe Ccay4aeé U KOHMPOIb C NOMOUbBIO
snympucepoeunoti IXOKI'. VYcnewmnas abaayus modxcem KpatiHe peoKo OCLONCHAMbCS

MUMpAanbHoU pecypaumayuel.

Kamemepnasa abnayus y nayuenmoe co CMpyKmypHOU namojozueil cepoua /

ouchynkuyueii 16020 HcenyoouKa

VY nanuenToB ¢ nucynkuueit JOK u ycroitunoii KT maToduznonornueckuii MexaHusm
ApPUTMUU BO MHOTHX CITy4asx 3aKitoyaeTcs B GopMUpOBAaHUU KpyTra pUEHTPHU Ha (hoHE pyOIIOBBIX
W3MEHEHUH, U TIeJIbI0 a0Naruu SBISICTCS KpUTHUECKHH Tiepenieek B obmactu 3toro kpyra. KT y
TaKUX TAI[MEHTOB Yallle BCETO MMeeT MOHOMOPQHBIN XapakTep. [IpeanodrurensHol KOHEUHOM
TOYKOW TPOIEAYPHl SIBISIETCS OTCYTCTBUE JOObIX mHAyIMpyeMbix JKT. B cimyuae pasButus
AIIEKTPUYECKOTO MITOpMA BhIMONTHEHHE KA MOXeT criocoOCTBOBATh €0 MPEKPAICHHIO, & TAKKe
CHU3UTH YaCTOTY MOBTOPHBIX SIMH300B [10 CPABHEHUIO C MEIUKAaMEHTO3HOI Tepamnueil.

*BrinonHeHne HEOTI0XKHOM KA B ONBITHBIX LEHTPax PEKOMEHJOBAHO Yy MAllMEHTOB C
HernpepblBHOW KT WM 37€KTpUUECKUM IITOPMOM, MPHUBOMASIIUM K MOBTOPHOMY HAHECEHUIO
mokoB MUKJ[*** [169].

EOKIB (YYPC, Y1 4)

*Ha3znauenne amumomapona®™* wmmm KA pexkomMeHAOBaHBI TAIMEHTaM C IOBTOPHBIMH
mokamu UKJ[*** BcnencrBue ycroitunboit KT [242].

EOKIB (YYP A, VI 2)

*Hasnauenue amuongapoHa** unu BeimonHeHne KA pekoMeHI0BaHO MOCIE PETUCTPAIlUN
nepBoro 3nu3oaa ycronunoit KT y manmentoB ¢ UKJ[*** [231].

EOK I1aB (YYP C, Y1 4)

*V mnamuentoB ¢ guchynkuueit JDK, HampaBneHHbIX Ha KaTeTepHylo abmanuio KA,
NpenpoueaypHasl WIKM BHYTPUIPOLEAYpHAs BU3YyaIU3alMs PEKOMEHIYETCS MJi HCKIIOUYEHUS
Tpomb03a mojocte cepana [349].

EOK IB (YVP A, V]I 2)
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*Y DanuMeHTOB ¢  HEHMIIEMUYECKOM WM  HMIIEMUYECKOH  KapAMOMHUONATHUSAMH,
HanpaBJIeHHBIX Ha KareTepHyto abOmanuio KT, pekomennoBana MPT-Buzyanuzamus Muokapaa
JUIS TIOBBIIIEHUS (PPEKTUBHOCTH BMEUIATENbCTBA U CHIDKEHHS BepoSTHOCTH peuuauBoB KT
[350].

EOK IIaB (YYP B, Y/ 2)

*V nanuenToB ¢ pyben-accounnpoBanHoit JXXT pekomennoBana abnamnus cyOcTpaTta s
HOBBIIIIEHUS YPPEKTUBHOCTH BMEUIATENbCTBA U CHUXKEHUS BepositHocTH peruauBoB XXT [351,
352.].

EOK IB (YYP B, Y1 2)

*PexkoMeH10BaHO MyJIBTUAJIEKTPOAHOE KapTHUPOBAHUE BBICOKOM IUIOTHOCTH AJsl Oojee
MOJTHOM XapaKTePUCTHUKH apUTMOTEHHOM TKaHu BO BpeMs KA pyo6er-accormupoBannon KT s
HOBBIIIEHUS YPPEKTUBHOCTH BMEUIATENbCTBA U CHMXKEHUS BepositHOcTH peruauBoB XXT [353,
354, 355].

EOK IIaB (YYP B, Y] 2)

Kenyooukoeas skcmpacucmonusa y nayuenmog co cmpyKmypHoU namonozueti cepoya /

oucynkyuell 1e6020 Hcenyo0ouKa

*V manuentoB co CIIC/muchynkmumeit JDK ¢ wacroit cumnromaon XKD  wim
nosropsroueics HYXT pekomennoBano Beinonnenne KA [356, 357 ].

EOK I1aB (YYP B, Y] 2)

[Ipu Hammuun nuchynkuun JOK, acconnnpoBanHoii ¢ XKD, pekOMEH10BaHO IIPOBEICHUE

KA [357], [Deyell M.W., Park K.M., Han Y., Frankel D.S., Dixit S., Cooper J.M., Hutchinson M.D., Lin D., Garcia
F., Bala R., Riley M.P., Gerstenfeld E., Callans D.J., Marchlinski F.E. Predictors of recovery of left ventricular

dysfunction after ablation of frequent ventricular premature depolarizations. Heart Rhythm 2012; 9:1465 - 1472].
EOK I1aB (YYP C, V]I 4)

3.2.4. Moaynsiuusi aBTOHOMHOI HEPBHOM AKTHBHOCTH (HelipOMOAYJISLIMA)

OO6menpu3Hana poyib aBBTOHOMHOM HEPBHOM CHCTEMBI B pa3BUTHHU apuTMuii [358]. Panee
OBLIO TMPOJEMOHCTPUPOBAHO, YTO CHMIIATHYECKAash aKTUBALUS MIpaeT KIIOYEBYIO pOJib B
uHAykuu KA, OCOOCHHO TpH HEKOTOPHIX HACIEACTBCHHBIX 3a00JIEBAHUAX, TaKHUX Kak
BpoxkzieHHbIH CYUQT u KIDKT [359, 360], a neBOCTOpOHHSASI cUMMOaTHYecKas JCHEpBaIus
Cep/Iia CHIKAET 9acTOTy apuTMUUecKnX 0OMopokoB mpu BpoxkaenHoM CYUQT [361]. [lokazana
3()PEKTUBHOCTh CHUMITATUYECKONW OJOKaZbl Cepia ¢ TOMOIIBI0 PA3JTHYHBIX IOJXO/0B
(TOpakallbHON JNHIYypadbHOW aHECTe3WH, YPECKOKHOW OJIOKaahl 3BE3MYATOrO y3jia WU
XUPYPrUYE€CKOM pEe3eKIUU 3BE3AYATOr0 TAHIJIUS) B CHIDKEHMM TSDKECTH ApUTMUM TPHU

pedpakreproit KT/DXK [176, 179]. HeoOxonumbl nanpbHEHIITNE UCCIECIOBAHMS IS BBISBICHHS
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KOTOpPThl NAllMEHTOB ¢ HanOoblel 3(p(HEKTUBHOCTBI0 HEUPOMOIYJISALUM Ui KyNUPOBAaHUS U
npodmnaktuku JXKT/DXK.

*V nanuentoB ¢ XKXT/OX u HeadekruBnoil Tepanueit B-agpeHoOnokaTopamMu H/HIN
npyrumu AAIL, xorga KA nHeaddexTuBHa, MpOTUBONOKa3aHa WM HEBO3MOXKHA, PEKOMEHIyeTCs
paccMOTPETh BO3MOKHOCTh CUMITIATUYECKOM IeHepBanus cepana [178].

PKO IIaB (YYP B, YU 4)

3.3. Bedenue nauuenmoe ¢ omoeibHbiMu 6U0AMU HO307102UILL

3.3.1. UanonaTnyecKkue KeJay104KOBbIe ADUTMHUH

Naunonatnyeckumu HazbiBaroT JKA 6e3 CIIC u kananmonaruii [8].

JIuam ¢ 6eccumnroMuoii K3 0e3 CIIC n/unu HacleACTBEHHON KaHAJIOIIaTHH, KOTraa
JI0JIs1 SKTOMMYECKUX KoMIiekcoB 6osee 10% oT 001iero KoJanuuecTBa CepJeUHbIX COKpALICHUN
no manapM XMOKT', wim nipu Hanmmaun HY KT, mokazano nuHamudeckoe HaOII0IeHUE TS
BO3MOYKHOTO BBISIBJICHUS 3a00JI€BaHUSI CEPICTHO-COCYIUCTOM cucTemsl [362, 363, 364, 365].

EOK IC (YVP C, VI 4)

e[lartmerram ¢ KO/ KT c¢ wmopdonorueit QRS KOMILIEKCOB, HE TUMUYHOW IS
UAMONATUYECKUX apUTMHUN Jaxe INpu HopMalbHbIX pesyiapraTtax OXOKI', pexomeHI0BaHO
BeinoaHenne MPT cepaua s AMarHoCTUKY CTPYKTYPHOM natosioruu [366].

EOK I1aC (YYP B, Y]/ 3)

*PexoMenoBano mnposeaeHne MPT cepama npu moao3peHUHM Ha KapAMOMHUONATHIO,
WHIYIUpoBaHHYI0 KD (uumaramus monocTel cep/iia U CHIKEHHE COKpaTUMOCTH MuoKapa JIK)
[367, 368].

EOK I1aB (YYP B, Y/ 3)

*V manuentoB 6e3 CIIC/muchynkuun JDK MenukaMeHTO3HOE JedeHrne OeCCHUMITTOMHON
Heuactoit JKO/HY KT He pekoMeHI0BaHO, TaKk KaK y 3TUX ManueHToB HU3kuil puck BCC u He
Tpedyercs e€ mpodumnaktuka [208, 211, 369, 370].

PKO HIC (YYP C, YA/ 4)

Kommenmapuii. C nosuyuu pucka BCC nayuenmwt 6e3 CIIC umerom Onrazonpusmmbiii
NPOCHO3 6HE 3ABUCUMOCTIU OM BUOA HCELYOOUKOBOU IKMONUYECKOU AKMUBHOCMU U 00uje2o
koauuecmea K3 6 cymxu [191, 192, 193].

*B-anpenodiokatopel, AAIl IC xkmacca (Ilepeyenp mnpemapaTroB TmpeACTaBICH B
[Tpunoxenun A3, tabmuma A3.1.) uaum OJOKAaTOPBl «MEIJICHHBIX» KaJbIMEBBIX KAHAJIOB C
OpsMbIM BIUSHUEM Ha cepiue (#Bepamammin™**) pexomenaoBansl y nanueHToB ¢ KO/ KT u3

BTIDX u npu uauonaTuyeckoi JeBOXKeTyJ09KOBOH ((hacMKYIISIPHON) TaXUKAPIUU IPU HATTUYHH
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CUMIITOMOB B CJIyda€ OTKasa IalUuCHTAa OT IIPOBCACHUA KA, a TaKXe€ €CJIM €€ IPOBCIACHUC

HEBO3MO>KHO WJIM aCCOLMUPOBAHO C BBICOKUM puckom [371, 372, 373].

EOK I1aB (YYP B, VI 3)

Kommenmapuii. Memooom evibopa neuenuss KOI/KT uz BTIDK u wuouonamuuecxot
J1€802#CeY00UK080IU ((hacyuxynapHot) maxukapouu aensemcs KA.

[laruentam ¢ upmonatmdeckoit XKI/KT c¢ mokamuzamueit BHe BTIDK npu nHammdwmm
CUMIITOMOB  PEKOMEH/JOBAHO  HCIIOJIb30BaHHWE [-aapeHOOJOKATOpPOB WM  OJOKATOPOB
«MEJIJICHHBIX» KaJbIIMEBBIX KaHAIOB C MPSAMBIM BIHMSHHEM Ha cepiie (#Bepamammma**) [371,
372].

EOKIC (YYPC, Y 4)

*AAIl IC knacca mnpu HaJIMYUU CHUMIOTOMOB PEKOMEHIOBAaHbl Yy TAIIMEHTOB C
nauonarndeckoi XKI/KT ¢ moxamm3anmii BHe BTIDK [200, 202, 374].
EOK I1aC (YYP C, YA/ 4)

*AMHOJIapOH HE PEKOMEHJOBAaH B KAa4YeCTBE TEpAINUU TICPBOH JIMHUW Yy TAIUECHTOB C
uauonaruaeckumu KO/ KT [8, 203].
EOK IIIC (YYP C, Y/ 4)

Kommenmapuii. Haubonee 3¢pgpexmusnvimu cpeocmeamu nevenus KO/HYIKT y nuy 6e3 CIIC
sensromess AAIl IC xknacca (nponageHon™*, ousmuniamunonpoOnUOHUIIMOKCUKAPOOHULAMUHO-
¢enomuazun u aannakoHumuHa uopodbpomud**), a marxoce amuooapon**. Ilpumenernue
amMuoO0apona y OaHHOU ZPYRnbl NAYUEHMO8 OCPAHUYEHO BHEeKAPOUANbHLIMU NOOOUHbIMU
agpgpexmamu [203] u yenecoobpasno auwe npu narwuuu CIIC, sxmoyas kapouomuonamuio Ha
@one uacmou K3 (cm nuxce) [195, 197]. [lepeuens npenaparoB npenctasieH B [IpuosxeHnn
A3, Tabmuma A3.1.

*Y manMeHToB ¢ KapAauoMmuomnatued Ha (¢GoHe dactoi MoHoMmopdHou KD
MenukameHTo3Hass AAT, Bkitouas amMmuonapos™*, pekoMeH0BaHa B cllydae OTKa3a MMalueHTa OT
npoBeneHus KA, a Takxke eciu ee IpoBeACHHE HEBO3MOXKHO, aCCOIIMHPOBAHO C BBICOKUM PUCKOM
i 66u10 HedphekTUBHBIM [196, 375].

EOK ITaC (YYP C, Y/ 4)

O6151acTh BBIXOJITHOTO TPAKTa IPABOIO U JIEBOTO KEyI0UYKOB YaCTO SBISETCS HCTOYHUKOM
unuonarndeckux KT u XKD [376, 377, 378, 379]. B 70% cayuaeB ato BTIDK, B ocTanbHbIX
ciydasix — CHHychl Banbcanbbl, BeIxoiHOHM TpakT JDK, Gombinas BeHa cep/iia, SnuKapauaibHbIe

30HBI, AOPTO-MHUTPAIbHOE COEIMHEHUE, PEKE IPOKCUMAIBHBI OTIEN JIETOYHOW apTepuu
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HEMOCPEICTBEHHO HaJl MyJIbMOHAIBHBIM Ki1ataHoMm [347, 380, 381, 382, 383, 384, 385, 386, 387,
388].

Nnnonarndeckas KT U3 BBIXOJHOTO TpakTa 0OBIYHO BO3HHKaET y manueHToB 0e3 CIIC,
OJIHAKO Y HEKOTOPBIX MAIIUEHTOB ObLIN BBISBIICHBI HE3HAUNUTEIbHBIE H3MEHEHNU 110 JaHHBIM MPT.
Nnnonatudeckas XXT oObrdHO MMEET TOOPOKAUYECTBEHHBIM XapaKTep, HO B HEKOTOPBIX CIIydasix
Bo3MoOskHa 35okadectBeHHas KT [151, 389, 390, 391, 392, 393].

*KA pexomenayercs nanuentam ¢ cumnromuoi XK9/KT u3 BTIDK B kauecTBe Tepanuu
nepBoit uany [8, 197, 202].

EOKIB (YYP B, YA/ 3)

*KA pexkoMeHAyeTcsl MalMeHTaM C HUIUONMATHYECKOM CHUMIITOMHOW JIEBOXKEITYIOYKOBOM
(pacrukynsapHoil) Taxukapauei B kKauecTBe Tepanuu nepsoit munuu [8, 200, 201].

EOK IB (YVP B, VI 3)

*KA pexomenayercss y mnamMeHToB ¢ uauonarndyeckoil cumnromuHoi XKDI/KT c
nokanu3anuii BHe BTIDK [200, 202, 374].
EOK IIaC (YYP C, YA 3)

Kommenmapuit. Kamemepnasa aonayus XI/KT ene BTIDK (BT/DK, snuxapouanvuas
JIOKanu3ayusl, NAanuiiapHble Mulidybl, KOJIbYA MUMPATLHO20 U MPUKYCAUOANbHO20 KIANAHO08)
HepeoKO CONpAdCceHa ¢  MeXHUYeCKUMU MpYOHOCMAMU U  0OoNee  BbICOKUM — PUCKOM
emeulamenbcmea, NnodIMomy pexkomenoosana kak anvmepuamuea AAIl IC knacca npu
Heaghhexmusnocmu [-adpeHodb10Kkamopos.

*Y aCUMIITOMHBIX MAIIMEHTOB C IEIbI0 MPOOUIAKTHKN CUCTOMNYEeCKO auchyHkmmuu JIK
BCJIE/ICTBHE KapIMOMHOIIATUH, UHIYyHpoBaHHOH XKD, peKOMEHyeTCsl paCCMOTPETh BO3MOXKHOCTD
BbimosiHeHUsT KA wuanonatnyeckux KD, korma AoJs 3KTONUYECKUX KOMIUIEKCOB COCTaBIISIET
6omee 20% OT 001Ier0 KOTMYECTBA CEPICYHBIX COKpaIeHu B cyTkH 1o ganHbIM XMOKI [200,
221, 394].

EOKIIB (YYP C, YA/ 4)

*Brmonuenne KA pekomeHayeTcs NalnMeHTaM C KapJIHMOMHOMNAaTUEW, pa3BUBIICHCA
BcIeACTBUE YacToi MoHOMopdHOi XKD [200, 221, 395, 396, 397, 398].
EOKIC (YYPC, YA 4)
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3.3.2. Nmemu4eckasi 00J1e3Hb cepana

3.3.2.1. Ocmpwiii KOPOHAPHBLU CUHOPOM U OCMPBIL UHDAPKM MUOKAPOA

Yacrora XA npu OKC Ha rocnuraabHOM 3Tane CHU3WIACH 32 CUET paHHEH U aKTUBHOM
peBacKyJsIpU3alliid U CBOCBPEMEHHOH ajekBaTHOW (apmakorepanuu. Tem He Mmenee, y 4-12%
nanuenToB ¢ UM ¢ nmoagsemom cermerTa ST (MMnST) B mepBbie 48 4acOB ¢ MOMEHTA TTOSIBJICHUS
cumnTomMoB pasBuBarotcs KA [53, 399, 400].

Hopenepdysnonnsie KA BcTpedaroTes darie, 4eM penepdy3noHHO-UHIYIIMPOBAHHBIC
win noctpenepdysuonnsie apurmun npu UMnST [401]. I'emopnnamuueckasi HeCTaOUIBHOCTb,
kapauoreHHsiii mok, @BJDK menee 40%, a takxke cymMMa OTKIOHEHMH cermeHTa ST BO Bcex
OTBEICHUSX, SBIJISIOTCS HE3aBUCUMBIMH npeaukTopamu KA kak npu UMnST, tak u 6e3 Hero [53,
402]. Kpome Toro, paHHsig penoJisipu3aius cBsizaHa ¢ nobieHHbIM puckoM KA n BCC mpu OKC
[403].

IIpoghunaxmuxka sncenyoouxosvix apummuti npu ungpapkme UMnST

Cpounas penepdys3us sBiseTcs Hanbosiee BaxxHoi Tepanueit [120, 404], Tak kak ocTpas
UIIEMHUs BbI3bIBACT apuTMHU. JleueHuwe [-agpeHoOs0KaTOpaMM TakKe PEKOMEHIyeTcs s
npenorspauieHus KA [405, 406].

B cnyyae OKC u noBTopHOii croiikoi n/unu remoannamudecku 3HaunMoi KT nmn XK
ObICTpast M YyCHEIIHas pPEBacKyJsipU3alMs HMMEeT KII0UeBOE 3HaueHHe Uil NpO(UIAKTUKH
MOCJICTYIONINX APUTMHK U JTOJDKHA BBITIOHATHCS 0e3 mpomenienus [407, 408, 409].

*PekoMenyercss paccMOTpeTh BO3MOKHOCTH 3KcTpeHHoi KAI, mpu HE0oOXOIUMOCTH C
peBackylsgpusaiuen, y nauueHTos ¢ noBropasiMu snuzonamu KT unmm OXK, korma He ygaercs
WCKJIIOYNTh UIIEMHUIO MUOKapa [5, 73, 410].

EOK IIbC (YYP C, Y 5)

*OKcTpeHHas penepdys3us pekomennoBana npu UMnST 1st yMeHbIIEHUS HIIEMUYECKOTO
MOBPEXJICHUS U DJICKTPUUECKOi HecTaOminbHOCTH MUOKapaa [411, 412, 413].

EOKIA (YYP A, YA 1)

*PekoMeHTyeTCsl pacCMOTPETh BO3MOXKHOCTh BhIMoaHeHUss KAT u, mpu HE0OXOAMMOCTH,
KOPOHApHON aHTMOIUIACTHKY B T€UEHHE 2 U TIOCJIe TIOCTYIUICHUs y nmanueHToB ¢ M 6e3 monbema
cerMeHTa ST M3 Ipynmsl BHICOKOTO PUCKA, B TOM YHUCIE C yrpoxaromumu ku3Hu KA, ans
YMEHBIIIEHUS UIIEMUYECKOTO TIOBPEKICHUS U JIEKTPUUECKON HecTabmiIbHOCTH MUOKapaa [407,
408].

EOK IIbC (YYP C, Y1 5)
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*PexomeHnyeTcs  paccMOTpeTh  BO3MOXKHOCTH  OKCTPEHHOH  peBacKylspU3aluu
KOPOHAPHBIX apTepHii y ManueHToB ¢ MoBTOpHBIME >mu3oaamu KT umun @XK ans ycrpaneHus
umemun Muokapaa [120, 407, 408, 414].

EOK IIbC (YYP C, Y 5)

[locTynnenue B OTAeNeHUE WHTEHCHUBHOW Tepamuu pPEKOMEHJIOBAHO MallMeHTaM,
BBDKUBIIIUM TIOCJIE OCTAHOBKH CEpJilla BHE CTEH JIeYeOHOT0 YUPEKIEHHUS M HaXOJSIIIUMCS B
cocrossHuu Kombl, 6e3 DKI -mpusnakoB UMnST na OKI nmocne peanumaruu [5, 73, 120, 414].

EOK I1aB (YYP A, Y 3)

*Cpounoe BbemosHeHHe KAI' (<2 9) peKOMEHIOBaHO TAaIlMEHTaM, BBIKUBIIUM IIOCIIE
OCTaHOBKH Cep/illa BHE CTEH JICUCOHOTO YUPESKICHHS U HAXOIAIIMXCSI B KOMATO3HOM COCTOSTHHH,
IPU OTCYTCTBUU JIAHHBIX 332 HEKOPOHAPHBIC IPUYMHBI, OCOOCHHO y MAlMEHTOB ¢ HECTAOMIHHOMN
remoauHamukoi [120, 414, 415].

EOK I1aB (YYP B, Y] 2)

Kommenmapuii. Ocmpas uwemusn A671Aemcs NPUYUHOU INeKMPUYECKOL HeCmadUuIbHOCMU U
npogoyupyem osnuxnogerue KA npu OKC [416]. [na ymenvwenus seposmuocmu KT/DPK npu
OKC pexomenoyemcs Haznauenue [-adpenodiokamopos 6 pauwnem nepuoode [417, 418]. B
HEKOMOPbIX CYYAsX NoMo2dem KOMNeHcayus cunomacHuemuu u eunoxanuemuu. Cmamumbl
YMeHbwarom cmepmHocmy  cpeou nayuenmos ¢ HBC, eonasnubim  obpazom 3a cuem
npeoomepaujenus NO8MOPHLIX KOPOHAPHBIX COObIMUU, U AGIAIOMCA 4ACMbIO CMAHOAPMHO20
neuenusi maxux nayuenmos [408, 409]. Bosnuxnosenue @K 6 pannem nepuoode (m. e. 6 meyerue
48 yacos) npu OKC conpogosxcoaemcs nAMUKpamubviM NOBbLULEHUEM DPUCKA 20CHUMATbHOU
cmepmuocmu [419].

*BuyTtpuBenHoe (B/B) BBeaeHHME [-aApEHOOIIOKATOPOB PEKOMEHJOBAHO MAIUEHTaM C
peunauBupytomuM XKT/DXK Bo Bpems UMnST, ecnu et mpotuBonokazanuii [417, 420].

EOKIB (YYP B, YA/ 2)

*B/B BBeieHME aMno1apoHa peKOMEH10BaHO narueHTam ¢ peuuausupyonmm XK T/DX Bo
Bpems octpoit passl OKC [143, 420, 421].

EOK I1IaC (YYP B, Y11 2)

*PexomeHiyeTcsi paccMOTpeTh BO3MOXKHOCTb B/B BBEACHMS JIMJIOKAWHA Ui JICUCHUS
pemnnuBupytomux JKT/@X, ©He mnopnaromuxcs JedeHUto [(-agpeHoOnoKaTopaMu MU
aMHOJAapOHOM, WJIM €CITM aMUOJIApOH MPOTUBOIIOKa3aH BO BpeMs ocTpoil (azsr OKC [421].

EOK IIbC (YYP B, YA/ 2)

*[Ipodpunaktuueckoe neuenne AAIl (kpome P-ampeHOOTOKATOPOB) HE PEKOMEHIYETCS
npu OKC [167].

EOKIIIB (YYP A, YI 2)
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smmnanranua MKJ[ pekomennoBana y BepKMBIIMX Tociae BOC BcienacTBue cnasma
KOpOHapHbIX apTepuil [422, 423, 424].

EOK IIaC (YYP B, Y1 2)

Cmpamuguxayus pucka BCC 6 ocmpwiii nepuoo (nepevie 10 oneti) UM

BonbmnHCTBO HccaenoBaHui, B KOTOPBIX OLIEHUBAIH 11€1€C000pa3HOCTh HEMHBA3UBHBIX
Croco00B cTpaTUUKALUK PUCKA, TPOBOJMWINCH Ha MAI[MUEHTaX C BBIPAXKEHHBIM CHIXKeHHeM OB
JIK (<40%) nnu B cMemnaHHbIX Tpynmnax. Pesynbratel ans nanueatos ¢ @B JDK >40% nubo ne
CO00IAIKNCh, MO0 MOATPYIIBI TAKMX MAIlMEHTOB OBUIM HACTOJIBKO MAllbl, YTO HE IMO3BOJISUIN
BBITIOJTHUTH JOCTOBEPHBIM aHAIM3 M WHTEPIPETHPOBATH MOJNyUYEHHBIC JaHHBIC. B HacTosmuit
MOMEHT HET JOCTaTOYHO CHeUU(UYHBIX M YYBCTBUTEIbHBIX HEHWHBA3UBHBIX METO/OB
cTpatudUKaIMy pUCKa y MaueHToB, epeHecmmx UM u nmeromux Hopmanbayo ©BJIDK.

EcTh orpanndeHHble TaHHBIC, TIOJYyYEHHBIC B TOATpyNNax OOJBIIMX HCCIEAOBAHUMN, YTO
nporpamMmmupyemast crumysisiiust xenynoukoB (IICXK) Moxxer mpuMeHSIThCS IS CTpaTU(UKALIUN
pucka nocine UM y nanmentos ¢ @B JIK >40% [425, 426, 427]. DTOT METOI ceivac OLIEHUBAIOT
B pamkax mpoaospkaromierocs uccienoBanus PRESERVE-EF no crpatudukamum pucka y
nanrueHToB ¢ coxpaneHHoit ®BJIK.

*HennBaszuBHble MeTOIBI (HampuMep, OILEHKA anbTepHanuu 3youa T, auchyHKIuu
BETeTATUBHON CHCTEMBI HJIU CUTHAJI-ycpeanenHoi DKI') He pekoMeHyroTes 1iist cTpaTuukanum
pucka B panHui nepuop nocie MM [428, 429].

EOKIIIB (YYP C, Y/ 4)

*Pannss (o BeIUCKH U3 cTaninoHapa) otienka ®BJIK pexomeH1oBaHa BCEM MAIlMEHTaM,
nepenecinm UM [5, 73, 101, 410, 430].

EOKIB (YYP A, Y] 2)

[loBropHas ouenka cHmwkeHHOW DBJIDK (<35%) pexomenmyercs depe3 6—12 Hemens
nocie MM c¢ mensio ompeneneHuss HeoOxonumoctd umiuiantauun WK/ s nepBuuHOiM
npodunaktuku BCC [5, 73, 428, 429].

EOKIC (YYPC, YA 5)

Kommenmapuii. B ocodvix ciyuasx, nanpumep, npu  HENOIHOU  PeBACKYAAPUIAYUL,
npeowecmeyrowem napyuienuu @B JIK u nosaenenuu apummuu cnycms 48 uacoe om passumusi
OKC, mooicno paccmompemsv paunioro (<40 ouetr) ycmanosxky HKJ]. Ilpu smom credyem
yuumvieamov mun KA (monomopghuas, norumopguas, nieomopgpran KT uiu DXK), a maxoce
onuny yukia KT (necmotikue Kopomxue Yukivl U HecmouKue OJIUHHble Yukivl). Ecau
BbINOIHACMCA NPOSPAMMUPYEMASL CIMUMYIAYUS, OONOIHUMENLHO OYEHUBAIOM UHOYKYUIO U MUN

unoyyupyemotl apummuu (monomoppuasn KT, nonumoppnasn KT, DJK) [254, 254, 430].
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*PeBackymsipu3alys KOPOHAPHBIX apTepUil PEKOMEHJO0BaHA MAllUEHTaM CO CHWXEHHOU
O®BJIX 1 npeamecTByONMMY € IPU3HAKaMU UIIEMUH MUOKap/a Juist cHukeHust pucka BCC [5,
73].

EOKIB (YYPC, Y11 4)
3.3.2.2. Xponuueckasn UBC

Ilepsuunas npoghunaxmuxa BCC y 6onvuvix co chusxcennou PBIDK

UYepes 40 nueit nociie UMnST npumepro y 5% nauuentos @B JDK cTtaHoBuTCS MeHee
35%, uro yBenumuuBaeT puck BCC [431]. [Tanmentam ¢ ®BJDK <35% u cumnromamu XCH OK
kmacca II m III mo NYHA pekomennyercs mnepsuuHas npodmiaktuka BCC wmeronom
umiantauun UK [231]. Wmnnantamus WKJ[ Taxke [pomkHa paccMaTpuBaTbes Y
O6eccumnToMHBIX TanueHToB ¢ @B <30% [250]. B oToli rpymme MalMeHTOB CHIDKCHUE
cmepTHOCTH ¢ momotisio MK]l Ob110 MpoaeMOHCTPUPOBAHO B YETHIPEX PaHIOMH3UPOBAHHBIX
KIMHUYECKUX uccienoBanusax [231, 249, 250, 252]. Ianuentam ¢ UBC co camxennoit ®BJIK
(£40%) wu Oeccumnromuoit KT, wungynupyemoit c¢ mnomompio IICXK, pexomenmoBaHa
nmianTanus UK/ mHezaBucumMo ot kinacca NYHA [252].

C mMoMeHTa MyOJUKallMU BBIIICYNOMSIHYTBIX MCCIEIOBAaHUMN PacIIMPHIOCh TPUMEHEHUE
paHHEH peBacKysipU3aliy U ObLTU BHEAPEHBI HOBBIC MIpemapaTsl i Tepanuu CH, 4To CHU3HITO
o6mmii puck BCC y manmentos ¢ CH [432].

Cmpamuguxayus pucka u nepeuunasn npogpunaxkmuxa BCC

[laruentam ¢ oOMopokom u mepeHeceHHbIM NMnST pexkomenmoBana I[1CXK, ecnu
00MOpOK OcTaeTcsi HEOOBICHUMBIM TTOCIIE HEMHBAa3WBHOTO oOcienoBanus [433, 434].

EOK IB (YYP A, VI 2)

*Ummnnanrarmus K] pekomenayercs narmentam ¢ UBC, cumnromamu XCH (ITI-111 kmace
no NYHA) u ®B JI)XK <35% na pone OMT, nponomxkatouieiics 6onee 3 mecsiues [231, 250].

EOKIA (YYPA, YAA1)

*Umnnanranus UK pexomennoBana nanuentam ¢ MbC, knaccom [ mo NYHA u @B JIK
<30% na ¢hone OMT, npomomxkatomerics 6osee 3 mecsies [250].

EOK I1aB (YYP A, Y 3)

sMmmnanTarus UK/ pekomennoana nmanuentam ¢ UbC, ®B JIXK <40%, na done OMT,
npojonkaroterics 6onee 3 mecsies, 1 Y MXKT, ecinu ona unaynupyercs ¢ momomiso [ICK [252].

EOK I1aB (YYP A, Y 3)

[latuentam ¢ WBC ©He pekomenayercs mpodumnaktudeckas AAT, kpome J-
azpeHoOokaTopoB [222, 224, 230].

EOK IITA (YYP A, YO 1)
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Bmopuunas npoghunaxmuxa BCC u neuenue KA

*Mmrunantamst UK pekomenyercss mamueHTaMm 0e3 NpOJODKAIOUICHCs HIIEMHH C
noarepxkaeHHoN XK nnu remogunamuyecku 3HaunMon JKT, BO3HUKAIOIIEH 03/1Hee YeM uepe3
48 4 nocnie UM [233, 247, 435].

EOKIA (YYPA, YA 1)

*KA pexomennoBana manuentaM ¢ UbC u permausupytomeit cumnromaond Y MOKT u/vnum
mokamu K1 npu YMOKT, HecMOTps Ha TOCTOSIHHYIO TEPANNIO aMHUOJaPOHOM, BMECTO YCUJICHUS
AAT [243].

EOK IB (YYP A, Y] 2)

*JloGaBiieHue nepopasbHOr0 aMHOJApOHA WM 3aMeHa [3-aApeHO0OI0KAaTOPOB COTAIONIOM
pexomenaoBanbl naruentam ¢ UbC ¢ penunusupyromeit cumnromuoit YMXKT w/unu mokamu
UK nns xynupoanust Y MIXKT Bo Bpems sieuenus -aapenoonokatopamu [165, 436].

EOK IIaB (YYP A, Y 3)

*Umnnanranus UK/ pekomenaoBana nauueHTam ¢ reMonHaMuuecku 3Hauumoit Y MOKT
u ®BJIXK >40%, ecnu abnarus KT HeadekTrBHA, HEAOCTYTHA UM HEXeETaTeIbHA.

EOK IIaC (YYP C, YA 4)

*KA pexomenoBana naureHtaM ¢ UbC u penuausupyromniei cumnromaruaeckon Y MOKT
win mokamu K] nmpu YMXT, HecMoTps Ha jeueHue B-aapeHOOIOKaTOpaMy MIIM COTAJIONOM
[243].

EOK IIaC (YYP C, YA 4)

*PekomeHnyeTcsa paccMoTpeTh BO3MOKHOCTh KA y maninenToB ¢ UbC, KOTOpbIM nOKa3aHa
ummiantauus MK/, nenocpencrBeHHo mepen wiu cpasy mnocie ummiantanuua WK/, aroOsr
YMEHBIIUTh KOJIMYECTBO BO3MOXKHBIX nocienyromux 3nu30,10B KT u mokos UK/ [352, 437, 438,
439].

EOK IIbB (YYP C, YA 3)

*V namuentos ¢ UBC u remogmnaamuuecku cradmisaoil YMKT u ®BJIK >40% KA B
OTBITHBIX LIEHTPaX peKOMEHAyeTcs Kak anprepHaTuBa MKJI*** mpu ycrnoBum AOCTHXKEHHS
Heunayuupyemoctu KT u snmuMuHaAIMKM BCeX MO3JHUX U (PparMEHTUPOBAHHBIX 3JIEKTPOrpaMM
MHUOKap/a KeTy10YKOB.

EOK ITaC (YYP C, Y/ 4)

Amnespusma neeoco cenyoouka. Huwemuueckas kapouomuonamus. Xponuueckas
cepoeynas HedoCMmamo4HOCb.

Yacrota pazButus u TskecTh KA Bo3pactraroT mo mepe yrspkeneHus CH, omnako
nporHoctudyeckoe 3HaueHue KA g ouenku pucka BCC moka HescHo. OntumanbHas

MenukaMmeHTo3Hass Tepanusi HAIID® (umm APA npu Hemepenocumoctu uAIID), f-
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aZpeHOo0I0KaTOpaMy WJIM aHTarOHHCTaMH albJI0CTEPOHA peKoMeHpoBaHa marueHTam ¢ XCH u
cucronnueckoit nuchynkuuen JOK (®B JDK <35-40%) nnst cHrbkeHUs OOIIeH CMEPTHOCTH U
pucka BCC [440, 441, 442, 443].

«Xupypruueckass PpEKOHCTPYKLHS JIEBOTO JKelyJoduka BO BpeMsl KOPOHApHOTO
myHTUpOBaHus pekoMeHaoBaHa y nanueHToB ¢ XCH III-IV kmacca mo NYHA, y nanueHToB ¢
6onboi anespusmoit JOK, 60nbmmm TpoMOOM, 3MH30JaMu TPOMO0IMOOJINY B aHAaMHE3€ WU B
clly4ae apUTMHHM BCIEACTBHE aHEBPU3MEI [444, 445, 446].

EOK I1aA (YYP A, YA/ 2)

Kommenmapuii. llenv xupypeuuecxoui pexoncmpykyuu JDK — yoanenue pyoyosoii mxkanu npu
HOMOWU pe3eKyuu IHOOKApOa U IHOO0BEHMPUKVIAPHOU NIACMUKU ¢ HOpManuzayueu opmol u
06véma JDK ona ynywwenus ouacmonuueckol u KOHYeHmpuieckou CUCMOIUYeCKol yHKYul,
UCKTIIOYEeHUe 30Hbl PUeHmMpU, YCMPAaHeHue uueMuy MUuokapod, ucnpagienue ounamayuy Koivya
mumpanvro2o kianauna [444, 445].

Xupypeuueckoe neuenue sHcenyo00uKo8oU maxukapouu

K xupyprudeckum metonam seueHusi KA OTHOCATCS abnarusi ¥ pe3eKIus dHA0Kap/a.
Xupypruueckass a0manus MOXKET BBIIOJHATHCS OHIOKAPAUATBHO U AIHUKapAUAIBHO
paauoYacTOTHBIM TOKOM BBICOKOM YacTOThl WJIM C TOMOILIBIO 3aMOpaKUBaHUsI MHOKapja
(xpuoabnarus). Jlokamuzamus 30H KA nomkHa OBITH BBIsIBIEHAa ¢ momolibio BCODU no
ONEPALMH U YTOUHEHA ITPU TPOBEACHUYU KapTUPOBAHUS BO BPEMs ONIEPALIMH HA OTKPBITOM CEPJLIE.

* Xupypruueckas abnarus B OTBITHBIX LEHTpax c 00s13aTeTbHBIM
ANIEKTPOPUNOIOTUYECKUM  KOHTpoJieM (MHAYKIHEW) TIociie Omepalud, peKOMEHIO0BaHa
nanyrenTam ¢ pedpakrepHoit k Tepanuu KT, npu HeycrenHON UM HEBO3MOXKHOMU momnbiTke KA
TU1sl KynupoBaHus U ipodunaktuku peruansa XKT/DXK [5, 447, 448, 449, 450].

EOKIB (YYP A, VI 2)

*DHJOKAPAPKTOMHUSI BO BpeMsi Xupyprudeckoil pexoHctpykuuu JIDK pekomeHnmoBana
nanuentam ¢ KT Ha ¢pone noctundapkTHOM aneBpr3Mbl JIK 17151 KynupoBaHus ¥ TPOPHITaKTUKA
peumausa XKT/DXK [449, 450, 451, 452].

EOK IIaA (YYP B, Y1 2)

Kommenmapuii. Pezexyus snookapoa modcem Obimb 6bINOJHEHA U )Y NAYUEHMO8 C
anespusmou JDK 6e3 doxymenmuposannoii KT, nockonvky puck passumus KT npu nanuuuu
nocmunghapkmuot anegpusmol JIK cocmasnsem 50%.

*Umnnanramus MKJ[ pekomeHnoBaHa MalMEeHTaM IIOCJIE OMNEPALMH XUPYPrUUECKOM
pexoncTpykuun JDK ¢ unpynupyemoit JXXT B paHHeM IOC/I€ONEpalMOHHOM NEPUOAE UL

KyrupoBaHus 31130108 JKT/DXK nmocne oneparuu [446, 447, 452].
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EOK IIaB (YYP A, Y1 3)

Anomanvrhoe omxodcoeHue KOpoOHapHbIX apmeputi

AHOMaJIBHOE OTX0KJIEHUE KOPOHAPHBIX apTEPUN aCCOLTMMPOBAHO C IOBBILIEHHBIM PUCKOM
BCC, ocobGeHHo y i Moyioxke 35 J€T BO BpeMs WJIHM IIOCIE€ WHTEHCHUBHBIX (DU3MUECKHX
ynpaxHeHuil [453]. @aktopamu pucka BCC ABISIIOTCS pacnoyiOKEHHE KOPOHAPHOM apTepuu
MEXY aOpTOM M JIETOYHOW apTepUeH, IIEIEBUIHOE YCTbE, BBICOKOE YCTbE, OTXO0XKICHHE
KOPOHApHOM apTepUH MO OCTPHIM YIJIOM, HHTPAMYypPaJIbHOE PacIoI0KEHNE KOPOHAPHOU apTepun
Y JYIMHA UHTpaMypalibHOTO Xo/a [453, 454].

[lokazaHusMH K XHUPYPrHUECKOMY BMEIIATENbCTBY, OCOOCHHO y O€CCHMMITOMHBIX
MAIUEHTOB, SBJISIOTCS HATUYHE aHATOMHUYECKOTO BapHaHTA BHICOKOTO pUCKA (BU3yalH3aius ¢
nomorsio KT anruorpadun) u nmemus Muokapza (mpoda ¢ ¢puszndeckoit Harpy3koi) [454, 455,
456].

*Ctpecc-OXOKI ¢ ¢puszndeckoit Harpy3Kol peKOMEHI0BaHA MAaIlMEHTaM C aHOMaJbHbIM
OTXOKJEHUEM KOPOHApHON apTepuu B JOINOJHEHHE K KapAHOpPECIUPATOPHOMY TECTy AJis
MOITBEP K ICHUS/UCKITIOUSHUS HIIEMUU MUOKapya [455].

EOK IC (YYP A, Y/ 3)

*Ctpecc-OXOKI ¢ ¢puszndeckoit Harpy3Ko peKOMEHI0BaHA MAaIlMEHTaM C aHOMaJbHBIM
OTXOKJEHUEM KOPOHApHOW apTepUU C OCTAHOBKOM cEpAlla B aHaMHE3€ I10CJIe XHUPYPruiecKoro
JICYeHUS B JOTOJHEHUE K KapIuOpecupaTtopHoMy TecTy [455].

EOK IC (YYP A, Y/ 3)

* Xupypruueckasi KOppeKIHs aHOMaJINU KOPOHAPHOM apTepUH PEKOMEHI0BaHa MTallUeHTaM
C aHOMAJBbHBIM OTXOXKICHHEM KOPOHAPHOM apTepuuM C OCTAaHOBKOW cepAala, OOMOpPOKOM,
MPEOJIOKUTEHFHO BhI3BaHHBIM KA, WIIM CO CTEHOKapauel, Koraa Apyrue MpUYUHBI ObLTH
HUCKIroueHsl [453, 454, 456].

EOK IC (YYP A, Y 3)

«Xupypruueckasi KOPpPEKIHs aHOMAaJUuU KOPOHAPHOM apTepuud pEKOMEHJOBaHa Y
0ECCHUMITTOMHBIX TAIIIEHTOB C aHOMAILHBIM OTX0X/ICHUEM KOPOHAPHOW apTepuu U MpU3HAKaMU
WIIEMUN MUOKapa WIA aHOMAJIbHBIM OTXOXKIEHUEM JIEBOM KOPOHAPHOW apTEpUM C aHATOMUEH
BBICOKOTO pHcKa [453, 454, 456].

EOK ITaC (YYP A, Y 3)

3.3.3. InraTauMoOHHAs KapAUOMHONIATHS

HNunaranmonnast kapauomuonatus (JAKMII) xapakrepusyercs aunatamuein JDK u
cucronnueckoi nuchynkuuen, He cBsizanHoi ¢ MbC u/unm reMoauHaMUYeCKOW Teperpy3koi

[457]. Hpuunnbsl JJKMIT MoryT OBITH FeHETUYECKUMH WM TPHOOPETEHHBIMU. BO3MOXKHO Takke

75



B3aMMOJICHCTBHE T€HETUYECKON MPEeApPACHOI0KEHHOCTH M BHEIIHUX (AaKTOPOB, TaKUMHU Kak
AJIKOT0JIb, XUMUOTepanus, poaosoil nepuoa. @enorun AKMII, B yacTHOCTH, MpU T€HETUUECKOU
STUOJIOTHH, MOXXET U3MEHSThCA CO BPEMEHEM M MOXKET HE COOTBETCTBOBATH CTaHIAPTHBIM
KpuTepusM 3a00JIeBaHNS B MOMEHT MaHU(eCTalluu ¥ MOCTAaHOBKH TMAarHo3a.

OCHOBHBIMU TNPUYUHAMHU CEpJIEYHO-COCYyaAuCTON cMepTHOocTH Tipu JKMII sBusroTcs
nporpeccupytomasi XCH u BCC na ¢one XA unu pexe 6paguapurmuu. [Tokazano, 94to S-neTHsis
cmepTHOCTH y manueHToB ¢ JIKMII npu nannuun CH Ha dpone OMT cocrasmusier 21-28%. BCC
BcTpeuaetcs y 12% O6onbubix ¢ JJKMII u cocraBisier 25-35% Bcex cmepreii [231, 257, 458, 459].

Cmpamugurayus pucka u eedenue nayuenmos ¢ JJKMIIT
I'eneTnyeckoe TecTUpoOBaHUE C OMpEEICHUEM MyTalui, Kak MUHUMYM, B reHax LMNA, PLN,
RBM20, FLNC pexomennoBano nauueHtam ¢ JIKMII/HKMII B Bo3pacte meHee 50 neT mpu
samemnennn AB  mpoBoaummoctm wim ¢ cemedHbIM aHamHe3om JIKMIT m6o BCC 'y
POICTBEHHUKOB NIEPBOM CTENEHU POACTBA B Bo3pacte Mojoxe S0 et [460, 461, 462, 463, 464].

EOK IB (YYP B, Y/ 3)

Kommenmapuit. I'en LMNA xooupyem soepuvie namunosvie Oenxu; cen PLN kooupyem
Gocponramban; cen RBM20 xooupyem 6enok RBM20, aersaiowuiics 0OHUM U3 aKMUBAMOPO8
cnaaticunea; een FLNC kooupyem namun C. Mymayuu 8 yKazauHwlX 2eHaX CONPIAHCEHbL C 8bICOKUM
puckom KA u BCC, nezasucumo om cmenenu cnuxcenuss @BJDK.

[ 'eHeTHUECKOE TECTUPOBAHUE C ONPEACICHUEM MyTaluil Kak MUHUMYM B reHax LMNA,
PLN, RBM20, FLNC pexomeHn0BaHO [Isl CTpaTUGUKaMKA pucka npu cropaauydeckor JIKMII
naiueHTaM MOJIOJIOTO Bo3pacTa WM C MpU3HAKaMU 3a00JIeBaHMs, XapaKTepHBIMH s
HacleIcTBeHHOM aTuojoruu [460, 461, 462, 463, 464].

EOK IIaC (YYP C, YA 4)

[laruenTaM ¢ KapAMOMHOIIATHENW HEUIIEMHYECKOTO TeHE3a PEKOMEHI0BAHO ITPOBEACHUE
MPT ¢ ragonvHueM IJisi BO3SMOKHOTO OTPECIICHHs ATHOIoOTUH 3a0oneBanus, pucka KA u BCC
[465, 466, 467].

EOK I1aB (YYP B, Y/ 2)

Kommenmapuii. Ilo3zonee naxonnenue cadonunus 6 muoxapoe npu MPT accoyuuposano c
svicokum puckom KA u BCC, 6 mom uucne npu @B JIK 6onee 35%.

[laiuentam ¢ JIKMII ¥ cHHKOMAJbHBIMU COCTOSTHUSIMH PEKOMEHJOBAHO IPOBEICHUE
BCDO®U, ecnu mocne 0OClieJOBaHUS ¢ UCTIOIB30BaHUEM HEHMHBA3WBHBIX METOJIOB JTUArHOCTUKH
MpUYHHA 0OMOpPOKa OCTAeTCsl HesICHOH [468, 469].

EOK IIaC (YYP C, YA 4)

Ilepsuunas npoghunaxmuxa BCC y 6onvuwix ¢ JKMIT
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[Tatimentam ¢ JIKMII pexomengoBana onTumanbHas MenukamenTo3Has tepanus (OMT)
(MAIID, B-agpeHOOIIOKATOPHI, AaHTAaTOHUCTHI MMHEPAJOKOPTUKOMIHBIX perentopoB, APHI**,
nanarnuduosun™*/smmarnudnosun**) nns ymenemenuss pucka BCC um mporpeccupyromei
cepaeuyHoit HegoctatoyHocTu [470].

EOKIA (YYPA, YA 1)

*/IHTeHCHBHBIE PU3NYECKUE HATPY3KH, BKITIOYAsl y4aCTHE B CHOPTUBHBIX COPEBHOBAHMSIX,
He pexkomeHaoBaHbl nanuentam ¢ JJKMII u myranuueit B rene LMNA [471, 472].

EOK IIIC (YYP C, Y/ 4)

*He pexomenmyercs Ha3HayaTh aMUOJAPOH** C IENbIO TMOAABICHHUS OCCCHMITOMHOM
HeyctounBoi KT y marmmenTtos ¢ JJKMII [231, 255, 259].

EOK IIIA (YYP B, Y111 2)

*He pexkoMmeHmyeTcss Ha3HadaTh OJIOKATOpPHI HATPUEBBIX KaHAIOB I JiedeHus KA y
maruerToB ¢ JIKMII [257, 473, 474].

EOKIIIA (YYPA YA 1)

sVmmnanTarus UK *** pekomengoBana naruentam ¢ JJKMII, cumnromamu XCH (II-111
¢byukuonansHoro kiacca mo NYHA) u ®BJDK <35% na ¢done OMT >3 wmecsueB npu
0’KMJ1Ia€MOM MTPOJIOJKUTENBLHOCTH ku3HU >1 rona [257, 260, 458, 475].

EOK IIaA (YYP B, Y11 2)

Ummnanrammus UKJ*** pexomenmoBana mammentam ¢ JIKMII u monrBep kaeHHOM
natoreHHod MyTtauued LMNA ¢ npennosaraeMbIM MSTHJIETHUM PHUCKOM BO3HUKHOBEHUS
xu3Heyrpoxaroumx KA >10% u npu Hannuun HYXT, mim @BJDK menee 50%, nnu HapyeHnit
AB npoBogumoctu [64, 476, 477].

EOK I1aB (YYP B, Y] 3)

Kommenrtapuii. Mymayuu 6 ecene LMNA accoyuuposanvl ¢ pannum passumuem KA,
HapywieHut nposooumocmu, evicokum puckom BCC u npoepeccupyrowern XCH. [[ns oyenxu
NAMUNEMHE20  PUCKA — HCUBHEY2PONCAIOUWUX — APUMMULL  DEKOMEHOYemcs  UCNOIb308amb

KAnbKyIamop (He 8anuouposan Ha poccutickou nonyaayuu): hitps://Imna-riskvia.fr [64].

JMmmnantamus UK*** pexomennoBana namuenram ¢ JJIKMIT u ®BJDK menee 50% u
IBYMsI WA Ooiee (paKkTopaMu pucKa: 0OMOPOKH, TIO3/IHEE HAKOIUICHHS TaJI0JIMHUS B MUOKap/e
npu MPT, unaynupyemast mpu nporpamMmmupoBanHon ctumysisiuu Y MOXKT, matorenHbsie MyTauuu
B renax LMNA, PLN, FLNC u RBM20 [251, 460, 462, 465, 469, 478, 479, 480].

EOK IIaC (YYP C, Y/ 4)

Bmopuunas npoghunaxmuxa BCC y 6onvusix ¢ JJKMIT
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*Ummnnanramus UK/[*** pekomennosana nanuentam ¢ JJKMII u anaMHEe30M OCTaHOBKH
kpoBooOparmenus: Beiencreue OXK wm KT, i npu sHammuuu XXT, compoBoxmaromieics
HapyluieHUsIMU remoauHaMuku [233, 481, 482, 483].

EOKIB (YYP A, Y]/ 2)

emmnantarmus  UKJ[***  pexomennoBana mammentam ¢  JKMII wu  ycroituuBoit
napokcusMabHoU KT 6e3 reMoTMHAMHUYECKUX pacCTpOMCTB [8].

EOK IIaC (YYP C, Y/ 4)

[laruentam ¢ IKMII u UK]] ¢ penmauBupyrommmMu cuMnToMubiMu napokcuzmamu KT,
COXpaHSIIOIIMMHCA  HECMOTpS  HAa  TNpUEM  B-aJApeHOOJOKAaTOPOB M ONTHUMAajlbHOE
nporpammupoBanue MKJ[***, pekomeHmoBaHo po0aBieHHWE K Tepamuu amMHoJapoHa™** wim
3aMeHa B-aJJpeHO0JIOKAaTOPOB Ha cotanon™* [8, 165].

EOK I1aB (YYP B, Y/ 3)

[laruentam ¢ JIKMII u peumnusupytromert cumntroMaor Y MXKT wnm mokamu MKJT***
i KynupoBanust MoHoMopgHoU KT B ciydae, ecnmu AAT HeapdekTHBHA, TPOTHBOIIOKA3aHA
WJIM HE TIEPEHOCUTCS, peKOMEHI0BaHO TpoBeaeHne KA B onbITHBIX LIeHTpax [484, 485, 486, 487].

EOK ITaC (YYP C, Y/ 4)

3.3.4. ApUTMOreHHasi KapAUOMHUONATHUSA MPABOr0 KEJIYA04YKA

AputmoreHHass kapauomuonatus mnpasoro xenynouka (AKIDK) — HacnencTtBeHHoe
3a0oneBaHue, Xapakrepusymouieecs (HUOPO3HO-KUPOBBIM  3aMEIICHHEM  MHOKapia C
xapaktepHbsiMu TiposiBiieHussMU B Bujie KA, XCH u BCC [488].

Cmpamuguxayus pucka u edeHue NAyueHmMos ¢ ApUMMOLEHHOU Kapouomuonamuetl

[TanmenTtam ¢ nogo3penueM Ha AKIDK pexomennoBano nposenenne MPT cepana [489,
490, 491].

EOKIB (YYP B, YA/ 3)

e[laenTaM ¢ @OpeAmnoiiaraéMblM WM YCTAHOBJIEHHbIM  auarHo3oM  AKIDK
PEKOMEHJOBAHO MPOBEACHUE T€HETUYECKOro OOCHEIOBaHMS W KOHCYJIbTAIUS MEIUIIMHCKOTO
reHetuka [492, 493].

EOKIB (YYP B, YA/ 3)

*JIns crpatudukanuu pucka BCC y mamuentoB ¢ AKIDK npu Hanmmuuu cCHMOTOMOB,
o03pUTENbHBIX Ha JKA, pekoMeHAyeTcsi pacCMOTPETh BO3MOXKHOCTh npoBeaeHus BCOOU
[494, 495].

EOK IIbC (YYP C, Y/ 4)

78



*Y poOACTBEHHUKOB miepBoM juHUU poactBa nanueHToB ¢ AKIDK pexomeHmoBaHO
BoinogHenne DKI u DXOKT [8, 496].

EOKIC (YYPC, Y 4)

[lepsuunas npogunaxmuxa enezantot cepoeunou cmepmu y 6oavhvix ¢ AKIDK

[laruentam ¢ AKIDK mns npodunaktukun BCC pekoMeHI0BaHO BO3JIECPKUBATHCS OT
WHTCHCUBHBIX (PU3NYECKUX HArpy3ok [497, 498, 499].

EOK IB (YYP B, Y 3)

*PexomeHiyeTcst paccMOTpeTh BO3MOXKHOCTh OrpaHUYEHHS (U3MYECKUX Harpy3oK Yy
HOCHUTEJICH MaToreHHbIX MyTarui, cBs3aHHBIX ¢ AKIDK, 0e3 ¢eHOoTHNMMYEeCKUX MpOsSBICHUN
3aboneBanus [499, 500].

EOK IIbC (YYP C, Y/ 4)

e[latmentam ¢ ycrowuuBor KT wmm HYXT pekomenmoBana Ttepanus B-
aZpeHOOI0KaTOPaMHU.

EOKIC (YYPC, YA 4)

*PekoMennyercss paccMOTpeTb BO3MOXKHOCTH Tepamnuu [-aapeHoOroKaTopaMu y Beex
MalMEeHTOB ¢ ycTaHoBJIeHHBIM AuarnozoM AKIDK [501, 502].

EOK IIbC (YYP C, Y/ 4)

*Umnnanranus UK/ pekomenioBana naiyenTam ¢ yctaHoBiIeHHBIM quardozom AKIDK u
aputMuueckuMu ooMopokamu [503, 504, 505, 506, 507].

EOK I1aB (YYP B, Y] 3)

Umnnanrammus UK *** pexomeHpoBaHa NaIlMeHTaM C YCTAHOBJIEHHBIM JIHArHO30M
AKIDX 1 Tsxenoii cucToln4eckoi nucyHKIKel MpaBoro Wi JIEBOTo xkeynouka [496, 508].

EOK I1aC (YYP B, Y11 4)

Kommenmapuit. [loo msoicenou cucmonuueckou ouchyuxkyuer IDK nonumarom usmenenue
@paxyuonnoi niowaou FAC (fractional area change) <17% unu cuudicenue ¢paxyuu eviopoca
IDK (DB IDK) <35%, noo msaoicenou cucmoaudeckou oucghynxyuei JDK — @B JDK <35%.

Ummnanrammus UKJ[*** pexomeHpoBaHa NaIlMeHTaM C YCTAHOBJIEHHBIM JIHArHO30M
AKIDX ¢ HanmuureM cUMITOMOB, yMepeHHoM cucrtonnueckoil nucyunkuueit [IDK (PBIDK <40%)
win JOK (@B JDK <45%) B couetanuu ¢ HYXKT nu6o ¢ ycroitunsoii KT, nHAyIMpoBaHHOM 1pH
BCO®U [494, 504, 506].

EOK I1IaC (YYP B, Y1 3)

Bmopuunas npogpunaxkmuxa BCC y 6onvnvix ¢ AKIDK

Ummnanrammuss  UKJ***  pexomenmoBana mammentam ¢ DX wm KT,

COIPOBOKAAIOIIEHCA FEMOAMHAMUYECKUMU HapyeHusmu [509].
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EOK IC (YYP B, Y11 3)
sMmmnanrtamus UKJ[*** pexomenmoBana manuentam ¢ AKIDK u ycroitumsont KT,

MpoTEeKaromel 6e3 reMOIMHAMHUYECKUX paccTpoicTs [510].

EOK IIaC (YYPC, Y1 4)

[Taruentam ¢ AKIDK ¢ mokazanusmu k UK/[-Teparmmm ™ **

PEKOMEH/I0BaHa UMITJIaHTAIIHS
YCTPOMCTB C BO3MOXKHOCTBIO TIPOTPAMMHUPOBAHUS AHTUTAXUKAPAUTUYCCKON CTUMYJISIIIAH
YKETYJIOUKOB C 1IeJIbI0 KypoBaHUs Tapokcu3MoB JKT u MUHMMU3ALMK KOJIMYecTBa OKOoB [S11].

EOK I1aB (YYP B, Y] 3)

[Taruentam ¢ AKIDK u permauupyromeit cumnromaorn YMXKT unu moxamu MK ***
Beiencteue KT, HecMoTps Ha TipreM [-aapeH00I0KaTOPOB, PEKOMEHI0OBAaHO BhIMOTHEHHE KA B
onbITHOM 1ieHTpe [512, 513, 514].

EOK I1aC (YYP C, Y/ 4)

[Taunentam ¢ AKIDK u penuausupyrommmu cuMntToMHbIMU napokcuzmamu KT npu
HedP(HEKTUBHOCTH B-aPEHOOIOKATOPOB peKOMEH0BaHO HazHaueHue AAIL

EOK IIaC (YYP C, Y/ 4)

Kommenmapuit. AAIl npu AKIDK umerom oepanuuennyro sgpgpekmusnocmo. Ilenecoobpaszno
npuMeHeHue amuooapora**, Komopulil 6 eOUHUUHBIX UCCTe008AHUAX NPOOEMOHCMPUPOBATL boliee

8bLCOKYI0 3¢hhexkmuernocms no cpasHenuto ¢ comanorom™* [12, 17, 30]. dppexmusnocmo AAII 1

K1acca, 3apecucmpuposanuvix 6 Poccuiickoii @edepayuu, y nayuenmos ¢ AKIDK ne uzyuena.

3.3.5. I'uneprpoduueckass KAPAMOMHUONIATHS

CMepTh OT apuTMHUH U 4acToTa 000cHOBaHHBIX cpabateiBanuii K] B cBs3u ¢ XKTA B
obmeit momyssiiuu nanueHToB ¢ 'KMIT cocrasnser 1-2% u 0,8% B rox, coorBeTcTBeHHO [515].
BCC npeobnagaeT kak mpuyuHa CMEPTH Yy TAIMEHTOB B BO3pacTe Mojioke 60 JeT, Toraa Kak B
CTapuIeil BO3pacTHOM TpyIIE OCHOBHOE 3HaueHue mMmeroT uHcyiabThl 1 XCH [516, 517, 518].
Kanpkynsatop pucka BCC B Ttewenne 5 user (Risk-ICD) mnpeacraBieH 1o ccbuUIKe:

http://doc2do.com/hcm/webHCM.html [69].

Cmpamugurayus pucka u eedenue nayuernmos ¢ I'KMIT

[Taunentam ¢ 'KMII pekomennosano nposenenre MPT cepana ¢ ragonvHueM ¢ LEIbIO
JOTIOJTHUTENBHOM cTpatuukanuu pucka BCC [519, 520, 521].

EOKIB (YYP B, YA/ 3)
Kommenmapuin. Haxonnenue ecadonunua >15% om maccel muokapoa JDK aensemcs

npeouxmopom BCC y e3pocvix.
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JJlammentam ¢ I'KMII pekomMeHIOBaHO MPOBEAECHHWE TEHETUYECKOTO OOCIICOBAHUS M
KOHCYJIbTAIUsl MEIUIIMHCKOTO TeHeTuKa [522, 523, 524, 525, 526].

EOK IB (YYP B, Y1/ 3)

Kommenmapuin. Oouwa unu  MHOdCeCmBeHHble — CApKOMepHble — MYmayuu  A6IAI0mMcs
oononHumenvuwvim paxmopom pucka BCC.

[laruentam ¢ ['KMII BBuny Bwicokoro pucka BCC He pekoMeHayeTcs ydacThe B
COpPEBHOBATENBHBIX BUJax cropra [527].

EOK IC (YYP B, Y1 3)

Kommenmapuii. [1o0 copesnosamenbHbiMu UOaMu cnopma noopasymesaom aoOUmMenbcKyro
U npogeccUoOHAIbHYI0 CHOPMUBHYIO OeAMENbHOCIb HA PecyNAPHOU OCHO8e ¢ yduacmuem 6
OP2aHU30BAHHBIX COPEEHOBAHUSX.

*Y PpOJCTBEHHHUKOB Ie€pBOM JWHHMM pojacTBa mnanueHToB ¢ ['KMII pekomeHmoBaHO
BeimotHeHne DKI' u 9XOKI [29].

EOKIC (YYPC, Y1 4)

] IaTHUIETHUN PUCK BHE3AITHOM CMEPTU PEKOMEHYETCs OLICHUBATH IIPU IIEPBOHAYAIIbHOM
o0cre0BaHUH MAlMEHTa, a TaK)Ke Kaxable 1-3 roja i npu U3MEHEHUH KIIMHUYECKOro cTaTryca
[8].

EOKIC (YYPC, YA 4)

Ilepsuunas npoghunaxmuxa BCC y 6onvuwix ¢ I KMII

Pacuer pucka BCC B teuenue 5 ner, npennaraemerii EOK (Risk-ICD), mpencrasien mo

cepike: http://doc2do.com/hecm/webHCM.html (He BanmuaupoBaH Ha POCCUHCKON TOMYIISIIIHAHN);

pe3ynbTar oueHuBaercs B % Bepoaraoctu BCC [69].

smmnantanua UK/ pekomennoana nauuentam ¢ ['KMII npu pacueTHOM naTHieTHEM
pucke BCC >6% [68, 528, 517, 518].

EOK I1aB (YYP B, Y/ 3)

sMmmnanTarmus UK*** pekomennoana nanuentam ¢ ['KMII B Bo3pacte >16 ner mpu
pacuetHoM nsituieTHeM pucke BCC ot >4 1o <6% u npu HanM4uM KaKk MUHMUMYM OJIHOTO M3
cienyomux (GakTopoB PUCKa:

a) 3HaUMTENbHOE HAKOIUIEHUE TafoauHus B Muokapae npu MPT cepaua (=15% ot maccsl
JIK);

6) ®BJIXK menee 50%;

B) aHOMaJIbHas peakius AJl mpu BBITTOJIHEHUH MTPOOKI ¢ PU3NUYECKON HArpy3Kou (TpUpOCT
A/l Ha uke Harpy3ku MeHee 20 MM pT. CT. WK CHIDKeHUe Oojiee 20 MM pT. CT.);

I') BepxylieuHas aneBpusma JDK;
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1) HAIMYMe aTOTeHHON capkoMepHor myTaruu [519, 529, 520, 522, 530, 531, 532].

EOK I1aB (YYP B, Y/ 3)

*PexomMeHIyeTcst paccMOTpeTh BO3MOXKHOCTh uMImianTanuu MKJ*** manuentam ¢ 'KMIT
B Bo3pacte >16 net npu pacuetHoM nsatuietHeM pucke BCC ot >4 o <6% [69, 517, 518].

EOK IIbB (YYP C, YA/ 4)

-PexoMeHyeTcs paccMOTpETh BO3MOXKHOCTE uMInTanTanun MKJ[*** naiimentam ¢ [KMIT
B Bo3pacte =16 net npu pacuetHoM nstriieTHeM pucke BCC ot <4% npu Hanuuuy Kak MUHUMYM
OJIHOTO M3 CIIEAYIOIHUX (PaKTOPOB pUCKA:

a) 3HaUMTEeNbHOE HAaKOIUIeHUE TafonuHus B Muokape npu MPT cepana (>15% ot maccsl
JEXK);

6) ®BJIXK menee 50%;

B) BepxymeyHas anespusma JIK [519, 520, 522, 529, 530, 531, 532].

EOK IIbB (YYP C, YA/ 4)

Bmopuunas npogunakmurxa BCC'y 6orvuwix ¢ ' KMIT

emmnantarmus  UKJ*** pexkomengoBana mnamuentam ¢ [KMII co crnoHTanHO#
ycroruuBoit KT wim @X, npoTekaromumu ¢ HapylieHrueM remoauHaMuku [533, 534, 535].

EOKIB (YYP B, YA/ 3)

eMmmnantarus  MUK*** pekomengoBana mnamuentam ¢ [KMII co crnoHTanHO#
ycroituuBoii XXT, npoTekaromieit 6e3 HapyIeHU TeMOIMHAMUKH [8].

EOK I1aC (YYP C, Y/ 4)

[Tanimentam ¢ ' KMII u permausupyromieit cumntoMHoi K TA wiiv MOBTOPHBIMU IIOKaMU
UK]] *** pcnencrue XKT/DXK pekomennoBano HazHadenne AAT [8].

EOK ITaC (YYP C, Y/ 4)

Kommenmapuii. B Hepanoomusupo8aHHbIX UCCIE008AHUAX NPOOEMOHCMPUPOBAHA
aghghexmuenocmsb amuooapona** 6 nooasnenuu JKTA y 6onvnvix ¢ KMII [536, 537].

B-aopenobnoxamoper maxotce mo2ym 6bims UCNONb308AHbL C AHMUAPUIMMUYECKOL YENbIO
Y OAHHOU 2PYNNbL NAYUEHMO8, YHUMbLEAs UX O1A20NPUAMHOE GIUAHUE HA CUMNINOMbL U CHUMCEHUe
oocmpykyuu 6 BTJDK [6, 515]. Bmecme ¢ mem omcymcemeyiom dokazamenvcmeéa enusnusi AAT
Ha chudicenue pucka BCC.

*PekoMeHTyeTCsl paccMOTPETh BO3MOXKHOCTH BbINIONHEHUST KA B ONBITHOM IIEHTpE
nanrentam ¢ [KMII u penuausupyromeit cumntomaoir YMXKT npu HespdektuBHOCTH MM
HenepeHocuMocTu AAT wim npotuBonoka3anusx k npuemy AAII [538, 539].

EOK IIbC (YYP C, Y/ 4)

*V nereii B Bo3pacte 10 16 ner ¢ 'KMII u npennonaraemsim S-netHuM puckom BCC >6%

(ra ocnose ornienkn HCM Risk-Kids) cnemgyer paccmotpers Bonpoc 06 ummianTauu UKJI [68].
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EOK I1aB (YYP B, Y/ 3)
Kommenmapuii: /lo nedasnezo spemenu y demeti ¢ I'KMII 6v110 mano 0anHulx 0 nepeuyHou
npogunaxmuxe BCC. K nacmoswemy epemenu pazpabomana wxana u kanvkyasimop pucxka BCC,
BKIIIOYAIOWUE OYEHKY MAKUX (pakmopos, Kak HeoObACHUMbIUL 0OMOPOK, MAKCUMATIbHASL MOIWUHA
cmenku JDK, 3nauumoe ysenuuenue neeo2o npeocepous, epaouenm oasnenus 8 BT/DK u HYKT.
B omauuue om espocavix, éospacm u cemeiinviti anamnes BCC mue ynywwanu noxazamenu
npocHocmuyeckol yenHocmu modenu y oemet. Kanvxyniamop pucka BCC y oemeii 1-16 nem c
T'KMII npeocmasnen no ccolixe (6aiuoupo8ar Ha HEUWHUX OAHHBIX, HO He NPOXOOUN 8AIUOAYUIO

Ha poccutickou nonyaayuu): https.://hcmriskkids.org

3.3.6. PecrpuKkTHBHAsi KAPANOMHUONIATHSA

sMmmnantarus UK *** pexomennoBana mnamueHTam ¢ TpaHcTupeTHHOBEIM (TTR)
aMWJIOUI030M MU aMUJIOMJ030M Jierkux 1eneit (AL) mpu Hammuuu napokcusmManbHbiX JKTA,
MPOTEKAIONMUX C HapymIeHHWeM TeMOJIWHAMUKH, Tocie oOcyxnenus puckoB BCC,
HEAPUTMHUYECKOU CEpJIEUHO-COCYANCTON U HeKapAuaabHOU cMepTH [8, 540].

EOK IIaC (YYPC, Y1 4)

3.3.7. HeiipombliieuyHbIe 3200/1¢eBaHM S

ApUTMHM YacTO BCTPEYAIOTCS MPU HEHPOMBINICUHBIX 3a00JIEBAaHUSX U MOTYT OBITh
NEepBbIM TPOsIBIEHUEM 3a0ojeBaHus. MuoTtoHudeckas auctpodus u puctpodus JlromeHHa
HanboJIee pacpoCTpaHeHbI, IPU ITOM OOJIBIIMHCTBO MAIMEHTOB YMUPAIOT B Bo3pacte 10 20 yer.
[Tpu GonbUIMHCTBE HEHPOMBIIIEYHBIX 3a00JI€BaHHUI BCTPEUAIOTCS HAPYLICHHUS MPOBOJIMMOCTU U
pUTMa cepana.

Nmmnnaaranus nocrosHHoro DKC MokeT ObITh MPEANOYTHUTENLHON Y IMAIMeHTOB C
cuaapomamu  Keprca-Ceiipa, Owmepu-/petipdyca wumm mosICHO-KOHEUHOCTHON MBIIICYHON
nuctpodueit ¢ moboil creneHpio AB G10Kabl, TOCKOJIBKY Y HUX UMEETCS 3HAYUTEIbHBIN PUCK
OBICTPOTO TIPOTPECCUPOBaHUS 10 TIOJTHON AB Gokaapl.

Wmnnantanus UKJ[, a He KapaAMOCTUMYJSATOPA, MOXKET OBITh NPEANOYTHTEIbHEH Y
nanueHToB ¢ Oone3Hpto J(romenna/bekkepa, korna Ha MPT umeercss 3HaYUTENBHOE TIO3IHEE
KOHTpacTupoBaHue ragonuauemM. [lonp3a ot nmmantanuu MK/ nomkHa ObITh cOamaHcupoBaHa
C OOIIMM MPOTHO30M JIsl HEKOTOPBIX MOJITUIIOB 3a00JI€BaHMI, TaKUX Kak AucTpodus [romeHHa.

[lanieHTaM C MBIIMIEYHBIMH JUCTPOPUSMU PEKOMEHAYETCS €KEroJHOC TUHAMHYECKOE
Habmronenue c 3anuchbio DKI' He MeHee ueM B 12 oTBeieHUsX, JaKe B CKPBITOM (paze 3abosieBaHMsL.
[541, 542].

EOKIC (YYPC, Y11 4)
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[laruentam ¢ HelpombliedHbIMu paccTporicTBamMu U KA wmm nucdynkmuenn JDK
PEKOMEH/IyeTCs JICUeHUE apUTMUN TaK JKe, KaK U y MAIIMeHTOB 0€3 HeHPOMBIIIEYHBIX 3a00IeBaHUI
[543].

EOKIC (YYPC, YA/ 4)

*BCODU pexkoMeHmyeTCsl MalMeHTaM ¢ MHUOTOHUYECKOW AUCTpodHer W MpUCTymamu
cepaeOneHns Ui 0OMOpOKaMHu, CBUACTENbCTBYOIMMHE 0 JKA, a Takke manuentam nocie BOC
[544].

EOKIC (YYPC, Y1 4)

eUmmnantamus WK] pekomeHmyeTcs mMalMeHTaM ¢ MHOTOHWYECKOW muctpodueit u
YMXT winn kynuposanHoit BOC, e Bb13BanHO# JKT B BUie pUeHTpH C yUaCTHEM HOXKEK ITyuKa
luca. [545].

EOKIC (YYPC, Y11 4)

*BCODU pexomeHayeTcsl MalMeHTaM C MHOTOHHWYECKOW IucTpoduel W BHE3AIHBIM
yanuHeHueM uHtepBana PR wim pacmmpennem kommiekca QRS [545].

EOK I1aB (YYP B, Y/ 4)

*BCO®DU pexomeHayeTcs MalueHTaM ¢ MUOTOHUYECKO# nuctpodueit u matepBaniom PR
>240 mc win nponaospkuTenbHocThi0O QRS >120 Mc, a Taxke mamuentam crapiie 40 jer ¢
HaJ/DKENyJOUYKOBOW  apuTmued wiu  crapme 40 et co 3HAYUTENbHBIM  MO3JHUM
KOHTPAaCTUPOBAaHUEM TafoauHueM 1o aaHHbiM MPT [545].

EOK IIaB (YYP B, Y 4)

e[lartueHTaM ¢ MHOTOHMYECKOW nucTpoduert Oe3 3amemieHus AB mnpoBenenus u
00OMOpPOKOB, TPEITNOIOKUTEIBHO acCOIMUPOBAaHHBIX C KA, pPEKOMEHIyeTcs WMILTAHTaIUs
UK *** [545].

EOK IIaC (YYP B, Y111 4)

e[lartueHTaM ¢ MHOTOHHYECKOW HUCTpoHUEe W TPHUCTYNMaMH CepAICOMCeHUs, KpaitHe
nogo3putensHoro Ha JXXA, n nnaykuueit KT 6e3 yuactus Hoxek myuka ['mca pekomenmyercs
uMrianTaus UK*** [545].

EOK IIaC (YYP B, Y111 4)

e[larueHTaM C TMOSICHO-KOHEYHOCTHON MBIIIIEUHONW auctpoduer tumna 1B wim Dmepu-
Hpeiidyca u mokazaHueM K KapAUOCTUMYJISIIMU peKoMeHryeTcst uMmriantanus MKJ[*** [546].

EOK IIaC (YYP B, Y/ 4)

*PekOMEHIyeTCsl pacCMOTPETh BO3MOXKHOCTh mMIutantanmuu WKJ[*** y mamueHTOB C
MbIIeuHon auctpodueit romenna/bekkepa W 3HAYUTENBHBIM TO3HUM KOHTPACTUPOBAHHUEM
ragonunuem npu MPT cepaua [547].

EOK IIbC (YYP C, Y/ 4)
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*PekoMeHIyeTCsI  pacCMOTPETh  BO3MOXKHOCTh  uMmrutantamuu ~ UKJ[***  BmecTo
nocrosHHoro OKC y manueHToB C MHOTOHHYECKON Juctpodueil ¢ AONOTHUTEIBHBIMU
daxTopamu pucka XA u BCC.

EOK IIbC (YYP C, Y/ 4)

*[loBropHas onenka AB mpoBogumoctu u mHAaykuuu KA c nmomonisto BCOOU He
PEKOMEHAYeTCs Y MalMeHTOB ¢ MUOTOHUYECKON qucTpodueit 6e3 moJ03peHHs Ha apUTMHUIO MITH
IIPOrpeCCUPOBaHNE HAPYIIEHUH TPOBOAUMOCTH [548].

EOK IIIC (YYP C, Y/ 4)

e[laimentam ¢ cumnromHor KT ¢ ydactmem Hoxkek mydka ['mca pekomeHayeTcs
nposeaenne KA [544].

EOKIC (YYPC, Y 4)

[larueHTaM ¢ MHOTOHWYECKOW AMCTpodUei, KOTOpbIM BhIMoNHseTcs abnarus XT ¢
y4acTHeM HOXKeK myuka ['uca, pekomenayercs nMiuiantanus kapaunoctumyssitopa/UKJI [544].

EOKIC (YYPC, YA 4)

3.3.8. Muoxkapaur

[larueHTOB C MOATBEPKACHHBIM OCTPHIM MHOKAPAUTOM WJIH MPHU TOI03PEHUU HA OCTPHIMA
MUOKAPIUT C KM3HEeonacHbIMU JKA peKOMEHyeTcsl HallpaBisATh B MEIULIMHCKOE YUPEKICHUE C
COOTBETCTBYIOITUMHU KOMITETCHIIMSIMHU U OIIBITOM JICUEHUS MOJOOHBIX MaieHToB [549].

EOKIC (YYPC, YA 4)

[lanmenTam ¢ remoanHamMuuecky 3HaunMoit Y MIOKT, Bo3HUKaromIel B XpOHUYeCKon (aze
MHUOKapauTa, pekoMeHayercs: umruiantanus UKI*** [550].

EOKIC (YYPC, Y 4)

*V nanuenTtoB ¢ KT wim @XK, conpoBoxkaaonMMucs HeCTaOMIbHOM TeMoIMHAMUYECKOH,
Ha (oHE ocTpoi (pa3kl MHOKAPAUTA PEKOMEHAYETCS PACCMOTPETh BO3ZMOXKHOCTh MMILJIAHTAIIUN
WK no BeImUCKH U3 cTarimoHapa [552].

EOK IIaC (YYP C, YA 4)

[larueHTaM ¢ CHUMIITOMHOW HEyCTOWYMBOW WM ycToHumBoii KA B ocTpoii daze
Muokapauta pekomeHayercss AAT (peanouTUTENIbHO aMHOJapOH | -aIpeHOOIOKATOPHI).

EOK IIaC (YYP C, YA 4)

[lamentam ¢ peuuauBupyromen cumntomHod KT, mnepeHecmiuM MUOKAapIuUT,
pexomennyerca AAT.

EOK IIaC (YYP C, YA 4)
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*VY NanmMeHToB NOCJIe MUOKapAUTa ¢ CHMITOMHOU peruauBupyromein Y MOKT unu mokamu
UKI*** nna xkynupoBanust Y MXKT, korna HeapeKTHBHBI, HETIEPEHOCUMBI HITH HEKETATEIbHBI
AAII, pekomenayercs KA B onbITHBIX LIeHTpax [552].

EOK IIaC (YYP C, YA 4)

*Y NauMeHTOB ¢ XPOHUYECKHUM MHOKApAUTOM U TeMOoAWHaMH4YecKd 3Hauumor YMIKT
pexkomenayetcst umranTanus UK.

EOK IIaC (YYP C, YA 4)

*Y mammeHTOB C TremoamHamudeckn Mano3Haunmmor YMOKT, Bo3HHKamlied B
XpoHHUYecKor (a3ze MHOKapauTa, mpu coxpaHHor (yskmuu JDK w Hamuuuu orpaHU4YEHHOTO
pyOlia, peKkOMEeHIyeTCsl pacCMOTPETh BO3MOXKHOCTh KA kak anmbTepHatuBbl uMiiantanuu MK/,
OpU  YCIOBHM OOCYXXACHHS JAaHHOM TAKTUKA C TMAINUEHTOM, a TaKXe JOCTHKEHUS
HenHaynupyemoctd KT © snMMUHANMU JIOKAIBHBIX 3JEKTPOTPAMM, XapaKTEPU3YHOLIUX
3aMeJIeHHe TPOBECHUS, B KOHIIE MTPOLEAYPhI abaluu.

EOK IIbC (YYP C, Y1/ 4)
3.3.9. Capxouoos

[IposiBieHuss TOpaeHHsI CepAlla BCTPEYAOTCS TNPUMEpPHO y 5% MalueHTOB C
capkon1o3oM. OOBIYHO capkouJ03 cepaua Manudectupyer B Tpex Gopmax: auchynkims JDK,
HapyueHust AB nposenenus u JKHP. Tepanus rirokokopTuKongamu sBJISETCS OCHOBOM JI€UEHUs
capkouzo3a cepana, Ho ee dpdext Ha JKHP onmcan Tonpko B HAOMIOAATEIBHBIX UCCIICIOBAHUSX.

[laruenTaMm ¢ capkou1030M cepna pekomenayercs nmruiantanust UK*** npu ©B JIK
<35% [553].

EOKIB (Y444, YYPCO)

e[lanienTaM ¢ capkoHMI030M ceplla U MOKa3aHUSAMHU K KapJUOCTUMYJISLUU BCIEICTBUE
AB Onoxkazsr 2-3 creneHu pekoMmenayercst umrutanTaus MKJ[*** nezaBucumo ot @B JIK [554].

EOK IIaC (YYP C, YA 4)

e[lanimentam ¢ capkounozom cepaua, @B JDK >35%, HO 3HAaUMMBIM HaKOIUIEHHEM
koHTpacta mo gaHHbIM MPT pexomenayercss mmrurantamus MKI[*** mocne paspemenus
aKTHBHOM (pa3bl BocnaneHus [555].

EOK IIaB (YYP C, Y1 5)

e[lanimentam c capkougo3om cepauna, ®B JDK 35-50% u He3HAUMMBIM HaKOIUIEHHEM
KoHTpacTa mo ganHeiM MPT, mociie pa3peniennss akTHBHON (ha3bl BOCMAJICHUS, PEKOMEHI0BAHO
BCO®U ¢ nenvro nonbitkn uaayknun KT u cTpatudukanmm pucka.

EOK IIaC (YYP C, YA 4)

e[larmmentam c caprono3zom cepaua, @B JIK 35-50% u unaynupoBaHHONH MOHOMOP(HOIMA

KT pexomenayercs ummnanTarus UKJ[*** [556].
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EOK ITaC (YYP C, Y/ 4)

3.3.10. BoJse3un JlaiiMm u 0os1e3ub Yaraca

Bonesnp Jlaiim (Goppenno3) — uH(EKINOHHOE 3a00JeBaHUE, BBHI3BIBAEMOE CIUPOXETON
Borrelia burgdorferi. IlepeHocunkamu SBISIOTCS MKCOAOBBIE Kiemu. Hapsmy ¢ KOXHBIMH
IPOSIBIICHUSIMH, BOCHAJIMTEIbHBIM  IOPAXKEHUEM HEPBHOM CHCTEMBI M  CyCTaBOB, B
[aTOJIOTMYECKUH MPOLIECC MOTYT BOBJIEKAThCSI MHOKApA U NepuKap. XapaKTepPHbIMH SBIISIIOTCS
HapyIEHHs TPOBOUMOCTH BILJIOTH /10 OJHOM AB 651okanbl, onucansl xu3HeonacHsie KA [557,
558, 559, 560]. Jleuenue xu3HeonacHbix KA mpu MHOKapAWTE OnHMcaHO B pasnene 3.3.8, 4ro
aKTyaJbHO M mpu Oosie3Hu Jlaiim.

bonesnp Yaraca (Illaraca) - mH(bEKIMOHHOE Mapa3uTapHOE 3a00JICBaHUE, BHI3LIBAEMOE
Trypanosoma cruzi. [lepeHocumkamu SIBISIOTCS TPUATOMOBBIE KIIOMbL. PacmpocTpaHeHa B
IOxHo#t u LlentpansHoii Amepuke. [lopakaroTcs B OCHOBHOM JKEITYJOYHO-KHMILIEYHBIN TPAKT U
cepame. B octpyro ¢a3y 3a0osieBaHus TOpaX€HHWE CepAlla MPEACTABISET COO0OM OCTPHIH
MHUOKApIUT, B XpOHWYECKyI0 ¢opmupyetrcs kapauomuomnatus ¢ XCH. Jlns 3aboneBanus
XapakTepHbl KaK HapylIeHHs TPOBOAWMOCTH, BIUIOTH 10 moiHOW AB Onokagpl, Tak u
xu3HeonacHble XKA. Ummnantarms MK/ MmosxeT ObITH oripaBiaHa Jj1si BTOPHYHON MPO(UITAKTUKH
BCC y namuenToB ¢ 60se3Hpi0 Yaraca, oJHakO CyIIECTBYIOT MPOTHBOPEUNUBBIC UCCIICTOBAHUS O
npenmyiecTBax u puckax npumenenus MK/l y s3Tux mauueHTos.

*Y mnauueHToB c Oone3Hpto Yaraca peKOMEHIyeTcsi Ha3HAueHHUE aMHUOJapOHa s
CHW)KEHHUSI SIIM30/10B aPUTMUHU ITPU HaIuuuu cuMOToMHBIX KO mmm XT [561].

EOK IIaC (YYP C, Y1 4)

*V manueHtoB ¢ OosiesHbto Yaraca m peruauBupyromeir cumnroMHor YMKT wnmm
mokamu UK/[*** npu monomop¢noii KT, y koropeix AAT HeapdexkTHBHA, TPOTHBOIOKA3aHA
WIM HE IEpEeHOCUTCs, pekoMeHryeTcsd KA B onbITHBIX LIeHTpax [562].

EOK IIaC (YYP C, Y1 4)

*V manueHtoB ¢ Oone3Hpto Yaraca m cumnrTomHou XXT, korma HesddexTuBHA WM
HerepeHocuma AAT (amuomapoH u [-aapeHOOJOKATOPHI), PEKOMEHIYETCS PacCMOTPETh
BO3MOKHOCTB uMILIanTaruu MKJ[*** [563].

EOK IIbC (YYP C, Y1/ 4)

3.3.11. I1aToJiorusi KJIANIAHOB CepaIA

Knanannele mopoku cepaua mnpeapacnonaraior k BCC kak B npeaonepaniioHHOM
nepuoJie, Tak M Mocje onepauuil Ha kinanaHax. [lanueHTs! ¢ MOpakeHHeM KIIalaHoB cepAla U

octarouHoil quchynknueit JOK mocne onepanuu Ha KiaraHne, KOTOPSIM ObLT ycTaHoBieH MK J[***

87



11t nepBudHOM npodunaktuku BCC, ¢ ydeToM HHANBUIYATbHBIX 0COOCHHOCTEH, UMEIOT TaKYIO
e 4YacTOTy CMEPTHU U 4acToTy cpabareiBanus MKJ[***, kak u narments! nocine UM u ¢ JIKMII.

*BCODU u KA pekoMmeHIyeTcs y NALMEHTOB C ATOJOTHEN AaOpTaJbHOIO KJamaHa U
YMXT c uensto BoisiBnieHus u abnaruu KT, BoBiaekaromed HOXXKY mydyka ['nuca, ocoOeHHO TIpHu
BO3HUKHOBEeHUH JKT 1mocie Koppekiuu aopTaibHOTO MTOpoKa [564].

EOKIC (Y114, YYP C)

[Taruentam ¢ mopakeHHeM KianaHoB cepaua u auchynkuein JOK, B Tom yncne nocie
XUPYPrUYECKON KOppeKiuu, pekomeHayercs umimantanus WKJ*** ¢ menpio mepBUYHOM
npodunaktuku BCC ananornyno nokazanusm npu JJKMII [565].

EOKIC (Y114, YYP C)

3.3.12. Unuonatuyeckasi GuOPUILISAIUA KEJTYA0YKOB

Huarno3 uanonarnyeckoit @X BeicTaBisiercsa y nepenecunx BCC, nmpeanouTuTensHo ¢
noarBepxkaeHHon MK, mocie UCKITIOYEHUsT CTPYKTYPHOM, META0O0TNIECKOM, TOKCUKOJIOTHUECKOM
STHOJIOTUU U KaHaJoNaTui. JJoMoJHUTENbHYI0 HHPOPMAIIHIO 1aeT KIMHUYECKOe 00cie0BaHne
(anamue3, OKI" u OKI' B BBICOKMX MPEKOPANATIBHBIX OTBEACHUSAX, TECT C (PU3NUECKOIN HArpy3KOM,
OXOKI') poACTBEeHHUKOB MEpPBOM CTEMEHU POJICTBA MalMEHTOB ¢ uauonaruueckoit OK.
[TaruenTam omnpaBaaHO MPOBEACHHE T'€HETUYECKOTO TECTHPOBAHMS JUISl BBISBICHUS MyTalUl
TeHOB, aCCOLMHMPOBAHHBIX C KaHAJIOMATUAMU U KapIMOMHOIATUSIMHU.

*Mmrnanramus UK/*** pekomenioBana npu uanonarndyeckoit @K [482].

EOKIB (Y14, YYPC)

[Ipu penmauBupyronmx snuzonax OX, MHAYIUPYEMbIX TOBTOPSIOIIMMHUCS CXOJAHBIMU
Mexay coboir mo wmopdonorun KD, pedpakTepHbIMM K MEIWKAMEHTO3HOH Teparmuw,
pexkomenioBana KA onbITHBIMU crienuaaucTamu [566].

EOK IIaC (YYPC, Y1 4)

3.3.13. Cunapom yaiauHeHHoro narepsaja QT (B T.4. npuoOpeTeHHbI)

Cpennuii Bo3zpacT MaHu(ecTanuu KIMHUYECKHX mposiBieHnid — 14 ner. T'omoBoit
nokazatenb BCC y manmenToB ¢ HeneueHHbIM CYUQT cocrasnsier ot 0,3 no 0,9%, Torna kax
CHUHKOITE€ BO3HUKAIOT Y 5% B 1o [361]. bbutu BeIsiBIIEHBI MyTallMu B 17 reHax, acCOIMUPOBAHHBIE
¢ CYUQT, O60npIIMHCTBO M3 KOTOPBIX KOTUPYIOT CYOBEAMHUIIBI SJICKTPUUECKH aKTHBHPYEMBIX
MOHHBIX KaHAJIOB: KaJUEBbIX, HATPUEBBIX WM KAIbIIMEBbIX. | €HETUUECKUI CKPUHUHT BBISBIISET
natojoruyeckue Mmyrtauu B 75% ciyuaeB CYNQT B Tpex ocHoBHbIX reHax (KCNQI1, KCNH2 u
SCNSA — tunet CYUQT 1, 2 u 3 cooTBeTcTBeHHO), 4TO cocTaBisieT 90% MoI0KUTETbHO
TeHOTUITUPOBAHHBIX CITy4aeB.

Beigenstor cinenyromue noarunst CYHUQT:
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1. Ayrocomuo-nomunantHeii CYUQT (pacnpoctpanennocts 1 ciyuait Ha 2500) 6e3
BHECEPJICYHBIX MTPOSIBICHUH.

2. AyrocomnHo-goMuHanTHele CYNQT ¢ BHeECepAEUHBIMU NPOSIBICHUSIMH, BKIIFOUAIOLIHUE:

a) cuHapoM AmnHpaepceHa—TaBuia, KOTOPBIM BCE 4Yalle pacCMaTpPUBAETCA Kak
caMocTosTelIbHOE 3a001eBanue [567, 568].

0) cunnpoM TumoTH, XapakTepu3yoImuics yammHeHneM natepana QT, cHHIaKTUIHEH,
MOPOKAMU Pa3BHUTHUS CEpALIA, PACCTPOUCTBOM ayTUCTHUYECKOTO CIEKTpa U AucMopduzmom [569].

3. AyrocomHo-penieccuBHbii  CYUQT (cunmpom [[xeppemna-Jlanre—Hunbscena),
COYETAIOIINI SKCTpeMalibHOE ysInHeHue natepaina QT ¢ BpoxkaeHHoM riryxoToit 570]. [

I'pynmna skcnieproB EOK, pa3pabarbiBaromiasi KIMHUYECKHE PEKOMEHIALUH 110 JICYEHUIO
KA 2022r., noarBepauia AUArHOCTUYECKUE KPUTEPUM [UIsl YCTAHOBJIEHMSI KIMHUYECKOIO
muarHo3a CYUQT [8]: QTc >480 mc wim Hamuyue >3 0a/uioB MO IIKAJIEC OIECHKH PUCKA IS
CYUQT (tabauna 2) [571]. Ilpm Hammuum apuTMOTEHHOTO OOMOpPOKA WMJIM CEPJICYHOTO apecTa

QTc >460 mc gocrarouno s nocranoBku auarnoza CYNUQT.

Ta6auna 2. Monudunuposannas mkana s quarnoctuku CYUQT (Ilkama [Bapma)[572].

IIpusHaku bansl
>480 mc 3,5
460479 mc 2
OKT QTc
450459 mc 1
(17151 MY>KCKOTO T10J1a)
>480 Mc B TeueHue 4- 1
X MUHYT
BOCCTAaHOBUTEIBHOTO
nepuoja rnocie
pOoOBI ¢ PUBNIECKOM
Harpy3Koi
KT no tuny «aupysm» 2
AunbTepHanus BoJHbI T 1
3a3yOpunbl Ha BOJIHE T B 3-X OTBEACHUAX 1
Cumxennas YCC s Bo3pacta 0,5
Knunnueckuit CuHKOnNanbHbIe IIpu Harpy3ke
aHaMHEe3 COCTOSIHUS bes nHarpy3ku 1
Cewmeiinblif aHaMHe3 | wieHbl ceMbu ¢ onpeneiaeHHbiM CYUQT 1
Heob6bsicaumass BCC B Bo3pacte <30 ner y 0,5
POACTBEHHUKOB 1-Ii cCTENeHU poJCTBa
I'enetnueckue [Tatorennas myTanus 3,5

HaXOIKU
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Ilpumeuanue: cokpameHus TpuBeIeHbI B ciucke cokpamenuii. J{uarnoz CYMUQT npaBomoueH
pY HAJIM4KU >3 Oauios.

Crparudukanuss UHIUBUIYATLHOTO PHCKA OCYIIECTBISCTCS C yYE€TOM KIMHUYECKUX,
OKI'- u renermyeckux mnapamerpoB [573]. K mnpodumaktuyeckomy npumenenmro MKJ[***
ClIeyeT MOAXOAUTh UHAUBHUIYAIBHO Y BCEX MAIlMEHTOB TPYIIIBI BBICOKOTO PUCKA, B YACTHOCTH Y
xeHIKH ¢ reHotunoM LQT2 u QTc >500 mc, y mauuentoB ¢ QTc >500 mc u nmpusHakamu
AIIEKTPUYECKON HECTAOMILHOCTH, 8 TAaK)KE y MANMEHTOB C TEHETUYECKUM MPO(UIEM BBICOKOTO
pucka (cuaapoma Tumotn, cuaapoma JlxxepBemna-Jlanre-HunbceHa, HOCUTENBCTBO IBYX U O0JIee
myTtauuii). Hamo Takke yduThIBaTh, YTO TSDKECTh (DEHOTHUIIA MOKET OINpPENEeNsThCS HE TOJIBKO
Kay3aTUBHOUM MyTaIueil, HO ¥ BCeM IeHETHYECKUM JIaHIIIaQTOM.

Ha cerogusamHuii AeHb HET [JAHHBIX, CBUICTEIBCTBYIOIIUX O MNPOTHOCTUYECKOMN
sHauuMoctu BCO®U ¢ IICK y marmentos ¢ CYUQT [75].

Crnenyrone MeponpUaTHsS 10 KOppeKUuu o0pa3a KHU3HU PEKOMEHIOBAaHbl BCEM
MarUeHTaM ¢ JUarHOCTUPOBAHHBIM CHHIPOMOM YUTHHEHHOTO MHTepBaia QT:

a. N3berath npuema MeIMKaMEHTOB, CIIOCOOCTBYIOMINX yIITMHEHHIO HHTepBaia QT
(mepeuens Ha caiite www.crediblemeds.org).

b. KoppektupoBaTh HapylieHUs JJICKTPOJUTHOTO OamaHca (TUIOKAIUEMUIO,
TUTIOMarHUEMHUIO, TUTTOKAIBIIMEMHIO ), KOTOPhIE MOTYT Pa3BUBATLCS Ha (DOHE AUAPEH, PBOTHI WIIH
METa0O0IMUECKUX HAPYIICHHH.

c. M36erats cnenududeckux TpUrrepoB apuTMUU (AKTUBHOE TUIaBaHUE, OCOOCHHO TpH 1-
M tunie CYUQT, u Bo3aeicTBHE TPOMKHX 3BYKOB IIPH 2-M TuUIe 3a0oneBanus) [574, 575].

*BrisiBiieHHe U yCcTpaHeHHE MPUYWH yaiauHeHus uHTepBana QT (mpexkae Bcero oTMeHa
TIOOBIX JICKAPCTBEHHBIX CPEACTB, CIOCOOHBIX Y/UIHHATH uWHTepBan QT, ecnu TakoBbIe
OPUMEHSIIOTCS,, KOPPEKIUsl  AJEKTPOJMTHBIX  HapylIeHW#, YycTpaHeHHe OpaauKapauu)
peKoMeH10BaHO narenTaM ¢ mosmmMopduoi KT tuna «mmpyst» [75, 573, 576, 577].

EOK IIaC (YYP C, Y/ 4)

[Tatmenram ¢ CYUQT pmna mnpodunaktukn BCC pexomenmoBan mnpuem [3-
aapenoOnokaropos [574, 575, 578].

EOKIB (YYPC, YA 4)

Kommenmapuit.  Ilpeonoumenue  omoaemcsi  HeCeleKMUSHbIM  [-adperobaoxamopam
(nponpanonon, Haoonon). Ilpu 2 u 3 munax CYUQT naubonee 3¢ppexmusnvim 6 npogunraxmurxe
KT cuumaemcs naoonon [579].

*Haznauenue [-agpenoOnokatopoB s mnpoduinaktuku BCC  pexomeHI0BaHO Yy
Hocutenel renerndeckor mytauu CYNQT ¢ nopmanbabsiM QT-untepBasiom [59, 578].

EOK I1aB (YYP C, Y] 4)
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*Bpemennas anekTpokapauocTuMyssiiiusi ¢ dactorod 100 m  OGomee B MHUHYTY
pexomeHayeTcs Uik ykopodeHus uHTepBana QT u mpenynpexieHus peruanBoB MoIuMophHOI
XT tuna «nupyst» npu orcyTcTBUH 3 dekra oT BBeneHuss Maruus cynbgata ** [580, 581].

EOKIC (YYPC, YA 4)

*C nenpro kynupoBanust mommmopdroi KT tuna «nupyst» npumenerne AAIT (ocobeHHo
AAII Ia knacca u AAII 11l xnacca) He pekoMeH10BaHO [74].

EOK IIIC (YYP C, Y/ 4)

*B/B BBeAeHuEe Maraus cyibdara** pekoMeHIOBaHO I MPEAYNPEKIACHUS PEIUINBOB
nosmmMopduo# XKT Tuna «mmpyat» [74, 576, 577].

EOKIC (YYPC, Y1 4)

Kommenmapuii. Beeoenue macnus cynrvspama™* nepeoko oxasvieaemcs s¢hghekmuenvim, 8 mom
yucne u 'y nayuenmos ¢ UCXOOHO HOPMATIbHbIM YPOBHEM HMacHUs 8 KPOSU.

*Ummnanramus UK/ [*** B couetanuu ¢ mpueMom B-aapeHOOIOKaTOPOB PEKOMEHI0BaHA
nanuentam ¢ CYNQT, nepexxuBiiuM ocTaHOBKY cepaua [361, 578, 582].

EOKIB (YYPC, Y1/ 4)

Ummnanramuio UK/[*** B couetanun ¢ npuemoM [-aapeHOOIOKATOPOB CIEAYET
pekomennoBath manueHTaM ¢ CYUQT u cunkonansHbiMu coctossHusMH w/umn KT Ha donHe
npremMa aJeKBaTHOM 1036l B-aApeH00I0KaTOpoB [582].

EOK IIaC (YYP C, YA/ 4)

*BbIllOJTHEHHE  TPYJHOM  JICBOCTOPOHHEW  CHMIATHYECKOW  JEHEpBAIlMU  Cepjua
PEKOMEHI0BaHO Yy cUMNTOMHBIX anueHToB ¢ CYUQT B crenyrommx ciryyasx:

a. [Ipuem PB-agpeHOOI0KaTOPOB HEIPPEKTHBEH, IIOXO IMEPEHOCHUTCS, JTUOO HMEIOTCS
MPOTUBOMOKA3aHUSI.

b. UKJ[***-Tepanus npoTHBOIIOKa3aHa UM KMEETCS OTKa3 MalUeHTA.

c. [Nanmentsl ¢ ummutantupoBanHbiM MK/[*** Ha ¢done mpuema B-aapeHo00KaTOPOB
MPOJIOJKAIOT UCTIBITHIBATH MHOKECTBEHHBIC IIOKH Nedudbpusuiaropa [179, 361, 583, 584, 585].

EOK IIaC (YYP C, Y/ 4)

*PekoMeHTyeTCs pacCMOTPETh BO3MOXXHOCTh MMIUIanTanuu MK/[*** B nomomHeHue k
Tepanuu -aapeHo0J0KaTOpaMH Yy aCUMIITOMHBIX HOCHUTEJIECH MaTOJOTHYECKONH MyTallMi B reHax
KCNH2 nnu SCNSA nipu ysenuuenuu QTe >500 mc [573].

EOK IIbC (YYP C, Y/ 4)

3.3.14. Cunapom koportkoro uarepaia QT (CKHUQT)

CI/IHI[pOM XapaKTCPU3yCTCsd YMCHBIICHUCM HNPOAOJLDKUTCIBHOCTH MOTCHIMAJIA ,Z[GﬁCTBHH

KapJIMOMUOIIUTOB KaK TNpEACepAud, TaK U JKENIYJ0YKOB, yMEHbLICHHEM 3((HEKTUBHOTO

91



pedpakTepHOro nepuoja NpeAcepAuii U >KelyJOYKOB, BCIEICTBUE YETr0 CO3/1aeT YCIOBHUSIX IS
Pa3BHUTHS KU3HEYTPOKAIOMINX APUTMUK MO MEXaHWU3MYy pueHTpu. MaeHTuduuupoBaHbl MATH
redoB, cBs3aHHblx ¢ CKUQT: KCNH2, KCNQI, KCNJ2, CACNAIC u CACNB2b. Ho
MOJIOKUTEIBHBIA pPe3ybTaT T€HETUYECKOTO0 CKPUHUHIA ocTaeTcsi HeBBICOKUM (Bcero 20%).
3a0osieBaHue SIBISIETCS JIETaIbHBIM BO BCEX BO3PACTHBIX TPYMIax, BKIOYas JeTed B IMEpBbIC
MECSLIbI )KU3HU, U BEPOSITHOCTh MEPBOIM OCTAaHOBKH cepala K Bo3pacty 40 net coctasiusieT 40%.
Becbma BepositHo, uto CKUQT sBisiercs HeIOAMArHOCTUPOBAHHBIM COCTOSHUEM B 0OIIei
nomyJysiiuy. Jlnaruo3 y B3pociibIX YCTaHABIMBAETCS 110 KPUTEPUSIM, npeasioskeHHbIM Gollob M. ¢

COaBT. [586] (Tabmmma 3).

Ta6muma 3. Kputepun nuarnoctuku CKUQT.

Kpurepun nquaranoctuku CKUQT baer
NnTepBan QTc <370 mc 1
NnrepBan QTec <350 mc 2
HuTtepran QTc <330 mc 3
Wnrtepsan J point — T peak <120 mc 1
OcraHoBKa cepAala 2
Monmumopdhuas XKT/DIK 2
HeoObsicHUMBIE CHHKOTIE 1
OUOPHILTAIIS TPeICeP Ui 1
Cewmeitaas ucropus CKUQT 2
Cewmeiinas ucropus BCC 1
Cewmeitaas uctopus cuaapoma BC mnaaeHeB 1
[To3uTHBHBIH TEHOTHIT 2
MyTanuy HeonpeAeNeHHOTo 3HaUYeHHs B TeHaxX 1
KaHIUAAaTax

Ipumeuanue: CoxparnieHust IpUBEACHBI B CIIUCKE cokparnenuit. [Ipyn Hanmaum 4 6aioB u
6onee — Boicokas BeposaTHOcTs CKUQT, npu Hammuuu 3 6ayioB — cpenHsisi BEPOSTHOCTD, MPH
Hanu4uuu <2 GayjioB - HU3KAsl.

VY nereir u noapoctkoB 10 20 jer yrouHeHHbiMH Kputepusimu CKUQT sBisitoTcs
3nayenus QTc <316 mc, koppuruposannoro J-Tpeak <181 Mc 1 Haln4YKMe paHHEN PENOISIPU3ALIH

XKemy1oukoB [587].
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[Tokazanus k mpumenenuto MKJ[*** B kaxaoM ciydae paccMaTpuBarOT WHIANBUYJIBHO,
YYUTHIBas CEMEIHBINA aHaMHe3 U Hanuue ykopoueHHoro QTc, ogHako asist 00X pekoMeH qarmii
Ha JJaHHBIM MOMEHT JaHHBIX HeJgocTaTouHO [588, 589].

Ha cerognsiminuii neHp HeT AaHHbIX O ToM, 4To [ICXK mo3BOJISIET MPOrHO3MPOBATH
aputMudeckue coopiTusa y nanuentoB ¢ CKUQT.

sVmmnanTarus UKJ[*** ns npodunaktauku BCC pekomennoBana manuentam ¢ CKUQT,
KOTOpBbIE:

a. [lepexxunu ocTaHOBKY cepAlla W/ Uiu

b. UmeroT nokyMeHTHpOBaHHYIO crioHTaHHYI0 ycrounByro KT [588, 589, 590, 591, 592].

EOKIC (YYPC, YA 4)

*PexoMeHIyeTCsl pacCMOTPETh BO3MOXKHOCTh HAa3HAUEHUS COTANoNA JUIsi POPUIAKTUKH
BCC y martuenToB ¢ auarnoctupoBanabiM CKUQT, nmerommx nokazanus k MKJ[***-tepanun, B
ciydae, korna MK/ npoTrBomnokasaH iy MalMeHT OTKa3aics oT ycTponcTna [588, 589].

EOK IIbC (YYP C, Y1 5)

*PexoMeHIyeTcst pacCMOTPETh BO3MOXKHOCTh HA3HAYCHUS COTAIONA™ * Iist MPOPUITAKTHKI
BCC y acumntoMubix nanueHToB ¢ quarHoctupoBanHbiM CKUQT u cemeitnbim anamuezom BCC
[588, 589].

EOK IIbC (YYP C, Y1 4)

3.3.15. Cunapom bpyrana

Cunapom bpyrana — kanamomatus ¢ JOMHUHAHTHBIM HAClIEJOBAHMEM W PAa3THMYHON
MEHETPAHTHOCTHIO, 3aBUCUMON OT BO3pacTa M IOJa: KIMHUYECKHE IMPOsIBIIEHUS 3a00JIeBaHUA,
BCTPEUAIOTCS Yallle y B3pOCIBIX U B § pa3 yalie y My»X4uH, yeM y xeHmuH. OXK BcTpeuaercs B
cpenHeM Bo3pacTe (MUK MaHu(ecTaruy npuxoautcs Ha 40 J1eT), HO MOXeT BO3HUKAThH B JIIOOOM
BO3pacTe, 0OBIYHO BO BPEMS OTIbIXA HIIU CHA.

[Icuxotrponuble mnpenapaThl, HekoTtopble AAIIl, aHecTeTHMKH, KOKauH, Ype3MEPHOE
ynoTpeOaeHne ajKorojs M JINXOpaJKa SBJSIOTCS MOTEHUUAIbHBIMU TPUTTEpaMH MOSBIICHUS
opyrama-nogoonoro narrepHa JKI' 1 tuna u 3amycka ®XK. Cunapom bpyrama nuaranoctupyercs
y TmainueHTtoB ¢ moabemMoM cermeHta ST ¢ mopdonorueit 1-ro Tuma >2 MM B OJAHOM WIIH
HECKOJIbKUX TIPaBBIX MPEKOPAUAIBHBIX OTBeAeHUIX V1 u/unm V2, pacmonoKeHHBIX BO BTOPOM,
TPEThEM WM YETBEPTOM MeEXKpeOepbe, BO3HUKAIOMUX JHOO CIIOHTAaHHO, JHOO TMOcie
MIPOBOKAITMOHHOTO JIEKapCTBEHHOTO Tecta ¢ B/B BBemeHuem AAIl TA kmacca (Takoro Kak
npokanHaMua**), wnm mpu peructpauuu OKIT B BEpXHHX NPEKOPAHATHHBIX OTBEACHHSIX

(MexpebepHBIX TPOMEKYTKax Ha 1-2 pebpa Bbllle MOJI0KEHUH 31eKTpooB B V1 u V2.
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+Criefiyroliie MEpOIpHUATUS 10 KOPPEeKUMH o0pa3a KHU3HM PEKOMEHJOBAaHbl BCEM
NalMeHTaM ¢ AMarHOCTUPOBAHHBIM CHHIpOMOM bpyrana:

a. I36eraTh nmpuema MeIMKaMEHTOB, KOTOPBIE MOTYT ITPOBOLIMPOBATH JIEBAIIUIO CETMEHTA
ST B mpaBeIX TpyAHBIX OTBeACHUAX (Www.brugadadrugs.org).

b. M3b6erarp ymorpeOiieHHMs KOKaWHa, KaHHA0MCA, W 3HAYUTEIBHOTO YIOTpeOICHUs
QJIKOTOJIA.

c. HemenneHHo npuHATH MEpHI Uil CHHDKEHUS TEMIIEPaTyphl TeJla MPU BO3ZHUKHOBEHUU
Tuxopaaku Joooro reresa [593, 594, 595, 596, 597].

EOKIC (YYPC, YIA5)

*Mmrnanrtarus UK/[*** pekomenioBana manydeHTam ¢ TMarHOCTUPOBAHHBIM CHHAPOMOM
Bpyrana, KoTOpble: MEpEeKWIM OCTAHOBKY CepAlla H/MIM HMEIOT JOKYMEHTHPOBAHHYIO
crioHTa"Hyto ycrornuuyro XT [593, 594, 595, 596, 597, 598].

EOKIC (YYPC, Y11 4)

emmnantarmus  UKJ[*** pexomenmoBaHa y mMmanueHTOB cO crnoHTaHHbIME OKI -
OposiBIEHUsIMU 1-TO THma cuHIpoMa bpyrajga M CHHKONAJbHBIMH COCTOSIHUSIMH (BEpOSTHO,
apUTMHUYECKOTO TeHe3a) B anaMHese [595, 596, 597, 598, 599].

EOK IIaC (YYP C, Y1 4)

*Pekomennyercss paccMOTpeTh BO3MOKHOCTh uMIuanTauuu WMKI*** y manueHToB C
JUarHOCTUPOBAaHHBIM CUHApoMOM bpyrana, y kotopsix unaynupyercs ©XK Bo Bpems BCODU ¢
ITICXK no 2-x skcTpactumynoB [595, 596, 597, 598, 599].

EOK IIbC (YYP C, Y1/ 4)

*KA ouara XD, seustommxcst tpurrepom ©XK/KT, u/unu snukapauansHoro cyOcTpaTa
BTIDK pexomenayeTrcss y NalMEHTOB C CHHIPOMOM bpyrajna ¢ NOBTOPSIOLIMMUCS IIOKaMU
UKJT***, pedpakTepHbIMU K MeTUKaMeHTO3HOU Tepanuu [600].

EOK IIaC (YYP C, Y/ 4)

3.3.16. KarexosiamuHepruveckasi noJuMOpP(Has KeJIyJ0UKOBAsI TAXUKAPAUS

Penkoe  HacnmencTBEHHOE — apUTMOTEHHOE — 3a00JIeBaHUE,  XapaKTepusylolieecs
a/IpeHePrUYEeCKU-UHAYIIMPYEeMOi JBYHanpasieHHo u momumopduoit KT (mpennonaraemas
pacnpoctpanenHocts 1 Ha 10 000). MpentudummupoBano asa renerumdeckmx Tuma KIDKT:
JOMHMHAHTHBIM BapHaHT H3-3a MyTallUd B I'€HE, KOAMUPYIOIIEM I'€H PELENTOpa KapAHaIbHOIO
puanoguHa (RyR2), m penkmii pemeccHMBHBIN BapuaHT, BBI3BAaHHBIM MyTalueid B TEHE
kapauanpHoro kainscekecTpuHa (CASQ2). g nanuentoB ¢ KIDKT xapakrepeH BblpaKeHHBIN
noauMopdu3M HapymeHWi puTMa OT Opagukapiuu, YKopoueHuss uHTepBana PR, AB
JMCCOLIMALINY, HA/PKETyJ0UKOBBIX TaXUKapAUH 10 MOJUTONHBIX U MOJIUMOPQHBIX TaXUAPUTMUH,
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YTO HEPENKO SABJISIETCA MPUUMHON HecBoeBpeMeHHOM nuarHoctuku KIDKT npu HenpaBuibHON

MHTEpIpeTanuy npuunH cuakone [601, 602, 603].

HezaBucumbpIMu POTHOCTHYECKUMH (DAKTOpaMHu ISl apUTMHUYECKUX COOBITUN B CITydae
KIDKT sBnstoTcsi BbIsIBIIeHHE 3a00JeBaHUSI B JETCKOM BO3pacTe, OTCYTCTBHE Tepamuu [3-
aZpeHOOI0KaTOpaMy M TIEPCUCTUPYIONIHE CIoXHbIe apuTMmuu. [lepBas muaus tepanuu KIDKT
BKJIIOYAET HECENEKTUBHBIE [-aapeH0o0soKaTopsl (03 BHYTpEHHEH CHUMIIATOMUMETHYECKOM
AKTUBHOCTH) U MOJIU(UKAINIO 00pa3a )KU3HU C OTpaHUYCHUEM (PH3UUIECKIX HArpy30K.

JleBOoCTOpOHHSSI cUMIaTUYECKas IEHEpBaIlisl Cep/lla OKa3bIBaeT OMpeesieHHbIH dhdeKT
npu KIDKT y manueHToB, KOTOphIE HE MEPEHOCAT [B-aipeH0OI0KATOPHI, OJHAKO HEOOXOIUMBI
JIOTIOTHUTEIFHBIC TaHHbIE U O0Jiee NTUTENbHOE HAOMIOACHHE I KOJIMYECTBEHHON OLIEHKH 3TOTO
apdekra. [lanmeHtam, MEpPEKUBIIMM OCTAHOBKY Cep/lla, PEKOMEHJOBaHBI mpueM -
anpenoOnokatopoB U UKJ[***-tepanus; ecnu Takoe jiedeHUE MO pe3yabTaTaM CTpecc-TecTa He
MO3BOJIIET JOCTUYb IOJIHOTO KOHTPOJIS apUTMHUH, CIEAYET PAacCMOTPETh KOMOWHHPOBAHHYIO
AAT.

Nmnnaaranus UK*** Bozmoxkna y maruentoB ¢ KIDKT, koTtopeie HE OTBE4aOT Ha
neuenne  P-agpenoOnokaropamu. [lpum  mporpammupoBanun UK/ ***  yBenunumBarot
npoAoKUTENbHOCTD AeTeKiuu JKT, mockobKy HaHECeHHE IIOKOB MOXKET OBITh OOJIE3HEHHBIM U
CIocoOCTBOBATH MOBBIMICHUIO CUMIIATUYECKOTO TOHYCA U MPOBOLMPOBATH MOBTOPHBIE SMU30bI
apUTMHUH, YTO B KOHEYHOM HWTOT€ BEAET K BO3HUKHOBEHHUIO IMOPOYHOTO Kpyra ¢
perauBupytommmu JKA, BIUIOTh A0 CMEPTEIHHOTO UCXOA.

*Bcem manumentam ¢ gumarHoctupoBaHHoi KIDKT  pexomenayercs wu30erarthb
COPEBHOBATEJBHBIX BUIOB CIIOPTA, CUJIOBBIX TPEHUPOBOK M CTPECCOBBIX cuTyanui [604, 605, 606,
607].

EOKIC (YYPC, YA 4)

[Ipuem B-agpeHOOIOKATOPOB PEKOMEHIOBAH ISl JICUCHUS apUTMUU U MPOPUIAKTUKHI
BCC Bcem nmanmentaMm ¢ guarnoctupoBanHoil KIDKT, yunTeiBas Hanuyue 10KyMEHTUPOBAHHOM
CIIOHTAHHOM UM cTpecc-uHaynupoBaHHoi KA [606, 607].

EOKIC (YYPC, YA 4)

*Ummnnanramus UK/[*** monmomuurensHo K mpuemMy B-aapeHOOJIOKaTOPOB B COUYCTAHUH
nnm 6e3 AAII I unm 11l knacca pekoMeH0BaHa aJis Je4eHHs apuTMuu U npodunaktukn BCC
nanventam ¢ auarHoctupoBaHHo KIDKT, mepexuBiIIMM OCTaHOBKY cep/lla, HUMEIOIUM B
aHaMHe3e MMOBTOPHBIC CHHKOTAILHBIE COCTOSHUS WU STTU30/1bI MOTUMOP(HON/IByHATIPABICHHON
KT, necmotps nHa OMT [604, 605].

EOKIC (YYPC, Y 4)
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*Tepanus B-agpeHobmoOKaTOpaMH PEKOMEHJIOBaHa pPOACTBEHHMKAM MalMeHTa s
npodmiaktuku BCC npu BbISIBICHUH T€HETHUECKUX MyTallUid, Jake IPH OTCYTCTBUU CUMIITOMOB
wim manudecrauu KT [604, 606].

EOK IIaC (YYP C, YA 4)

*PekoMeHIyeTCs pacCMOTPETh BO3MOKHOCTH BBITIOJHEHUSI TPYIHOW JIEBOCTOPOHHEU
CUMIIaTUYECKOM JIeHepBaliy cepana y nanueHTos ¢ auaroctuposanHoil KIDKT n nosropHsiMu
CHHKONAJIBbHBIMH  COCTOSIHUAMH, noiauMop¢dHoii/nyHanpasneHHoii KT,  HECKOIbKUMH
MOTUBUPOBaHHBIMU cpabarpiBanusiMu UKJ*** ¢ HaHeceHnem mOKoB Ha (pOHE M30ITMPOBAHHOTO
npuema B-aapenoosokaropoB win B couetanuu ¢ AAIL [ wnm 11l xnacca, a Takke npu HATMYUA
HENEPEHOCUMOCTH WX IPOTUBONOKAa3aHUH K UX npuemMy [585, 198].

EOK IIbC (YYP C, Y/ 4)

3.3.17. BpoxaeHHbIe IOPOKH CepaLa

Cmpamugukayusn pucka u nepeuunasn npogurakmuxka BCC

Bue 3asucumocmu om muna BIIC

[Ipumenenne UK/[*** pexomengoBano y mamueHtoB ¢ BIIC u obmopokamu
HEU3BECTHOTO MPOUCXOXKACHUS B COYETAHUU C TsDKEIOW AucyHKIMEH >KeTyJOYyKOB W/HIU
uHaynupyemon ycroruuoi XXT/DXK mpu nposenennn BCODU [73, 608, 609, 610].

EOK IIaB (YYP C, Y] 4)

*Umrutantamst  UKJ[***  pexomenmoBana B3pocieiM —mamuentam ¢ BIIC ¢
OMBEHTPUKYJISIpHON (Qu3nonorued um aucPyHkuuei cucremHoro xemyaouka (OB <35%),
cumntomHoit XCH na ¢pore OMT c II miu I @K mo NYHA [73, 611, 612].

EOKIC (YYPC, YA 5)

smmnantarmuun  UKJ[*** pexomenmoBana marueHtam ¢ BIIC u mpeamonaraeMbIMu
apUTMOT€HHBIMH CHHKOME, uMmemuMu aubo auchynknuio JDK, nubo wuHaynupyemyio
ycroiuuByto KT mpu [1CXK [73, 608, 612, 613, 614].

EOK IIaB (YYP C, YA 5)

*Pekomennyercss paccMOTpeTh BO3MOKHOCTh uMIuanTauuu WMK*** y namueHToB c
TSOKETION AUChYHKIMEH eIMHCTBEHHOTO Xenmyaouka wim cuctemuoro IDK mpu Hamuuum apyrux
daktopoB pucka, Bkirodass HYXKT, XCH II wm III ®K o NYHA, BeipakeHHYI0 perypruTariio
Ha cucteMHoM AB knanane, mupokuit QRS >140 mc [73, 615, 616].

EOK IIbB (YYP C, YA/ 4)

Y nayuenmoe nocne xupypeuueckot koppexyuu mempaowvt Panno

*Y manueHToB mocie Koppekuuu terpanbl damno ¢ cumnroMamu aputvuu 1 HY KT

pexkomenioBano nposenenre BCOOU, skmouas [ICXK [615, 610, 617, 618].
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EOK I1aC (YYP C, YA/ 5)

*Y mnauuMeHTtoB mociie Koppekuuu terpaasl damno ¢ cuMOTOMAMH ApUTMUU U
MONIOKUTENbHBIM  pe3ynbratoM [ICXK, wmm ¢ couyeranmem Jpyrux (¢akTOpoB pHCKa U
nonoxutenbHou [ICXK, pexomennoBana ummutantamus UKJ[*** [73, 608, 612, 613, 616].

EOK I1aC (YYP C, YA/ 5)

*PexoMeHTyeTcst paccMOTpeTh BO3MOKHOCTh nipoBenenust BCO®U, B Tom uncie [ICK, y
MAIUEHTOB TOCJIEe KOPPEeKIuu TeTpaasl damio 6e3 CUMITOMOB apUTMUHU, HO B COYETAHUU C
npyrumu (paktopamu pucka [614].

EOK IIbC (YYP C, Y] 5)

*Y ManueHToB C ONEPUPOBAHHON TeTpanor Pasio, UAyHUX Ha IOBTOPHYIO ONEpaLUIO HA
OTKPBITOM CEpJLE WM YPECKOXKHYIO 3aMEHY KJalaHa JIETOYHOM apTepuu, PEeKOMEHIyeTCs
paccMOTpeTb  BO3MOXKHOCTb  IPOBEJEHUS  JOOMEPALMOHHOTO  3IIEKTPO(PHU3UOIOTHYECKOTO
KapTUPOBaHUS U  aOJalMU/XUPYypPrHUECKOro TEepecedeHHs] aHAaTOMUYECKHX IMepeleiikoB,
accoruupoBanHbix ¢ JKT, 1o wim Bo BpeMs BMemarenscrsa [619].

EOK IIbC (YYP C, YA 5)

Kommenmapuit. Hcnonvzosanue mpancaHHyisapHoU 3aniamol Y nayueHmos ¢ mempaoou Panio
ces3ano ¢ bonee nuskum puckom KA [619].
Bmopuunasa npogpunaxmurxa BCC u neuenue KA npu BIIC

Bue 3asucumocmu om muna BIIC

VY mammentos ¢ BIIC ¢ ycroitunBeiMu KA pekoMeHI0BaHA OLIEHKA PE3UTyTbHBIX W/UITH
HOBBIX aHATOMHYECKUX aHOMAIIMH Kak cyOcTpara mais pazsutus JKA [620, 621).

Y nayuenmoe nocne xupypeuueckou koppexyuu mempaowvt Panno

*Y MaiueHToB C onepupoBaHHOW TeTpanoil Pamno, y kotopeix umeercs YMXT wim
noBTopHbIe cpadbarsiBanus UK/ mo moBoxy YMIXKT, pekomengoBaHo npoBenenne KA B onbITHBIX
neHTpax [622, 623, 624].

EOKIC (YYPC, YA 5)

e[lanienTaM ¢ omnepupoBaHHOW TeTpagord Damio, KOTOPHIM MPEACTOUT MOBTOPHOE
KapIMOXUPYPTHUUECKOE BMEIIATENbCTBO, W Y KOTOpPBIX NOATBEpxkAeHO Hamuuue YMXKT,
PEKOMEH/IOBAaHO  MPOBEACHUE  MPEAONEPANUOHHOTO  KATETEepPHOrO  KapTHUPOBAaHUS U
abnarus/Xupypruieckoe nepecedyeHne aHaTOMUYECKUX MepeneiikoB, accoruupoBantbix ¢ KT,
JIO WJIM BO BpeMsi BMemarenbcTBa [619, 621, 625].

EOK I1aC (YYP C, YA/ 5)

*Y ManueHToB ¢ ONEepUpPOBaHHOM TeTpanoi Damno ¢ coxpaHeHHOW OMBEHTPHUKYISPHOM

dyHKUMEeH, y KOTOpbIX HMeeTcsi cumnromaruyeckas YMOXKT, pexkoMmeHayeTcs paccMOTpPETh
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BO3MOXHOCTh TpoBeaeHHs KA wnnam xupypruueckoil aOnanuy B ONBITHBIX ILEHTpax Kak
anbrepHatuBy Tepanuu UK/ [622, 624].
EOK IIbC (YYP C, YA 5)

Kamemepnasa aonayus KT y nayuenmoe ¢ BIIC

*V manmenToB ¢ BIIC u penmauBupyromumu smuzonamu Y MOKT unu cpabaTeiBaHUSMA
NKJI***, xoTopble HE MOTYT OBITh KOPPEKTUPOBaHBI MTporpammupoBanueM UKJ[*** umun AAT,
pexkomMeH10BaHo npoBeneHne KA B onbITHBIX 1IeHTpax [73, 626].

EOK ITaC (YYP C, YA 5)

*Brinonnenne KA pekoMeH10BaHO B KAYECTBE aIbTE€PHATUBBI MEIMKAMEHTO3HOM TEpanuu
npu cumntomHon YMIKT y narmentos ¢ BIIC u UK[*** [73, 626].

EOK I1aB (YYP C, YA 5)

‘KA u mnpodpumnaktuueckoe mnpumeHenne AAIl He pekoMeHIOBaHBI B ciyyae
O6eccumnToMHBIX, penkux K3 y manuerToB ¢ BIIC u crabunpHO# GyHKIIHUEH KeTy109K0B [73].

EOK IIIC (YYP C, Y 5)

*V nanueHToB ¢ omnpezaeneHHbiMu BapuanTamu BIIC (Bkitouas miiacTuky mpencepaHoiu
NEPErOPOJIKH MPHU TPAHCIIO3UIIMK MarucTpalibHbIX apTepuil, onepaunio MOHTEHA U aHOMAIHUIO
DO6mreiina) ¢ BOC pexkoMeHI0BaHO BBISABIATH W TNpoBoauTh JjedeHne HXKXT ¢ ObicTpbiM
MPOBEJICHUEM Ha XKeTyaouku [615, 627].

EOK ITaC (YYP C, Y] 5)

3.4. Acnexmul e0enus 6 0COOCHHBLIX 2PYRNAX NAUUCHMOE

3.4.1. bepemeHHblIe U NEPUNAPTAIbHAA KAPAMOMHONATHS

JleueHue T eo epems bepemeHHOCMU

«Jleuenne [-ampeHoOIOKATOPAaMH PEKOMEHAYETCS BO BpeMsi OEpEeMEHHOCTH W B
nociepoaoBoM nepuoje nauuentkam ¢ CYUQT unu KIDKT [628, 629, 630, 631].

EOKIC (YYPC, YIA5)

«Jleuenue B-agpeHoOI0KATOpAMH PEKOMEHIYETCSI BO BpeMsl OEpEeMEHHOCTH TAIIUEHTKAM C
AKIDX [632, 633, 634].

EOK IIaC (YYP C, YA 5)

*Haznauenue wmeronponona**, #npompanonona** wnm #Bepanamuna** Bo Bpems
OEpEeMEHHOCTH BHYTPh PEKOMEHAYETCS JJIS JUIUTEILHON Tepanuu UIAONAaTHICCKON yCTOMUNBOM
KT [635].

EOK IIaC (YYP C, YA 5)
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*DKCTpeHHas AJIEKTpUYecKasi KapJHUOBEPCHUS BO BpeMsi OepeMEHHOCTH PEKOMEHIYETCS [T
KynupoBaHus aputMuu nipu ycrounsoit JXKT, ocoOeHHO ¢ HapyIIeHHeM reMoAnHaMuKu [636].

EOKIC (YYPC, Y/ 2)

*B/B BBeneHue B-aapeHo0I0KaTOPOB, MPOKanHAMHUIa™* Wi IPUMEHEHHUE OTIEPEKaAIOIICH
(oBepapaiiB) ctumynsiuuu 11 nonasiaeHus KT Bo Bpemsi O€peMEHHOCTH PEKOMEHIOBAHO IS
sKcTpeHHO koHBepcun Y MKT Ge3 HapymieHHid reMoinHaMHKH [635].

EOK ITaC (YYP C, Y 3)

*PekoMeHIyeTCsi Ha3HadeHHe [-aapeHoO0JOKAaTOpPOB BO BpeMsi OEPEeMEHHOCTH TMIPH
cumntoMHort KD ¢ TUIOXOM MEPEeHOCHMOCTBIO, TE€MOJWHAMHYECCKUMHU HAPYIIECHUSIMH W/WIIH
cucronnyeckoit nucynkuueit JOK.

PKO IC (YYPC,YIAS)

Kommenmapuii. B 6onvwuncmee ciayuaes KO He A6ngemcs NpomusonoxkazaHuem K
ecmecmeeHHbIM PoO0am u He mpedyem MeOUKameHmosnoz2o neverus [637].

[I[py HanMUMK COOTBETCTBYIOIIMX IIOKA3aHWI BBINOJHEHWE WMIUIaHTanuu WKJ[***
pEKOMEHIyeTCs BO BpeMs OEpEeMEHHOCTH C ONTHUMAIbHOW 3allUTON OT HWOHHU3HPYIOIIETO
n3nydenus [638, 639].

EOKIC (YYPC, YA 3)

*PexoMeHIyeTCst pacCMOTPETh BO3MOXKHOCTD BhIIOTHEHUSI KA BO BpeMsi OepeMEeHHOCTH C
ONTUMATIFHOM 3aIIUTON OT O0TYUYCSHHUS AJIs IedeHHs peppakTepHBIX K MEIUKAMEHTO3HOM Teparun
U TJ10X0 nepeHocumbix KA [640].

EOK IIaC (YYP C, YA 5)

Kommenmapuii. Bnepgvie osnukuiasn KT modxcem nposagniamuvcs 60 8pems bepemMeHHoCmu U puck
peyuousa apummuu eviuie y nayuenmox c yxce umerowevics KT u BIIC [641].

Kapouosepcus sasnsemcsa 6Oe3onacHoll Ha 6écex smanax OepemMeHHOCmU, Hem O00KA3amelbCme
HapyuleHusi Kpogooopawerus y niooa uiu uHuyuayuu npexicoespemennsvix pooos [636]. HCC
N00a QONNCHA Pe2yIAPHO KOHMPOIUPOBAMbCS HA 6CeX amanax kapouosepcuu [642].

Ipu nanuuuu noxazanut, umnianmayus UK/*** donoicna dvime evinoinena nocie 8
Helellb bepeMenHOCmU ¢ MUHUMU3AYUell UCNONIb308AHUS (IIOOPOCKONUU, NPUMEHEHUE DeHM2eH-
3auumel U OnbIMHLIM onepamopom [643]. [Ipumenenue yibmpazgyko8020 KOHMPOSA U/Ulu
cucmem 3D-nasueayuu no3gonsem cHu3uUmMb oaumenbHocms garoopockonuu [638, 644].

YV 6epemennvix ¢ UK[*** nepeo podamu pekomenHoyemcs pymunHblil ONPoc YCmpoucmaa.

Dapmakonocuueckoe nevenue apummui u CH y bepemennvix orcenwyun modrcem 6vimo
AHATIO2UYHBIM KAK U HebepeMeHHblX, HO cledyem u3be2amv NpuMeHeHus npenapamos,
NPOMUBONOKA3AHHBIX Npu bepemennocmu, maxux kax uAIl®, APA/APHU u uneubumopul penuna

[635, 645, 646, 647]. Ilepsviii mpumecmp c6513aH C HAUOOILUUM MEPAMOLEHHBIM PUCKOM.
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Dapmakonocuueckylo mepanurd  peKOMEeHOYemcs HAYUHAMb 6 Camblli  NO30HUUL  CPOK
bepemennocmu u ¢ HaumeHee d¢hgexkmusnoll 0o3vl. Bozdelicmeue npenapama 6o 6mopom u
mpemvem mpumecmpe MOAHCem OKaA3bl8amy HeOIA2ONPUAMHOE 8030eUCmEUe Ha POC U PA38UMue
n100a, a makodkce NOo8vblaAmb pUcK npoapummuu. Pexomendyemcs nposepamv npenapamsi u
O0anHble 0 0e30NaACHOCMU nepeod HA4aloM Npuema Ho8020 npenapama 80 epems bepeMeHHOCmuU
[635]. K xopouto nepernocumvim omuocames comanol, eepanamui. llpumenenue onpasdano
mom cnyuae, eciu NOMEHYUAIbHAS NOAb3Ad Npesbluidaem NOMeHYUANbHbI PUCK: OUCONpOJOL,
Kapg8eounon, OUSOKCUH, OUNMUA3EeM (BO3MOJICHbL MmepamozerHHvle 3P@ekmul), TUOOKAUH,
Memonpono, HaA00A0], NPONPAHOJION, eepanamull 6Hympueenro [635]. Hedocmamouno Oanmwix:
usabpaoun, nponagpenon. Ilpomusonoxazamsl: amuooapor, amenonon [635].

Ipu CYUQT (8 uacmnocmu, npu 2 mune CYHUQT) puck cepoeuro-cocyoucmuix coobimuti
CYWeCcmeeHHO 803pacmaenm 6 Nociepo008oM nepuooe (8niomos 00 00H020 2004 NOCie pPo008)
[629]. Tlosmomy eadxcHo npodoaxcamv mepanuto f-010Kamopamu 80 8pems bepemeHHOCmU U
nocie pooos [628, 629, 630]. Ilpodondcenue neuenus [-610Kamopamu peKomeHoyemcs npu
CYUQT u KIDKT u oonxcrno paccmampuseamscs npu AKIDK [631, 632, 633, 634].
Jlononnumenvuulil puck npu bepemerHocmu y JHceHuur ¢ cunopomom bpyeaoa neuzeecmen [648,
649].

Cumnmomuyro maxuapummuto ciredyem aeuums KA 0o macmynnenus niaumupyemori
bepemennocmu. Ecnu KA nokaszana 6epemennoti nayuenmxe, cieoyem uzdezams npoyeodypsl 6
nepeomM mpumecmpe, U clieoyem omoasamsb NpPeonoumenue npoyeoypam noo KOHMPOaeM
NIeKMpoanamomuyeckoeo kapmuposanus [640, 650].

Apummuu, ceazanHvle ¢ NEpUnApPmMailbHOl KapouomMuonamuet

[Tepunapranpras kapauomwuonatus (IIKMII) xapakrepusyercs pa3BUTHEM BIIEPBbIC
cucronnueckoit tuchynkuuu JOK nu CH, moxet conpoBoxxaarbes passutueM XKT; pazBuBaeTcs B
TEYEHHUE MOCIIEeTHUX MECALIEB O0EPEMEHHOCTH MM TIEPBBIX 5 MECSIIEB TIOCIIE POIOB U MPOSBIAETCS
CH BcienctBue pa3BUTHS HAMONAaTHUECKOW cucronmueckoi auchynkmuu JIK (OB oObraHO
<45%) [635]. 'enetnueckas npeapacmnonoxxkeHHocTh K [IKMII moxer 6biTh y 20% mnaiueHTok
[651].

VY namuentok ¢ [IKMII k panneit umrutantannu UKJ*** ¢ nensio npodunaktuku BCC
CleyeT OTHOCUTBHCS KpailHe B3BEUIEHHO, MOCKOJBKY 3a4acTylO0 IPOUCXOJUT CIIOHTaHHOE
BBI3JIOPOBJICHHE TOCIIE POAOB [652].

VY namuentok ¢ IIKMII ucnons3oBanne OpOMOKPHNTHHA B KayecTBE CHEIM(PHUECKON
TEpanuy B JIOTIOJIHEHUE K cTaHAapTHOH Tepanuu CH mokasano MHOrooOemaromye pe3yabTaThl B

JIBYX KIIMHUYECKHUX HCCleN0BaHusIX [653, 654].
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3.4.2. Tpancniianranus cepana

[laruenTam, oxxumaaroniuM TpancutanTaruio cepana (TC), pekomeHnoBaHa UMIUTAHTAIIHS
UK/ st nepsuuHoit npodunaxtuxu BCC [655, 656].

EOK IIaC (YYP A, YA/ 1)

Kommenmapuii. [layuenmeoi, skatouennvie 8 aucm oxcudanus mparncnianmayuu cepoya (JIOTC),
noosepoicenvt pucky BCC u umerom evicokyio wacmomy paszsumus KA. Ocobenno s3mo 8axicHo
npu  onumenvhom Haxoxcoenuu 6 JIOTC, cpeouss npoooaNCUMENbHOCb — OHCUOAHUS
mpancniaumayuu 8 mupe cocmaensem 8-16 mecayes.

[lannentam, oxugarommuM TC, pPEKOMEHAOBAHO  PAacCMOTPETh  BO3MOXKHOCTH
UCIIONIb30BaHus Ne(uOpUIsITOpa HOCUMOM CHCTEMBI IIUTENBHON PETUCTPALlUU CEplIEYHOrO
put™Ma ¢ pyHKImen nepuopuuanun (HoCcuMBbIi 1epuOpuIIATOp) *** [657].

EOK IIbC (YYP C, Y] 3)

*Peunnuentam cepaua ¢ JKHP B kadecTBe mepBOM JIMHMM JIEYEHUS PEKOMEHIOBaHA
MeIUKaMeHTO3Hass Tepanusi ¢ wucnosb3oBanueM AAIl: mnpemapater IC  (mpomadenon™*,
JM3TUIIAMUHOIIPOMTMOHMIISTOKCUKAPOOHMITIAMHUHO(DEHOTHAZHH* ¥, JannaKOHUTHHA
runpoopomun**), II (B-ampenobnokaropsr), Il (ammomapon**, cortamon**) m IV xkmaccos
(Bepamammr**) [656].

PKO IIaC (YYP C, Y11 3)

Kommenmapuu. Vcnonvzoeanue AAT y nayuenmog ¢ mMpaHCNAAHMUPOBAHHLIM cepoyem
mpebyem  CReYyuarbHo20  pACCMOMpeHUs U  NePCOHUPUYUPOBAHHO20 — NOOX00a  U3-3d
JIeKAPCMBEHHO20  83AUMOOCLUCMEUsT C UMMYHOCYNPECCUBHbIMU Npenapamamu u mpeoyem
O0ONOIHUMENbHO20 KOHMPOJIsl KOHYESHMPAYUU UMMYHOCYNPECCUBHBIX Npenapamos 6 Kposu U
KOppeKyuu ux 003bl 8 cayiae OMKIOHEHUsl UX KOHYeHmpayuu om yenesoeo yposus. Haubonee
Y4aCcmo UCNONb3YeMble UMMYHOOENPeCcCUsHble Npenapamul, maxKue KaxK YUKI0CHOPUH, maxkpoIuMyc
U CUpoauMyc, akmueno memaboruzupyromes cucmemou yumoxpoma P450 (CYP3A4) u
neperocuuxom P-enuxonpomeuna. Hueubumopvr unu uHOYKMopsvl 3mux GepmeHmos Mo2ym
BIUAMb HA KOHYEHmpayuro jexapcms. AmuooapoH, ounmuaszem, eepanamui, OJ10KAMOpbvl
Hampuesvix Kanaios, maxkue Kaxk 1u0oKaun (npu 8\e ggedenuut), XunuouH, mponaQeHoH u opyue
npenapamuol, MOZYym UHSUOUPOBAMb MU (hepMeHMblL U NPUBOOUMb K NOBbIULEHUIO KOHYEHMPayuu
UMMYHOCYRPECCUBHbIX npenapamos. HmmyHocynpeccusnvlie npenapamvl Mo2ym 61usimb Ha
yonunenue unmepeana QT, nosmomy pexomeHnoyemcs coba00ams OCHMOPONCHOCHb HPU UX
UCNONB308AHUU C comazeKkcanrom. L{uknocnopun, s6epoiumyc u azamuonpur O6onee 3Ha4umenbHo
yveenuyusaru QTc no cpagmenuro ¢ MAaKpPoOAUMYCOM. [-adpenobrokamopvl He 001adarom

J1eKapcmeeHHblM 83aumMooelicmeuem ¢ LlMMyHOCyI’lp@CCu@HOIZ mepanueﬁ, a 3a cdent KORmpo.is
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YCC 6 ycnosuax cumnamu4eckoll peuHHepsayuu o OAHHbIM PempOCHeKMUEHO20 UCCIe008aHUS
obaaoarom OONOIHUMENbHLIM IPHEKMOM 8 CHUNCEHUU CMEPMHOCIU U CEPOeYHO-COCYOUCMOU
3abo1e6aemocmu [656).

*Penunuentam cepaua ¢ ycroduuBod KT pekomennoBano BbinmojgHeHne KAIT u
SHIOMHUOKapAUaIbHOW OHOINCHU JUIS HCKIIOYEHUS KpU3a OCTPOro OTTOpXKEHHs U Oo0Jie3HH
KOPOHApHBIX apTepuil epecaxeHHoro cepaua [659]..

PKO IIaC (YYP C, YA 3)

[laruentam mocnie TC ¢ pa3BuTtHeM 00JIE3HUM KOPOHAPHBIX apTEpUi MEPECAKEHHOTO
cepaa WiM KyNUPOBAaHHBIM KPU30M OTTOP>KEHUSI TPAHCIUIAHTATa, OCJIOKHEHHBIM OCTaHOBKOM
CepACYHOr0  TpaHCIUIAHTaTa,  COXpaHsAwLeics  cuctoianuecko  nuchynkumern  JDK
PEKOMEHAYETCS] paCCMOTPETH BO3MOKHOCTh nMIntanTauuu UK/ [8, 660].

EOK IIbC (YYP C, Y] 3)

Kommenmapuu: YV nayuenmos nocne TC puck pazsumus BCC 6 3 pasza gvluie no cpaguenuro ¢
HeMpaHCNIaHMUPOBAHHBIMU NAYUSHMAMU, YMO Modcem OblMb ACCOYUUPOBAHO C aKmusayuel
CUMNAMUYECKOU  HEpBHOU  cucmemvl U  OUCOANAHCOM — MeXHCOYy — CUMNAMUYECKOoU U
napacumnamuydeckou unnepsayueu [656]. Pazsumue BCC aensemcs npuyunou cmepmu nocne TC
6 10% cnyuaes [660, 661]. u moocem ObvIMb accOYUUPOBAHO C KPUZOM OMIMOPIHCEHUS
mpaucniaumama u 00ne3HbI0 KOPOHAPHBIX apmepull nepecaxcenHo2o cepoya [8, 656, 660],
nosmomy umniaumayus MKJ[ mooxcem Ovimb ymecmHua y OomoenibHbIX NAYUEHMO8 U3 2pynnbvl

6b1COK020 pucka [8].

3.4.3. BHe3anHas1 cepae4yHasi CMepPTh y CIIOPTCMEHOB

Yacrora BCC y cnopTCMEHOB yBEINYMBAETCSI C BO3pacToM [662, 663].
VY mpakTUuecKW 30pOBBIX CIIOPTCMEHOB CPEIHETO W cTapiiero Bo3pacta (>35 ner) oHa
konebnercs or 2 nmo 6,3 ma 100 000 yemoBeko-nmeT. Y IOHBIX M MOJOJBIX CIOPTCMEHOB,
MPUHUMAOIINX YYaCTHE B COPEBHOBaHUSAX (<35 NeT), 4acTOTa JETATBHBIX UCXOJ0B 3HAYUTEIHHO
HUXKE, YEM B CTapuiei Bo3pacTHOM rpyme, - 0,4—3 Ha 100 000 yuyactHukoB B rof [38, 663, 664].
[IpenBaputenbHOe 00CIIEIOBAHNE CEPACUYHO-COCYUCTON CHUCTEMBI aeT BO3MOXXHOCTH paHHEH
JTUArHOCTHKY 3a00JI€BaHUM CeplIeYHO-COCYAUCTOM CUCTEMBI CHOPTCMEHOB 0 TOSBIICHUS TIEPBHIX
CHMITOMOB [665].

VY CIOPTCMEHOB CpelHero/crapiiero Bo3pacta HauOojiee 4acTo NPUYMHON CMEepTH
seisercsa UBC [665, 666].

OTnnyHbIe TOKAa3aTeNd BbDKMBAEMOCTH C OJIArONMPHUSATHBIM HEBPOJIOTHYECKUM HCXOI0M
UMEIOTCS TIPU MCTIOJIb30BaHUM aBTOMATHUECKUX HApYKHBIX AeGuOpmuisropos™**. BaxxHo, uTo

OHHU JIOJDKHBI OBITH MCIIONIB30BaHbI B NepBbie 10 MUHYT OT MOMeHTa pa3BuTHs (atanbHOi KA
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[666, 667]. HeoOxomuMo pa3memiath aBTOMAaTHYECKHE HapyXKHbIC aeGuOpuisaTopbr*** B
CIIOPTUBHBIX 3aJlaX, Ha CIIOPTUBHBIX aPEHAX B JIOCTYITHBIX MECTaX.

CrnoprcMeHaMm ¢ ycTaHOBJIEHHBIM quarHozom CC3, accouumupoBaHHoro ¢ puckom BCC,
HeoOX0ouMa OLIEHKA BO3MOXKHOCTH MPOAOJKEHHUS 3aHATUSAMU B COOTBETCTBUU C TEKYIIUMHU
MOJIOKEHUSMH O JIOMYCKE.

*CriopTcMeHaM ¢ aHaMHE30M CepJIeUHO-COCYIUCTON MATOIOT U, OTKJIOHEHUSIMUA OT HOPMBI
IpYU MEIUIMHCKOM OCMOTpe WiH npu n3MeHeHusx Ha DKI' pekomeHyercs: nmpoBeneHue Oosee
rmy6okoro obcnenoBanus, Bkmodas OXOKI w/mmm MPT, nns moarBepxkaeHus (wiam
MCKITFOUEHHS) OCHOBHOTO 3a0o0sieBaHus [668.].

EOK 1C (YYPC, YA 4)

*PexoMeHI0BaHO 00ydeHHE IepCoHaNa CIHOPTHBHBIX COOPYKEHUH CEepIeyHO-JIETrOYHOM
peaHUMaIMK ¥ UCTIOJB30BAHUIO aBTOMATHYECKUX HAPYKHBIX TeuOpumiatopo™*** [669].

EOK 1C (YYPC, Y] 4)

[lepen yuacTueM B COpPEBHOBAaHHUSX CIIOPTCMEHAM pPEKOMEHIIOBAHO OOCIIeOBaHHE
CepIEUHO-COCYAUCTOM cucTemsl [38].

EOK IIaC (YYP B, Y11 2)

*C uenblo0 MpoBeNeHUsi 00CIeIOBaHUS CEPACUYHO-COCYTUCTON CHUCTEMBI Y MOJOIBIX
CIOPTCMEHOB (710 35 J1eT) PeKOMEHIOBAHO BBHIMOIHATH cOOp aHAMHE3a, MEJUIIMHCKUNA OCMOTp H
OKT B 12 orBenenusx [668].

EOK IIaC (YYP B, Y11 2)

*V JMI] CpeTHEero W CTapIIero CIOpTUBHOTO Bo3pacTta (crapiie 35 jeT) peKOMEeHI0BaHa
OIIEHKa cepJeuHo-cocynuctoro pucka no mkaie SCORE2 g0 y4yacTusi B BBICOKOMHTEHCUBHBIX
¢u3nueckux Harpyskax [38].

EOK IIaC (YYP B, Y11 2)

Kommenmapuii: I1o0 copesnosamenvHblMu 8U0aMu Cnopma noopazymesarom aooumenbCckyo
UMY npogpeccUoOHAIbHYI0 CHOPMUBHYIO OeAMENbHOCIb HA PecYyNAPHOU OCHO8e ¢ yduacmuem 6
Op2aHU308aHHbIX copesHosanusx. Ilpu eviasnenuu kiunuuecku 3nauumvix KA yenecoobpasno xax
MUHUMYM 8DeMeHHO, OmCmpaneHue om Quaudeckux naecpy3ok. Onpasoan nepuoo oempeHuHea 6
meuenue 30-90 OHell ¢ NOBMOPHBLIM 00CIEO0BAHUEM CEPOEYHO-COCYOUCMOL  CUCTNEMDL.
Hapywenus, ne asnaowuecs ecenemuuecku 0emepMuHUpPOSAHHbIMU, CEA3AHHbIE UCKTIOYUMENbHO

C 8bICOKUMU HacpPYy3KaAMU, 6 bonbuuHCmee cydaes HUBeupyromcs.

3.4.4. Cunapom Boabpa-Ilapkuncona-Yaiita

Y mnammentoB ¢ cunapomoM Bonbda-Ilapkuncona-Yaiita (WPW) nHambonee dacToii

aputmueii aensiercs AB puentpu taxukapaus (ABPT, 80%), 3a kotopoii cienyer GpuOpuiisaus
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npencepauit (OII) (20-30%). ®II ¢ mpoBedeHHeM MO AOMOJHUTENbHOMY AB myTtu Moxer
npuBect K uHAyKnuu OXK u BCC, uto sBisiercs Hanboee OmacHbIM MPOSBICHUEM CHHIIPOMA
WPW. Puck ®XK/BCC y Heneuenbix nanueHToB ¢ cuaapomomM WPW cocrasnsiet 0,9-2,4 va 1000
yenoBeko-yeT. [loaxon k crpatudukanuu pucka npu HXT u pekomenmanum kK npodpuiakTUKe
BCC u310keHbI B HAIIMOHAIBHBIX PEKOMEHAAIUAX 110 HAKEITYJOYKOBBIM Taxukapausam 2020 r.
U ¢ nepecMoTpoM B 2023 1.

KA nononmnurensHoro nyti AB nposenenus npu cunapome WPW sBiisiercst Haubonee
s dexTuBHBIM TeUeHUEM 3a00seBaHus U podrtakTuku BCC.

VY nereit ¢ 6eCCUMITOMHBIMH JJOTIOTHUTEIbHBIMU POBOASIIMMU MYTAMHU CTpAaTU(DUKALINS
pucka He pekoMeHayercs 1o 8 jaet [670].

3.4.5. IIpopuniakTuka BHE3ANMHONH CMEPTH Y MOKUJIBIX

buonornueckuii BO3pacT MOXET YaCTUYHO BapbUPOBAThCS B 3aBUCHUMOCTH OT
comyTCcTByIOIUX 3a0oneBanuil. ComyTcTBylole 3a00jieBaHUSl 3HAUUTENBHO BIUSAIOT Ha
BBDKMBAEMOCTh TAIMEHTOB ¢ TMokazaHusMu k UKJ[*** a BeICOKHMII MHIEKC KOMOPOMIHOCTH
cBsizaH ¢ MeHbUM 3¢dexkroM ummantanun WKI*** nus nepBUYHONW MM BTOPUYHOM
npodunaktuku BCC. Ilokazanus k npumeHeHnio WKJ[ y TOXWIBIX TAIMEHTOB TOJKHBI
OCHOBBIBAThCS Ha MH/IMBUYaJIbHOM OIIEHKE OOIIETr0 COCTOSHUS M COMMYTCTBYIOIINX 3a00I€BaHUA.

*V MOXWJIBIX MAIlMEHTOB ¢ HAJUYHEM MMOKa3aHWi K nepBuuHoi npodunakruke BCC, HO
MaJIOM O0KUJAAEMOM OCTATOYHOM NPOJOIKUTEIBHOCTBIO KU3HHU, PEKOMEHIYETCsS pacCMOTPETh
BO3MOJKHOCTB OTKa3a oT uMminianTaruu MKJ[*** [671].

EOK IIbB (YYP B, Y]/ 3)

3.5. Kenyoouxkoewvie apummuu u puck éHe3anHoll cmMepmu y oemeil

3.5.1. JleueHue xKeayT0YKOBbIX APUTMHUI Y JeTeill 0e3 CTPYKTYPHOTro 3a00/1eBAHUA
cepaua

*Jletsim ¢ penkoii, 6eccumnromuoi XKT, y KOTOpBIX mpearonaraeTcst KpaitHe HU3KUH pHCK
BCC u nmoOpokauecTBeHHBIH XapakKTep TeueHHWs 3a0o0JieBaHMS, B OOJBIIMHCTBE CIy4acB HE
pexomenioBaHo HazHauenue AAT [73, 198].

EOKIB (YYPC, Y1 4)
Kommenmapuii. Takue oemu Hyscoaromcs 8 amOYIamopHOM HAOIIO0eHUU C Yeabl0 PAHHEe20
8bIAGNECHUS PA3GUMUSL CUMNIMOMO8 U NPOPUIAKMUKU B03MONCHBIX OclodxcHenul. Jleuenue KT
Mmoocem Ovimb meouxkamenmosuvim (AAT) u xupypeuueckum (uHmepseHyuoHHviM). B ceoto
ouepedb, MeOUKaAMeHMO3Hoe jleyeHue coOCmoum u3 08yX HanpasieHull: mepanuy, HanpaesieHHol
Ha sKkcmpennoe Kynuposanue npucmyna KT, u npomexkmopHou mepanuu 0Jisl NPpeoynpescoenus

603HUKHOGeHUsi  npucmynog. Cxema meduxamenmosnozo neuenus KT 3asucum om
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BbIPANHCEHHOCU KIUHUYECKUX NPOSAGTIeHUll (Yacmoma, OUMelbHOCHb U MAXCECb NAPOKCUZMO8
XKT), nanuyus unu omcymcmeus CIIC, gaxmopos pucka BCC, eospacma, noxarusayuu
cybcmpama apummuu, 3¢hdexmusHocmu UCnoab3yemvlx paree npenapamos. Ha cecoonswinuil
O0eHb Hem OaHHbLX, NOOMBEPAHCOAIOUUX NOTIL3Y JIeUEHUS. APUMMUL Y OECCUMNMOMHBIX NAYUEHMO8
¢ coxpaneHHouU yuryuetl sHcenyoouxkos. Kpome moeo, ¢ meuenuem epemenu, ocobenno y demelt,
Koauuecmeo K3 uacmo cnoHmanHo ymMeHvuaemcs. ¥ omoenbHvlx 2pynn nayueHmos, Hanpumep
mex, Komopule He XOmAm Npooo#CaAMb HAOMOOEHUe, MONCHO PACCMOMpPemb 803MON*CHOCIb KA.
Y nayuenmos c nnomnocmuio srcenyoouxosoii sxkmonuueckor akmugnocmu meree 10% (0ons KO3
6 CmpyKmype 8cex cokpaujenuil cepoya 3a cymxu, no oanuvim XMIKIT') nosmoprnoe obciedosarnue
Modcem ObiMb YenecooOpasHviM 8 cayiae pazeumusi HOBbIX CUMNMOMO8 UMU U3MEHEeHUs
COCMOsIHUA nayuenma.

*Menukamento3Has Tepanusa i KA pexkoMeHnnoBanbl aeTsaM ¢ yactbiMu KO unm KT,
KOTOpPBIE MOTYT BbI3BaTh TUCQPYHKITHIO KeTynodkoB [73, 198, 199, 672, 673, 674, 675]

EOKIC (YYPC, YA 4)

Kommenmapuii. B yenom nevenue oemeui 00IHCHO ObIMb MAKUM d#ce, KaK U 83pocavix auy. Tem ne
menee, KA cnedyem omnoscumo y demell panHe2o u Maaouie2o 803pacma U3-3a pucka paseumusi
OCIOJCHEHUU U OMHOCUMENbHO DOIbULe20 pasmepa abIayUOHHO20 NOPANCEHUSI NO CPABHEHUIO C
oemwvMu 601ee cmapuie2o 803pacma [676, 677].

«Jletsim ¢ HenpepbiBHO-penuanBupytomei KT B oTCyTcTBUE HapyLIEeHUM LIEHTpalbHON
reMOJUHAMHUKH, HO C HAJIMYMEM HadaJIbHBIX MPOSBICHUN apUTMOT€HHOM TUCHYHKIIMU MUOKapaa
pekomennoBano mnpoBeaeHue Ttepanuu AAIl I wm III kmacca, P-agpeHoOnokaTopamu u
OJIoKaTopaMu «MEJIJICHHBIX» KalbIIMeBbIX KaHanoB [198, 199, 672, 673, 674, 675, 678, 679, 680,
681, 682].

PKO IIaC (YYPC, Y1 4)

*PexomennmoBano mpumeHenne AAIl IC kmacca B KadecTBe anbTepHATUBHI -
azpeHobIokaropam uiny #eepanamuny** y nereit ¢ KT u3 BeixogHoro tpakta [73, 199].

EOK I1aC (YYP C, YA 5)

Jleuenue XT/ KD #Bepanamunom™** He peKOMEHIOBAHO JIETSM B Bo3pacTe 10 1 roja, B
0COOEHHOCTH, ecii Yy HuX ecTh npu3Haku CH nub6o yxe marmenTsl npuHuMaroT apyrue AAIT [73,
683, 684].

EOK IIIC (YYP C, Y] 5)

Kommenmapuii. Onucanvl ciyuau pazeumus SUNOMoOHUU, C8A3AHHbIE C NPUEMOM 8epanamua.
Cnedyem ommemums, 4mo 80 6cex IMUX CIYYAsAX Yy NayueHmos umenucs auoo npuswaxu CH, 1ubo

nepeoo3uposka eepanamuna, 1uoo npuém opyeux AAIl ¢ kombunayuu c eepanamuiom [683, 685].
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*Brmonaenne KA y nereit ¢ cumnromuoi nauonaruaeckoit XKT/XKD u3 odmactu BTIDK
WINA JIEBOXKEITYI0UYKOBOM (haCUMKYJISIpHOW TaxHWKapIueW, 4YyBCTBUTEIBHOW K #Bepamammuiy,
PEKOMEHZIOBAaHO B CiIydae, €ClId MEAMKAaMEHTO3Has Tepamus okaszajach Hed(p(eKTHBHOU WU
HeXxenaTenpHoM [73, 199, 672, 673, 674].

EOK IIaB (YYP C, Y1 4)

*Brmonnenne KA B ONbITHOM LIEHTpe y JAeTed ¢ cuMOTOMHOW uauonarudeckoil XKT-
BTJIK, obnactu aopranbHOro Kiamnana uin snukapananbHoi XKT/2KD pekomennoBano B ciyyae,
€CJIi MEIUMKAMEHTO3Hasi Tepanus okazanach Hed((EKTHUBHOW, WM B KayecTBE aJIbTEPHATHUBBI
MOXU3HEHHOW MEeIMKaMEeHTO3HOU Tepanuu [73, 198, 199].

EOK I1aB (YYP C, YA 5)

*Karerepnas abnarms )KT/2KD He pekoMeH10BaHa IETSAM MIIQALIE 5 JIET, UITM BECOM MEHee
10 xr, 3a uWCKIOueHHeM ciydaeB HedddexkTuBHOCTH MeaukameHTo3HoW Tepanmuu u KT ¢
TSDKEJIBIMA HapYIICHUSIMA TreMOJIMHaMUKH [73, 676, 683].

EOK IIIC (YYP C, Y] 5)

3.5.2. llpumenenune UK y nerei

*Mmrunanrtaus UK]{ pexomenayetcs ¢ nenbio BropuaHoii npodunaktukn BCC y nerei,
BbpKUBIINX TTocie BOC, B ToM citydae, eciy TIIaTeIbHO BHIITOJHEHHOE 00ClIeJOBAHUE UCKITIOUAET
BO3MOKHOCTh YCTPAaHEHHUS €€ MPUUIUH Kak cpenu nanuenToB 6e3 CIIC, tak u npu Hammunu BIIC,
KMIT unu BpoxxaenHoit kananonaruu [73, 608, 609, 610, 615].

EOKIB (YYPC, Y11 4)

Kommenmapuin. Ilayuenmam  00ndcHO  Oblmb  8bINOJIHEHO  UHBA3UBHOE  UCCIE008AHUE
eemoounamuku u BCODU. Heobxooumo paccmompemsv  B03MONCHOCHb — NPUMEHEHUs.
AnbMepHaAmuHbIX Memooos Jedenus, makux kak KA uiu xupypeuueckoe emeuwiamenscmeo 0
vempanenus JKT. B cnyyasx neeozmoxcnocmu yempanenus KT oannvimu memooamu noxazana
umnaanmayus UK/ [*** [73, 608, 609, 610, 615].

Crparuduxanus pucka BCC y nereit ¢ [KMII B Bo3pacte ot 1 10 16 J€T BKIIOUUTEITHHO
MPOBOAMUTCSA C UCIOJIB30BAaHUEM HENABHO MPEUIOKEHHOTO M BAJIMIMPOBAHHOTO KaJbKyJATOpPA
pucka. [Tokazanus k umrutantaruun UK*** y nereit ¢ 'KMII npeacrasiens! B pa3zaene 3.3.5.
3.5.3. Karerepnas adaaums KT y nerei

I[Iposenenue KA cyOctpata XXT (kak nepBast TMHUS JISUSHUS UK IPU HEIP(HEKTUBHOCTH
AAT) pekoMeHI0BaHO y JeTel ¢ reMoanHaMu4ecky 3HaunMoin JK T miin HanuaueMm apuTMOTreHHOM
nuchyHkuu Muokapaa [73, 199, 672, 673, 674, 675, 679, 686].

PKO IIaC (YYP B, Y/ 3)
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*PekomennmoBano mnpoBeneHne KA (kak mepBas JIMHHMS  JICUEHUS WM TIPH
HeapdexruBHocTr AAT) y nereit mpu HanMuuu (HaCUUKYISIPHON, #BepanaMHUII-4yBCTBUTEILHOM
KT [73, 199, 672, 673, 674, 675, 679, 686].

EOK I1aB (YYP C, YA 5)

*[IpoBenenue KA pexomennoBano y aereit ¢ cumntomuoi KT uz BTIDK [73, 199, 616,
672,673, 674, 675, 679].

EOK IIaB (YYP C, Y 5)

Kommenmapuit. KA mooicem npoeodumvcsi y Oemeil ¢ noaumop@ruou KA 6 ciayuae
OOMUHUPOBAHUSL OOHOU U3 MOPEONOcULl UIU KO20Ad U38eCHeH mpueeep, HA KOmopwvii Oyoem
Hanpasnena aoaayus. KA KT ne pexomendyemcs y demeui ¢ b6eccumnmomuou KT, koeoa He
odicudaemcs pazgumue apummozenHou ouc@yuxkyuu muoxapoa. KA JKT ne pexomenoyemcs 6 mex
cayyasx, koeoa KT obycnoenena npexoosuumu npuyUHaAMU, MAKUMU KAK OCMPbLU MUOKAPOUM,

MOKcUuueckoe iusHue meoukameHmos u m. o. [679].

4. MeaunuHcKasi peaﬁnnnTaunﬂ, MECANIINHCKUEC NIOKA3aHUA U
IIPOTUBONIOKA3aAHUA K IPUMCHCHHUIO METO/10B peaﬁnnnTaunn

Kapaunonoruueckas peadbuiuranus npeanoaaraet co00il KOMIIEKCHBIE 10JTOBPEMEHHBIE
IPOrpaMMbl, BKJIIOYAIOIINE MEAUIIMHCKOE HaOI0/IeHNe, JO3UPOBaHHbIE (PU3HUECKHUE HArPy3KH,
Mo uUKaIHIo (HaKTOpOB pHUCKa, 00yUeHHE U KOHCYJIbTUpOBaHHe. [IporpaMmbl HallpaBiIeHbl HA
OTpaHWYCHUE HETATHBHBIX (U3MOJIOTHUYECKHX M TICHXOJIOTMYECKUX MPOSBICHUI CEpIEeYHOTO
3aboneBanus, cHmxkawoT puck BCC m KopoHapHBIX KaTacTpod, MO3BOJSIOT KOHTPOJIMPOBATH
CHUMITTOMBI 3a00JIEBaHMSI, YIyUIIaTh PU3MIECKUN U TPOPECCHOHAIBHBIN CTAaTyC ManueHTa [687.].
[TarmeHTamMu, UCXOJBI Y KOTOPBIX YIYUIIAIOTCS NP BKIIOYCHUU B MPOTPAMMBI peabHINTAINH,
sisitores: marueHTsl ¢ OKC, nepenecminie aoprokopoHapHoe myHtuposanue, YKB, koppekunio
KJIAMaHHOTO TMOPAXKEHMS, IEepecajiKy cepila, a TakkKe MNalMeHThl CO CTeHOoKapauein [688].
[Iporpammer peabmmranuu st nanueHToB ¢ JKHP kak TakoBoit B Hacrosiiee BpeMs HE
CylecTByeT. PeaOuinuTanMoHHbIe MEPONPHUSATHS TOJKHBI OCYIIECTBISATHCS B COOTBETCTBUH C
OCHOBHBIM 3200JIeBaHHEM, SBJISIOIIUMCS IPUUUHON apUTMHHU, €CIIH TaKoBoe umeetcs [689].

Orpannyenue (GU3NYECKUX HArpy30K PEKOMEHJOBAHO IallMEHTaM B COOTBETCTBUU C
UMEIOIIMMCS 3a00JIEBaHUEM CEPACUYHO-COCYUCTON cucTeMbl [689], B TOM uuncie, B COOTBETCTBUU
CO CTaIMEH, TSKECTHIO M CTENIEHBIO KOMITEHCAIIH OCHOBHOTO 3a00JIEBaHUSI.

[laiuentam mnocne ycnemHod KA pekoMeHAOBAaHO pPAcCMOTPETh BO3MOXKHOCTD
orpaHnyeHus (PU3NUECKON aKTUBHOCTH B MpeJieiax ObITOBBIX HArpy30K B TedeHue 1 mecsma [73,
3717, 378, 690, 691].

PKO IIbC (YYP C, Y 5)
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Kommenmapuii. Ocpanuuenue  usuueckoiu  akxmueHoOCmu He  OOJJCHO — NPOMUBOPEUUMb
02PAHUYeHUsM N0 NOBOOY OCHOBHOU CcepoeyHo-cocyoucmou namonoeuu. Ilpu omcymcmeuu
ocnoocnenuit KA npogedenus cneyuanibHvlx peaduiumayuOHHbIX Meponpusmuil He mpeoyemcs,
npozpammul  peabunumayuu  6A3UPYIOMCs HA  PEKOMEHOAUUsX No  J1e4eHUul0 OCHOBHO20
3a001e6aHUA.

e[lanmenTaM ¢ cepbe3HBIM  oOcioxkHeHHeM KA  pekoMeHJIoBaHa  CKOpeuIas
rocnuTain3anus B craunoHap [692, 693, 694, 695, 696].

PKO I1aC (YYP C, Y/ 4)
Kommenmapuii. B cnyuasx 603HuknHogenust n0dvlx ocnodchenuili nocie KA, ¢ mom uucne
OMCPOYEHHBIX, noKazana cKopetiuas 20CNUMATU3AYUSL 6
Kapouon02u4eckutl/Kapouoxupypeuieckuti. CmayuorHap (CpouHas KOHCYIbmayus 6 cmayuonape)

07151 NPOBeDeHUsL HeOOXOOUMBIX JIeYeOHO-OUASHOCIMUYECKUX MEPONPUSTNULL.

5. IlpodmiaakTuka ¥  JAUCIAHCEPHOe  HAOJIONEeHME,
MEAMIMHCKHAE TOKA3aHUA M  NPOTHBONMOKA3aHUSA K
NPUMEHEHUI0 METOA0B NPOPHIAKTUKH

[Ipopunaktuka BCC — 3TO KOMIUIEKC MEpPONPHUSATHH, TPOBOAUMBIX C IIEJIBIO
NpeaynpexXACHU WIHM YMEHbIIECHHUS BepOoATHOCTH pa3BuTHsi BCC, KOTOpBIN OCYIIECTBISAETCS y
v, nepexusmux BOC (BropuuHas npouiIakTUka) Wik y manueHToB 6e3 snu3onos BOC B
aHaMmHe3e, HO wuMeommx ¢akrtopsl pucka passutus BCC (mepBuyHas mNpoQUIIAKTUKA).
[TIpodpunaktuka pucka BCC nmomkHa Briao4yaTh B cebs Moaudukamuioo (HaKTOpoB pHCKA
3a0o0yieBaHUM, a Tak)Ke MPOBEICHUE aJEKBATHOTO MEIWKAMEHTO3HOI'O JIeUYeHUS OCHOBHOM U
comyTcTByromed maromorun  [697]. Bo3moxkHble  JeueOHBIE  MEAMKAMEHTO3HBIE U
HEMEJUKAMEHTO3HbIE MEPOINPUATHUS U3JI0KEHBl B pazfese 3 JaHHBIX pPEKOMEHJAlud u
paccMatpuBaroTcs kak npodrraktuka BCC.

Cmpamuguxayus pucka

baurensHocts mo otHomenuto kK OKI- u OXOKI-npuzHakaM HaclieICTBEHHBIX
APUTMOJIOTHUYECKUX 3200JIeBaHUH SIBIISIETCS BAXKHOM YaCThIO KITMHUYECKOU MPAKTUKH U TIO3BOJISIET
CBOEBPEMEHHO BBISIBUTH JIUI] C BEICOKUM prickoM BCC. OnHako A0 cHX MOp HET €MHOTO MHEHHUS
0 TOM, JOJDKEH JHM TaKOM TINATENbHBINA MOIXOJA PaclpOCTPaHATHCS HA MACCOBBIA CKPUHHHT
HacesieHus: Ha Hanumuue pucka BCC. B Utanuun u Snonun BBenens! cucrtemel DKI'-ckpuHMHTa B
[EeNSIX BBISIBJICHUS JUI] C HACJIEICTBEHHBIMH apUTMOJOTHYECKHUMH 3a00JICBaHHUSIMH, HE
MMEIOIIUMH KaKoi-11m00 cumnroMatuku [59, 689, 698].

B EBpone u CIIIA o00s3aTenbHBIM  SBISETCS CKPUHUHT CIIOPTCMEHOB  TEpe

COPCBHOBAHUAMU, COIJIACHO Tp€6OBaHI/I}IM MG)K,Z[YHapOI[HOFO OJIMMITMHCKOTrO KOMUTCTA, XOTA
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nocjeaHee uccneaopanue B M3pausie nmokaszano OTCyTCTBUE U3MEHEHUH B yacToTe ciydaeB BCC
y npo(hecCHOHAIBHBIX CIIOPTCMEHOB I0CIIe BBeIeHUs ckpuHuHra [699, 700, 701, 702]

*Perncrpanus n ananus OKI' pekoMeHI0BaHbI BCEM JUIaM ¢ BbICOKMM puckom BCC, a
TaKKe MPHU MIAHOBBIX JUCIIAHCEPU3ALUAX B3POCIOr0 HAaCEJICHUSI.

PKO IIaC (YYPC, Y1 4)

Kommenmapuii. B coomeemcmeuu ¢ npukasom Munucmepcmea 30pasooxparnenus Poccutickoti
@edepayuu, peeucmpayus OKI' 6 12-mu omeedenusx npedycmompena npu NiaHOBbIX
OUCnancepus3ayusx 63p0Oco20 HaceleHUs.

- 01151 Myxcyun cmapute 36 em u dHceHuwurn cmapuie 45 nem npu Kaxcoom npoxorcoeHuu
oucnawncepusayuu (mo ecmo 1 paz 6 3 2o0a);

- 011 MYJHCUUH 8 8ospacme 00 36 em u dceHwur 6 gospacme 00 45 nem npu nepeutHom
npoxodicoeruu oucnancepuzayuu [703].

*B Hacrosimee Bpemsi HE PEKOMEHJIOBaHO IpoBeAeHUE odmenonyssiuonHoro DKI -
CKPMHMHTA B CBSI3M C HEJOCTAaTKOM HH(OPMALUU O €ro 3KoHOMHYeckod 3(ddekTuBHOCTH H
HEU3BECTHOM KOJHMYECTBE JIOKHOMOJIOKUTEIBHBIX U JIOKHOOTPULIATENIBHBIX pPe3yibTaToB [58,
704].

PKO IIIC (YYP C, YA 5)

*Y HecoBepIIEHHOJETHUX pekoMmeHayeTcs peructpamus OKI' npu mpodunakTuyeckux
MEJIUIIMHCKUX ocMOoTpax B 1 rox, 6, 15, 17 ner, a Takxke mpu NPEABAPUTEIbHBIX MEIUIIMHCKUX
OCMOTpax Mepe] IPUEeMOM B CpPEHHUE U BBICIINE 00pa30BaTENbHbBIE YUPEKICHUS, BHIIIOIHEHNE
OXOKI B 6 net [58, 703, 704, 705].

PKO IIaC (YYP C, YA 3)

Kommenmapuii. imeemcs ymeepocoeHHblll NOPAOOK NPOXOHCOHUS MEOUYUHCKUX OCMOMPO8
HecosepuienHonemHumuy. OcoOeHHO 8adiceH 2eHealo2udecKull Memoo aHanu3a y auy Moio0020
go3pacma, cmpaoarwux peyuousUpYrOWUMY NPUCMYNAMU NOMePU COZHAHUS UTU UMEIOUUX
anomanuu Ha KT [705, 706].

*Moaudukanusa obpasza KHU3HU peKoMeHAoBaHa mauueHTam ¢ JKA i mpenynpexaeHus Hux
peunausos [705, 706].

PKO IIaC (YYP C, YA 5)

Kommenmapuii. Moougukayus obpasa sHcuznu exarouaem ¢ cebs HOpMaiu3ayuio eeca, omkas om
KVpeHus, ynompeOneHuss aiKkoz20is, HNpoOYKmMo8, cooepicawmux KogeuHn, u cumyayui,
8bI3bIBAIOWUX CIPECC, DECNOKOUCME0, HAPYULEHUE PeXNCUMA HOYHO20 CHA.

sbmpkaliiiM poICTBEHHUKAM JKEPTB BHE3AITHOW CMEPTU PEKOMEHIYEeTCS COOOIIUTH O
CYIIECTBYIOIIEM JJIsi HUX PUCKE U HEOOXOAMMOCTH OOCIEIOBaHUs Yy KapAUOJIora B TOM Cllydae,

€CJIM IIaTOJIOTOaHAaTOMHYCCKOC HCCIICAOBAHHC W aHAJIN3 HE BBIABUIIN OYCBUJIHBIX aHOMAJTNH.
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KoHTakT ¢ poACTBEHHHKaMH >KEPTB BHE3AHOM CMEPTH JOJIKEH MPOUCXOIUTH C YYETOM HX
MICUXOCOIHUATLHBIX MOTPEOHOCTEN U ¢ MCHOIB30BAaHUEM MEXKIUCIUIUIMHAPHOTO Toaxoaa [707,
708, 709, 710, 711].

PKO IIaC (YYP C, Y11 3)

Kommenmapuii. Ilpumepno 6 nonosune ciyuaes y poocmeennuxos scepme BCC ycmanasnusarom
OUACHO3 HACNIEOCMEEHHbIX APUMMONIO2UYECKUX 3a00Ne8anull, npexcoe 6ceco, KAHAIONAMuUil
(nanpumep, CYUQT, cunopoma bpyeaoa unu KIDKT), pedice — HauanbHuvlx NposeieHuti
kapouomuonamuii  [npexcoe  ececo IKMII u AKIDK], a maxoce  cemetinoi
eunepxonecmepunemuu). Eciu npu cunopome enesanuou Heobwvsichumou cmepmu (CBHC), a
makdce npu  6HE3ANHOU  APUMMUYECKOU CMepmu UIU CUHOpOME BHE3anHOU CcMepmu
Hogopodcoennozo (CBCH) namonocoanamomuueckoe uccie0o8anue no2ubuieo He8o3MONCHO
UIU K020d Namoio20aHamoMUu4ecKoe Uccie008aHue He 8blieiiaen CMpPYKMYpPHuIX aHOMAUl, a
pe3yibmamsl MOKCUKONO2UYECKO20 AHANU3A 8 HOpMe, ONUNCAtiuuumM pOOCMEEHHUKAM cledyem
coobuums 0 cyujecmgyloujem Oisl HUX PUCKe 6HE3anHOU CcMepmu U Heobxooumocmu
obcnedosanuss y kapouonoza. Cemetinviii anamues noemopuvix ciyuaes CBHC 6 monooom
sospacme (00 40 nem) uiu npu HAIUYUU HACTEOCMBEHHBIX 3A001e8anHull cepoya A6IAemcs
Heonpo8epIHCUMBbIM 008000M 8 NOJIb3Y 00CIe008AHUS BCEX UTIeHO8 CEMbLL.

*CKpUHUHT POJCTBEHHHKOB J>KEPTB BHE3aITHOW CMEpPTH PEKOMEHIYeTCS BECTH IO
MPEJICTAaBICHHOMY  MPOTOKONY  (CM. KOMMEHTapwii), YYHTHIBas OJKOHOMHYECKYID U
HH(OPMAITMOHHYIO 11E71eCO00pa3HOCTh Kaxaoro meroaa [106, 710].

PKO IIaC (YYPC, Y1 4)

Kommenmapuii. IIpeonodceno HeCKOIbKO pA3HLIX NPOMOKON08 015 CKPUHUH2A POOCMBEHHUKOS
JHrcepme He3anHou cmepmu. B ocHoge gcex amux npomoxoa08 1excum noulazo8slii n00xXoo, Ko2od
8 Nepsyro ouepedb UCNOIb3YIOM HAUMEHee 00p0o2oCcmosawue mMemoovl 00C1e008anus, oarujue
MAKCUMANbHLIL  00beM YeHHOU UuH@opMayuu, nocie Ye20 HA OCHOBAHUU NOJYUEHHBIX
pe3yIbmamos u ¢ y4emom OAHHbIX CeMeUH020 AHAMHe3d Nepexo0am K OONOTHUMENbHOMY
obcnedosanuio. Eciu 6 xode 06c1e008anus 8blAGIAOMCA CMPYKMYPHble UIU DNIeKmpudecKue
U3SMEeHeHUsl, ceUdemenbCmsayruue 8 Nnoiv3y KOHKPemHO20 OUa2Ho3da, HeobXooumo c1edosams
CMAaHOapmHoOMy NPOMOKOY 00C1e008aHUs NO cOOmEemcmayouiemy ouaznosy. Ilepsvim wazom 6
HOCMAHOBKE NOCMEPMHO20 OUACHO3A, 00 HAYANd 00CNe008aHUs POOCMBEHHUKO8 NO2UOULEO,
ae1semcs muamenvHulil coop anamuesa. B cayuae BCC monoowix auy 0o 40 nem, y oaudicatiuiux
POOCMBEHHUKO8 8 Nepsylo ouepedb, clledyem UCKIOUUMb KapOUOMUONAmMUY U KAHAIONAMUU.
Pexomenoyemcs oyenka npeouiecmeosaguiux cepoeyHvlx CUMNMOMO8 (8 MOM Hucie 0OMOPOKO8
UNU CYOOPOACHBIX NPUNAOKO8) U MuyamenbHoe usyueHue 00CmosamenbCme cMmepmu, d makice coop

u anaius NPpUuNCUIHEHHbIX Kap()MOJZOZLllleCKI/DC 3AKTIOYEHUL]. YJZML{ cmapute 40 Jlem, 6 nepeyro
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ouepeosb, uckouarom gaxkmopuvl pucka UBC (nanpumep, akmunoe unu naccugHoe KypeHue,
oucaunonpomeunemuro, Al unu caxapuoui ouabem). Heobxooumo cocmasums poOOCIO8HYIO
nozubuie2o ¢ mpex NOKOIEHUAX, 8 KOMOPOU O0NHCHbI DblMb OMPANCEHbL 6Ce CIYYAU BHE3ANHOU
cmMepmu U poOCmMBEeHHUKU ¢ cepoeunHbiMu 3abonesanuamu. Cnedyem, no 603MOACHOCMU, NOTYUUMb
apxuenvie MeOUYUHCKUe Kapmbl u/unu pe3yibmamol NAmol020aHAMOMULEeCK020 Ucce008aHus. B
nepeyio ouepedb 00C1e008aHUI0 NOONEHCAM POOCMBEHHUKU C NPUSHAKAMU 3a00]1e8anUll cepoyd,
MaxKumu Kaxk oOMOpoKu, yuaujennoe cepoyebuenue unu 6oau 3a ecpyounou. Eciu 6 cemve
omcymcmeyem OuacHo3 cepoeyHvlx 3abonesanull, ciedyem Npoeecmu CKPUHUHE MAleHbKUX
oemeiti xomsi vl ¢ nomouwbto IKI' u IXOKT.

*OXOKI' pexomenayercss B KauecTBE METOJA CKPUHHMHIA MAIMEHTOB IPHU HAIUYUU
MOATBEPKAECHHOTO JUarHo3a Wiv noao3penus Ha KA.

PKO IIaC (YYP C, Y11 3)

Kommenmapuit. DXOKI noxazana eécem nayuenmam ¢ KA, y komopwix npeononrazaemcs uiu
umeemcs CIIC, a makoice 6 epynnax nayueHmos ¢ eblcokum puckom pazeumus KA unu BCC —
nanpumep, y nayuenmos c¢ AKMII, I'KMII u AKIDK, a maxoce y nayuenmos, nepeicusuiux
ocmpuiii UM, u y poocmeeHHUKo8 nayueHmos ¢ Hacie0CmeeHHbIMU 3a001e8AHUAMU C BbICOKUM
pucxkom BCC [90].

Hucnanceprnoe nabawooenue

Jucnancepuzamusi nanueHToB ¢ KA TpoBOAMTCS B COOTBETCTBHH C MOPSAKOM
JIMCIIAHCEPHOTO Ha0I0/IeHUs 3a B3pocibiMu (Tipuka3z M3 PO Nel68n ot 15.03.2022 1.) HE pexe
JIBYX pa3 B TOJ C OIEHKOU cieayronux nokasareneid: Bec (MMT), oKpy>KHOCTh Tajluu, CTaTycC
kypenus; AJl, UHCC; ckopocth kiyOoukoBOM ¢miibTpauuu (He pexe 1 paza B rof); ypOBEHb
X0JIECTEpUHA JIUTIONPOTEUI0B HU3KOM MIIOTHOCTH (HE peke 2 pa3 B rojl, o nokazanusam); IKI'
(e pexe 1 paza B ron); DXOKI (ae pexe 1 paza B rox); XMOKI (He pexe 1 paza B rof, mo
MOKa3aHUsIM).

BoibHBIE C BBICOKMM DPHUCKOM  CEPICYHO-COCYAMCTBIX OCIIOKHEHMH WIH TIpU
BO30OHOBJICHUHM W/WIM YYalleHUH OMH30/I0B HAPYIICHW pUTMAa CEepala, MOSBICHUU
MPECUHKOMNAIbHBIX W/WIM CHUHKOMAJIbHBIX COCTOSHUN HaOIIOAI0TCS BpauoM-KapIHoJIOroM
NOJIMKIIMHUKY, KapAHOAMCIIAHCEpPa, YUYPEXKACHHUS C HMEIOIMMUCA KOMIIETEHIUSIMH IO
JUArHOCTHKE M JICUEHUIO HapylIEHUWH pUTMa M IPOBOAMMOCTH cepaua 4 pasa B rog [712].
Habmonenne mnamuentoB ¢ WKJ[ ocymecTBiasercs B YUYPEXKIECHUSIX C HMEIOIIUMHUCS
BO3MOXXHOCTSIMU WJIM OTACNEHUSX IO JUAarHOCTHKE U JICUEHUIO HapylUIeHWH puTtMa u
MPOBOAMMOCTH Cep/lia BaXAbl B TEUEHHUE MEPBBIX 6 MecsleB MOcie UMIUIAHTAlUH, Jajee -

KaX7ble 6 MEecsIIEeB, Aanee — He pexe | pasza B rofi, a Takke nocie cpadarbiBanust MKJ[***,
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*PekomenyeTcst pacCMOTPETh BO3MOKHOCTD JIMCIIAHCEPHOTO HAOIIOICHHS HE PEeKe IBYX
pa3 B rox nauueHTos ¢ KA u puckom BCC.

PKO IIbC (YYP C, Y]] 3)
6. Opranusanusi OKa3aHusA MeAUIMHCKOMA MOMOIIH

Bua nmomomm u nopsiaok ee okazaHus 3aBUCUT oT stuosioruu KT u comyTcTByromein
natonoruu. CTpykTypHas win (yHKIMOHAIbHAS TATOJOTUSl Cepiia, OCOOCHHO TpH ee
MIPOTPECCUPOBAHIH, MOXKET SIBJIATHCSI OCHOBHBIM TTOKA3aHUEM JJISI TOCTIMTATU3AIUH.

Bosmooxcnocmu  ambynamoproi  nomowu  nayuenmam ¢ KTA oepanuuusaromces
CeOVIOWUMU CTIYUAAMU.

1) TlammeHTHI C XPOHWUYECKMMH CTaOWIBHBIMH apUTMHUSIMH 0€3 HapyIICHHIA
remoguHamuku: K2, HYXKT, penkue npuctynsl meieHHbIx KT;

2) O6cnenoanue y nanueHToB 0e3 CIIC miis BBISBICHHUS CKPBITOW MATOJIOTHH CEPIla,
kputepues pucka BCC;

3) [loaroroBKa K rOCMUTAIHM3AINH IPU CTAOMIHBHOM COCTOSIHHH MAIMeHTA;

4) HaOmrogeHue T1OCiHe XUPYPTHUUECKHMX M HWHTEPBEHIMOHHBIX BMEIIATEIHCTB,
UMITIAHTAIMN IEKTPOHHBIX yeTporcTB (DKC*** UK [*** CPT-).

Iloka3zanus 0na naanogou ocnumasiuzauuu:

1) Bmepseie Bo3HUKIIAas cumnToMHas JKD, cOmpoBOXKIAIOMIAsCS pa3BUTHEM WIH
3HaYUTEIbHBIM ycyryonenuem CH;

2) BriepBble BO3HUKIINE WM PEelUIUBHpYOIUE 31u301bl ycroitunBoit KT 6e3 BOC,
TpeOyromiel crienuIM3npOBaHHOTO JICYEHUS B IIJIAHOBOM MOPSAKE;

3) IlporpeccupoBanue OCHOBHOTO 3a00JIEBaHUS B CIIydasiX, KOTJa apuTMHUS HE SBIISETCS
reMOJUHAMUYECKH 3Ha4UMOii;

4) Ilpu He’IPPEKTUBHOCTH JOTOCHUTAIBHOTO JIEYCHUS CHUMITOMHBIX XPOHMYECKHX
crabunbHbIX KO, HYXKT, mennennnix JKT.

Iloka3anus ona 3KC'mpeHHOfl ocnumaulauuu

O0s3aTenbHON TOCTIMTAIM3AIINH TTOJISKAT MAlMEeHTHI, Y KOTOpbIX Ha pone XKTA numerotcs
MpPU3HAKK  apTepUAIbHONM TUIOTOHWH, OCTPOM  JIEBOXKETYAOUYKOBOM  HEIOCTATOYHOCTH,
AQHTMHO3HOTO CHHJPOMA, YXYJIIEHUS MO3roBOTr0 kpoBooOpamienus. [Tpu nmomo3pennn na UM
HEO00XO0IUMO SKCTPEHHO JOCTAaBUTH MAIIMEHTA B MEAUIIMHCKOE YUPEKICHHE.

*Benenue mamueHTa 1OCiE€ pPEAHUMAIlMOHHBIX MEPONPUSITHN PEKOMEHIYEeTCs B
MEIULIUHCKUX YUPEKIACHUAX C MYJIbTUANCIUIUIMHAPHBIM MOJIXO0I0M K MHTEHCUBHOW TEpAaNH U
BO3MOKHOCTBIO BBITIOJTHEHUS MEPBUYHBIX KOPOHAPHBIX BMeMIATeNbCTB, BCO®U, nummiantauuu

BCIIOMOT'aTCIIbHBIX JKCITYJOYKOBBIX CUCTCM JIA MEXaHHUUYECKOI MMOAACPIKKHU Kp03006pa1ueHmI,
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XUPYPTrUYECKUX BMEIIATEILCTB HA CEPAIIE U COCYIaX U TepaneBTUYeCKor runorepmun 132, 713,
714, 715].

EOKIB (YYPC, YIAS)

*KAI' ¢ BO3MOXHOW MOCHEAYIOMIEH AHTMOIUIACTUKOW B TEUYEHHUE IMEpPBBIX 2 4YacoB
FOCIUTAIM3AUA PEKOMEHJI0OBaHA MalueHTaM BbIcOKoro pucka ¢ MMnST, B ToM wyucne ¢
xu3Heyrpoxaromumu JKA [407].

EOKIC (YYPC, YA 5)

IIpu ocrtaHoBKe KpoBOOOpalleHUs TOCHUTaNu3alus Tpedyercs cpa3y ke TMocie
Ky[NUPOBaHUSl TMPUCTYNa M BOCCTAHOBJICHHS HOpPMaJbHOW cepiedHoil nesTenbHOCTH. Ecnu
peaHMMaIMOHHBIE  MEPONpPUATUS HE TpHHECIM HeoOxomumoro d¢ddekra, manueHra
TPAHCTIIOPTUPYIOT B cTanuoHap 0e3 co3HaHus. [Ipu 3TOM MO HOpore HEMmpepbIBHO BBITIOIHSIOT
MCKYCCTBEHHYIO BEHTUJISILIUIO JIETKUX M HEMIPSIMOM Maccaxk cep/la.

[TarmenToB ¢ npuctynamu napokcusmainbHol KT ciegyer rocnuTaau3upoBaTh B Clydae
oTcyTcTBUS 3 (}eKTa OT HEOTIOXKHOH Tepanmuu, a TakKe MPH HAIWYAH TPU3HAKOB OCTPOM
JICBOKETYJOUYKOBOM HEJOCTATOYHOCTH, YXY IIIICHHSI MO3TOBOT'O KPOBOOOpAIIIEHN s, apTePUATHLHOM
TUIOTOHUH, aHTMHO3HOTO CHHJIPOMA.

lNocnuranuzanuu nomanexar nauia, nepeHecume npuctyn KT, ycnenmHo KynupoBaHHBIN
Ha gorocnuTaibHOM dtane npu Hamuuud CIIC wunm npu  OTCYTCTBUM  PE3yJIbTATOB
KapAHOJIOTHYECKOTO OOCIICIOBaHUS, TMPU HATUYUHU COMYTCTBYIOIIUX 3a00JeBaHUI, BHICOKOM
PHUCKE Pa3BUTHS OCIIOKHEHHIA.

Iloka3zanusa K évinucke nauuenma u3z cmauuonapa

IlenecooOpa3HocTh JanbHEWIIero MpeObIBaHUS B CTAlMOHAPE U BO3MOXKHOCTD
aMOyJIaTOPHOTO JIEUEHUS ONPEAEIAIOTCS M0 UTOraM 00CieI0BaHUsI.

*Pannss (mepen BBIMUCKOM M3 cramuonapa) oueHka @B JIXK pekomeHnoBaHa Bcem
nanuentam nocie UM [716, 408, 250].

EOKIC (YYP B, Y1 3)

[layuenmol mocym 6bimsb 8bINUCAHBI U3 CMAYUOHAPA 8 CIE0VIOWUX CILIYYASX:

1) DBeoblmonHeHune  paguKaTbHOIO  WIM  NAJUIMATUBHOTO  XUPYPTUYECKOTO U
MHTEPBEHLIMOHHOTO JICUCHHUS;

2) NmmnnaHTanus KapAauoBepTepa-aepuOpuIsaTopa, eciu He TpeOyeTcss MpOIoIKEHUE
TEpanuu B yCIOBUSAX CTAallMOHApa TI0 OCHOBHOMY 3a00JI€BaHUIO;

3) DddextunHbiii nogdop AAT u Tepanuu 0OCHOBHOTO 3a00JIeBaHMS;
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4) VYcraHoBIEHHWE AMarHo3a W TporHoctudeckoro 3HaueHus JKTA, He TpelOyromiee
cpouHoil koppekiuu AAT, Xupypruyeckoro WiIM HMHTEPBEHIIMOHHOTO BMEIIATEIbCTBA,
uMIutanTain MKJ[***,

Hnoie Op2aHU3AUUOHHbIE MEXHOI02UU

Aemomamuueckue HapyxicHvle Oepubpuriamopsl *** ¢ mecmax ckonnenus arooetl

*ABTOMATHYECKHE HApYyKHBbIE NeHUOPHILIATOPBHI™** peKOMEHIyeTCsl yCTaHAaBIMBATh B
OOLIECTBEHHBIX MECTAaX, IJi€ CYIECTBYET 3HAUUTENbHAs! KOHLIEHTPALIMSI JII0/IeH, UTO CYIIECTBEHHO
MOBBIIIAET BEPOSTHOCTh BO3ZHUKHOBeHMA cutyannu ¢ BOC (Hanmpumep, B IIKOJIax, a’dporoprax,
Ha BOK3QJax M CTAAUOHAX), WJIK B MECTaX, IJ€ HET HMHON BO3MOXHOCTH JehUOPUILIALNN
(HampuMmep, B TOE3/1aX, Ha KPYHU3HBIX JIaiHEepax, B camoJieTax u T. 1.) [717, 718].

EOKIB (YYP B, YA/ 2)

Kommenmapuii. B 6onvuuncmese ciyuaee ocmanoska cepoya npoucxooum eHe cmeH 1e4edno2o
yupesxcoenus. Ilpu sxcmpennou Oepubpuiiayuy WaHCbl HA BOCCMAHOGNEHUE HOPMANbHO2O0
pumma U cmabuibHO20 CepOedyHO20 8blOPOCA HAMHO20 8blule, 4eM HNpU OMCPOUEHHOU
oeubpunnayuu [717, 718, 719].

*PekoMenmyercss paccMOTpeTb BO3MOXHOCTh OOYyYEHHS OCHOBHBIM IPHHLHUIIAM
peaHuMaluy poICTBEHHUKOB NAMEHTOB ¢ BeIcokUM pruckom BCC [30, 718].

EOK IIbC (YYP C, Y/ 4)

Mozym 6vims ucnonv3osamvl:

- TenemeIMIMHCKOE KOHCYJIbTUPOBAHHE MALIUEHTOB.

- Y naJieHHbI MOHUTOPUHT aMOYJIaTOPHBIX MAIMEHTOB C UMIUIAHTUPYEMBIMHU
YCTpOMCTBaMH.

B oxazanuu momomm marmentaM ¢ JXT u BCC menecooOpa3HO BhIEeTIEHHUE YPOBHEH
OKa3aHUsi TMOMOIIM C Pa3jIUYHbIMU BO3MOXXHOCTSMHM OKa3aHUs MOMOIIU. YUHUTHIBas
xu3HeonacHbIil xapakrep KT mpu SKCTpeHHOM rOCHUTATU3AIMH 11€JecO00pa3HO HalpaBlieHUE
MAIMEHTOB B LIEHTPHI 00JIee BHICOKOTO YPOBHSI.

Oman nepsuunoll MeOUKO-CaHUMapHoOU NOMOWU.:

- peaHUMAaIMOHHAS TTIOMOIIIb

- KapauoBepcus/aepuopuaus

Oman cneyuanuzupo8anHou NOMOWU.:

- aHTUApPUTMUYECKas Teparnus

- KopoHaporpadus/peBacKyIspru3aIusl

- BCO®U

- katerepHas abmanus KT
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- IMIUTAHTAIMS KapaAuoBepTepa-nepudpumisitopa

- nmanTanust CPT-ycTpoiicTBa

Oxcnepmmvie yeHmpbi:

- KopoHaporpadus/peBacKyIsIpu3aIus

- SHJOMHUOKapAuaIbHasi OUOTICHS

- FTEHETUUYECKOE TECTUPOBAHNE

- BCO®U

- karetepHas abmanus KT

- IMIUTAHTAIMS KapAuoBepTepa-nepudpumisitopa

- nmianTanust CPT-ycTpoiicTBa

- BCIIOMOTaTEJIbHOE KPOBOOOpaIieHne

- TpaHCIUIAaHTAIUs cepALa

B otnensnbix cyObekTax PO moryt ObITh cPOPMUPOBAHBI OTJEIbHBIE TOPOKHBIE KApThI
okazaHus momom mnanueHtaM ¢ JKTA © co3maHbl PErHOHANBHBIE I[EHTPBI/PETUCTPHI
JKA3HEOIACHBIX TAXUAPUTMHUI U BHE3AITHON CMEPTH.

*PexoMeH1I0BaHO pPAacCMOTPETh BO3MOXKHOCTH CO3/aHUS PETHOHAJIBHBIX CETeH M0
SKCTPEHHON MOMOIIY MPU OCTAHOBKE CEPJIA, YTOOBI yIYyUIIUTh MOKA3aTENN BBDKUBAEMOCTU U
pe3yNbTaThl JIEYEHUS Cpeln cCaceHHbIX aull [73, 5, 410].

EOK IIaB (YYP C, Y11 4)

[Ipu ompeneneHny MokasaHW K MHTEPBEHUMOHHOMY WJIM XUPYPIHUECKOMY JIEUEHHIO
HapylIeHUsT pUTMa WM TPOBOJUMOCTH CEpAlla, a TaKXkKe B CIOXKHBIX chydasx (mpu
He3(PPEKTUBHOCTH METMKaMEHTO3HOW Tepaniy WIK peluanBe TaxuapuTMun nocie KA, uinm npu
HAJIMYUY y TAIUEHTa UMILIAHTUPOBAHHOTO 3JIEKTPOHHOTO YCTPOMCTBA KOHTPOJI WJIM JIEUYEHUS
puUTMa, a TaKkKe B JPYrux clydasx) HEoO0XOoAMMO OOCyXJIeHUE TaKTUKU BEJIEHHUS CO
CHELHAIUCTOM, HMEIOIIUM JOCTATOYHBIM ONBIT JIEYEHUs HApylIeHUHW putMa. Takum
CHECLMATUCTOM MOXET OBITh  Bpay-KapIuOJIOT, CEpACYHO-COCYAUCTBIA  XUPYpr, Bpau

peHTFeHBHI[OBaCKyHHpHOﬁ JUArHOCTHUKH U JICUCHUA.

7. JonojaHuTeabHAss UHPopManusa (B TOM 4ucjiae (PaKTopbl,
BJIMAKOIIHE HA UCXO/l 3200/ IeBAHUA UJIN COCTOSIHUS)

Coeémecmnoe npunamue pewieHuil

Baxmuo YUUTBIBATH NPCANOYTCHUA MaUCHTA IJId JUArHOCTUKHU KA n MPUHATHA PCUICHUA
o BeneHuu. [IpenmnoureHuss maueHTOB B OTHOIIEHWH WHBA3MBHOW TEpanuy W MPHUHITHE pUCKa
BCC BappupyroTCsi 1 MOTYT U3MEHSATHCS HA MIPOTSHKEHUH Beelt O0ome3nu. [Toaxon k coBMeCTHOMY

NPUHATHIO PEIICHUI MOXKET OBITh YacThIO OOIIIeH cTpaTeruy BeeHus MaueHToB ¢ KA u puckom
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BCC. OO6menpuHsTOe ONpEACIICHNEe COBMECTHOTO TPHUHATHS PEIICHWHA BKIIOYaeT B ceds 4
KomroHeHTa [720]: 1) MuHMMYM 2 ydYacTHMKA: Bpad M MAIHeHT; 2) 00e CTOPOHBI AEIATCA
uHpopmanueii; 3) o6e CTOPOHBI MPEeITPUHUMAIOT IIaru A GOpMUpPOBaHHS OOILEro Moaxoja K
MPEIOYTUTEILHOMY JIEYEHHIO; 4) corlalieHue o peanu3anuu jJeueHus. [logenuTtecs pemenuemM
— HE 3HAYUT MPEOCTABUThH MALMEHTY CIUCOK PUCKOB U MPEUMYIIECTB JEUYECHUS U MPEITOKHUTDH
OPUHATH pelleHue (Takod TOAXOJ HEKOTOpbIe aBTOPbI HAa3BalM «ocTaBieHUem» [721].
PexoMeHnarusi, OCHOBaHHAsi KaK Ha HAYYHBIX JOKA3aTENbCTBAX, TaK M HA MOHUMAHHUH IEJH
JIeYeHUs1, IPEIIOYTEHUH U [IEHHOCTEH MalKuenTa, BakHa JJIsl HKCTUHHOTO COBMECTHOTO IIPUHSTHUS
pemenuii. Taxke, BO3MOXHOCTh neakTuBanuu umeromierocs MKJ[*** cmemyer oOCcymuTth ¢
MAIMEeHTaMH B TEPMUHAILHOM CTauu 3a00ICBaHMS.

UKJI*** mpomneBaroT *KU3Hb, KaK MOJYEPKHUBACTCS BO MHOTHX pa3jeliaX HaCTOSIINX
pekomennanuii. Tem He MeHee, manueHT ¢ XCH wim TsokensIM HeKapIuaabHbIM 3a00JIEBaHHEM
MOXXET OTKa3zaThCcsi OT 3ameHbl MKJ/[*** mpu CcTONKHOBEHMHM C TIEPCHEKTUBOM TMOCTOSHHOTO
YXYAIIEHUS 310POBbsl U (PYHKIIMOHAIBHOTO cTaTyca. K coxkaneHuto, pe3ynbTaThl UCCIICIOBAHMIA
MOKA3bIBAIOT, YTO MAIMEHTHI IUIOXO HWH(POPMHUPOBAHBI, KOTJAa CTAJIKHBAIOTCS C MOHUMAaHUEM
pHYCKa, TOJB3BI M TOCIEAYIOIIero OpeMeHu uMimiantupoBanHoro MKJ[***. ¥V mamueHToB C
HUK][*** ormeuaercst TeHIEHIUS K MEPEOIEHKE €ro Mojib3bl U HEJ0OLEHKA acCOIMUPOBAHHBIX
pUCKOB [722, 72, 724]. AHaNOTUYHBIM 00pa30M, MALUEHTHI, KOTOPBIE OTKa3bIBatOTCS 0T MK J[***,
Takke vacto HemooueHuBaroT nuuyHbld puck BCC [101, 102]. HccnenmoBanusi NpUHSTHS
KJIIMHUYECKHUX PElIeHN MOKa3bIBAIOT, YTO BpAauM 4aCTO NEPEOIICHUBAIOT MPEUMYIIECTBA U B TO K€
BpeMsI IPEYMEHBIIIAIOT MOTEHIIMATBHBIN Bpel [724]. B MOMEHT, KOrga OnpeaesisitoTCs MOKa3aHust
k 3amene UKJ[***, manueHT u Bpad TOJDKHBI BMECTE 00CYIUTh, TIO-MIPEKHEMY JTU COOTBETCTBYET
3amena MKJI*** nenn neuenus. Uto umeno cmeica B 70 JIeT, MOKET He UMETh cMbIciia B 80 JeT.
[TarueHTHI MOTYT UMETH MIpOrpeccUpylollee 3a00JieBaHNE WM HU3KOE KauecTBO KU3HU. Bee atn
(GhaKTOpBI MOTYT U3MEHHUTH COOTHOIIIEHNE PUCK/TIONB3a oT UK J[*** 1 moBnmusITH Ha IpeAniouTeHne
MAI[UEHTOB.

PeKOJweHdauuu no npuHAmMurO 06“4620 peutenus

*V nanuentoB ¢ KA wiu nossiieHHBIM puckoM BCC kIMHHMIIMCTaM pEKOMEHAYETCS
HOPUHATH TMOJXO0J K COBMECTHOMY MPUHSTHIO PEHICHUS, NP KOTOPOM pEIHICHHE O JICYEHUHU
OCHOBaHO HE TOJIbKO Ha HAWJYYIIMX JOCTYMHBIX HAYYHBIX JTaHHBIX, HO U Ha LEJH MalUeHTa B
OTHOIIIEHUU COOCTBEHHOTO 3/I0POBbS, MPEAMOYTCHHUIX U €ro IeHHOCTAX [ 720, 725, 726].

EOKIB (YYPC, Y11 4)

*B ciywae paccmorpenuss umrutantanuu HoBoro MKI*** mnmm 3ameHsl mmeromierocs

HUKJI*** B cBsizu ¢ pa3psaom Oarapen y mamnveHTa, peKOMEHIyeTcs: HHQOPMHUPOBATh ero/ee o0
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unauBuayanbHoM pucke BCC u pucke HeBHe3anHod cMmeptn oT XCH wunu HeceplieuHbIX

3a0osieBaHuid, a Takxke 00 A(P(HEeKTUBHOCTH, OE30MACHOCTH M IMOTCHIIMATBHBIX OCIOKHEHUSIX

UKJI*** B cBere menu caMoOro MalKUeHTa B OTHOIIEHHWH €ro 3J0POBbS, MPEANOYTECHUN H

nennocteit [720, 721, 725].

EOK IB (YVP B, VI 3)

8. Kpurepuu oneHky KauyecTBa MeIUIUHCKON MOMOIIHU

8.1. Kpumepuu ouenku _Kauecmea _NepEUYHOU _MeEOUKO-CAHUMAPHOIL __NOMOWU ___npu

HCEVOOUKOBHIX HADYULCHUAX PUMMA WU 6HE3aNnHON ocmanoeke cepoua (koovt no MKb - 10:

146, 146.0, 146.1, 146.9, 147.0, 147.2, 147.9, 149, 149.0, 149.3, 149.4, 149.8, 149.9)

N o/t

Kpurepun onieHku kauectsa

OueHka
BBIIIOJIHEHUS

BrInoHeHbI peaHnMaIMOHHBIE MEPONIPUATHS B CIydae
BHE3aITHON OCTaHOBKM KPOBOOOPAIIEHUS TIPH 3IU30/1€
KeIyTOYKOBOU TaxXUKapIuu/(puOpHILIALNY JKEITy109KOB,
IPOBEJICHO KyNMMPOBAaHUE HAPYIICHHUS PUTMA W/HIIIH ITPOBEICHA
TOCTIMTAJIN3ANNS B CIICIIMAIN3NPOBAHHBIN CTAIIHOHAD.

Jla/Her

BrinosineHa peructparus 3J1eKTpoKapaAnOorpaMmbl B 12-Tu
OTBEJICHUSX U/UIIU XOJITEPOBCKOE MOHUTOPUPOBaHUE (ITPH
YCTaHOBJICHUH TMArH03a) Y MallMeHTa ¢ JOKYMEHTHUPOBAHHOM
JKEITyJOUKOBON apUTMHUEIA.

Jla/Het

VY nmanueHTta ¢ T0OKyMEHTHPOBAHHOM JKEITyJOYKOBOM apUTMHUEN
BBITNOJIHEHA TPAHCTOPaKaIbHAsL XOKapAuorpadus Uiau 1aHo
HAITpaBJICHUC HA 3TO UCCICAOBAHNUEC B MCAUIIMHCKOC
yUpexKICHUE.

Jla/Het

BrimosHaen npuem (0cMOTp, KOHCYJIbTALUS) Bpada-KapHoIora
WJIU Bpada-cepAeYHO-COCY IUCTOrO XUPypra Uiau MauueHT
HaIpaBJIEH B MEAULINHCKYIO OPTaHU3aLHI0, MMEIOIIYIO
000pyI0BaHNE B COOTBETCTBUH CO CTAHIAPTOM OCHAICHHSI U
KaJpbl B COOTBETCTBUU C PEKOMEH/TYEMBIMH IITATHBIMU
HOpPMAaTHBaMH C BO3MOYKHOCTHIO HEMHBAa3MBHOTO W MHBA3UBHOTO
JICYCHHSI CAMIITOMHOH JKEITyI0YKOBOM apUTMHUU (B TOM YHCIIC
ACCOIIMUPOBAHHOM ¢ TUCHYHKITUEH JICBOTO JKETyI0UKa).

Jla/Her

Hasnadena anTMapuTMHUUECKas TEpaIus W/ WA Tepanus
OCHOBHOTO 3a00JICBaHMS W/WJIH MAIIUEHT HANPABJICH HA
KaTeTepHYIO abJaIuio Mpyu CUMIITOMHOM KTy 109KOBOM
apUTMUU B COOTBETCTBUU C ICUCTBYIOIIMMHU PEKOMEHAAIUSMU.

Jla/Het
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BrimosHen npuem (0cMOTp, KOHCYJIBTALUS) Bpada-KapHoIora
WM Bpaya-CcepJIeUHO-COCYAUCTOTO XUPYPra MM OCYIIECTBICH
HepeBoJl MalMEHTAa B JAPYTyI0 MEAULIMHCKYIO OpPraHU3aluIo,
UMEIOIIYI0 000PYAOBaHHE B COOTBETCTBUH CO CTAaHAAPTOM
OCHAIIIEHUS U KaJIpbl B COOTBETCTBUU C PEKOMEHIYEMBbIMU
HITATHBIMH HOPMAaTUBAaMH, Ui PEIlIeHUs] BOIpoca O
HE0OXOAMMOCTH MPOPUITAKTUIESCKOW UMIUIAHTAIIUN
KapauoBepTepa-aehudpmiaTopa (MIpu CoOXpaHIIOmencs
¢dpakuuu BEIOpOCa J1eBOTO kemynouka 35% u MeHee u
cepaeuHoit HenoctaTogHOCTH (11 v 111 pyHKIIMOHATBHBIN
kiacc mo NYHA).

Ja/Her

8.1. Kpumepuu oyenku Kauecmea cneyuaiuzupoéanHoll MeOUUUHCKOU ROMOULIL 83DOCIbIM

RPU JHCEAYOOUKOBBIX HAPYUICHUAX PUMMA UJIU 6HE3ANHOIL 0CIAHOB8KE CepoUd (KO,Z[LI o MKb

- 10: 146, 146.0, 146.1, 146.9, 147.0, 147.2, 147.9, 149, 149.0, 149.3, 149.4, 149.8, 149.9)

N o/t

Kpurepun onieHku kauectsa

Orenka
BBITIOJIHEHUS

B ciydae motepu cozHaHUs ManueHTa Ha (poHe Kemy10YKOBOH
TaxuKapIun/pUOPHIUISIIIIY JKETyT0YKOB BBITTOJTHEHBI
peaHnuMaIOHHbIE MEPOTIPUATHS, KapIUOBEPCHUs
(mepubpumsiIust) u/umm odecrnedeHo MOHUTOPUPOBAHUE PUTMA
cepua U UHTEHCUBHAs Teparusl.

Ja/Her

BrimonHeH npuem (0cMOTp, KOHCYJIBTAIUS) Bpada-KapHoiora
WIN Bpadya-CepJIeYHO-COCYAUCTOTO XUPYpra WK Bpaya 1o
PEHTTEHIHI0BACKYJISIPHBIM TUArHOCTUKE U JICUCHUIO HITH
OCYIIECTBIICH TMEPEBO/I/HAMPABJICHHE MAIMEHTA B IPYTYIO
MEAUIIMHCKYIO OpPraHu3allrio, UMEIOIIYI0 000pYI0BaHHE B
COOTBETCTBUU CO CTAHIAPTOM OCHAIICHUS U KaJIPBI B
COOTBETCTBUU C PEKOMEHIYEMBIMHU IITATHEIMI HOPMAaTHUBAMU,
NIPY HAJTMYXHW 3aPETHCTPUPOBAHHBIX HA AIIEKTPOKAPIUOTpaMMe
YKETYTIOYKOBOM TaxXuKapauu, GruOPHIUISIINK JKeITyT0YKOB W/HITN
JKEITyJOUKOBOM AKCTPACUCTOJIMH, ACCOIMUPOBAHHOM C
TUCYHKITUEH JTIEBOTO JKEITyA0UKa.

Jla/Het

[IpoBenena tepanust 6era-aapeHoOmokaTopaMu (TIpu
CTPYKTYPHBIX TTOPKEHHUSIX MHOKAp/a W TUCHYHKIIUN JIEBOTO
KEITy0YKa TPU MOBBIIICHHOM PHCKE BHE3AMTHOW CEpIeYHON
CMEPTH, MPU OTCYTCTBUU MEAUIIMHCKUX MPOTHUBOIOKA3aHUIN) 1
Teparnusi OCHOBHOTO 3a00JIEBAaHUSI B COOTBETCTBHH C
JEHCTBYIOIUMH PEKOMEHIALUSIMHU.

Jla/Het
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VY nmanueHTa ¢ KU3HEYrpOokKaeMOU JKely J0YKOBOM apUTMHUEN WIH
NIEPEKUBLIETO BHE3AIIHYK OCTAHOBKY CEP/LIA, UMEIOLLErO
CPEIHIOI0 UK BBICOKYIO BeposiTHOCTh MBC, ¢ yueTom Bo3pacta u
CHUMIITOMOB, TIPOBEJICHa KOPOHApHasi aHTHOTrpadus 1Jis
MOATBEPKICHUS WIN UCKIIOYCHHS HATMYHS FEMOJUHAMUYECKH
3HAYUMBIX CTEHO30B KOPOHAPHBIX apTepuil.

Ja/Her

Brimonnen npuem (0cMOTp, KOHCYJbTallKA) Bpaya-KapIuoJiora
WM Bpava-Ccep/IeYHO-COCYAUCTOrO XUpypra Uil Bpaya 1o
PEHTT€HAHIO0BACKYJIISIPHBIM IMarHOCTUKE U JICUEHUIO WIIH
OCYIIECTBJICH MepEBO/I/HANpPaBICHHE MallUEHTa B IPYTYIO
MEIUIIMHCKYIO0 OPTaHU3alUI0, UMEIOLTYI0 000pYyI0BaHHUE B
COOTBETCTBUH CO CTAHIapPTOM OCHAILICHUS U KaJIPHI B
COOTBETCTBUH C PEKOMEH/IyeMbIMH IITATHBIMH HOPMaTHUBaMH
JUISL PELICHHUs] BOTIPOCA O HEOOXOUMOCTH MPOPUITAKTUIECKOM
UMILIAaHTAIlMU KapauoBepTepa-aedudpuuiaropa (mpu
coxpassitonelicsa ppakuuu BeIOpoca jeBoro xenyaouka 35% u
MeHee) u cepaeunoit Hepocrarounoctu (11 mmm 111
dbynkuronansHbIN K1acc mo NYHA) B ciiydae, ecnu He
BBITMIOJTHEHO B aMOYJIaTOPHBIX YCIOBUSAX. Y MAI[UEHTOB C
uHpapKTOM MUOKap/a He MeHee, 4yeM dyepe3 40 THeil oT MoMeHTa
pa3BUTHS UH(DAPKTA.

Jla/Het

[Tpu cUMITOMHOM KEITyI0YKOBOM IKCTPACUCTOINU H/UITH
peLUIMBUPYIOIIUX TAPOKCU3MAX JKEIIyJOYKOBOU TaXUKaApAUH, B
3aBUCUMOCTH OT MEIULIMHCKUX MIOKA3aHUM U IIPU OTCYTCTBUU
MEJULUHCKUX IIPOTUBOIIOKA3aHUM, IPOBECHA
aHTHApUTMUYECKas JICKAPCTBEHHAs TEpaUs WIX BBIIIOJIHEHA
KaTeTepHast abalyst Uik U1 COOTBETCTBYIOLIETO JICUEHUS
MAIUEHT HAIIPaBJICH B APYTYI0 MEAUIIMHCKYIO OPraHU3aLHIo,
UMEIOILYI0 000PYA0BaHHE B COOTBETCTBUH CO CTaHAAPTOM
OCHAILICHHS U KaJpbl B COOTBETCTBUU C PEKOMEHYEMBIMU
LITaTHBIMA HOPMATUBAMH.

Ja/Her
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Ipuiaoxenue Al. CocraB padoyer rpynnsl 1o pa3padorke u
NnepecMOTPy KJIMHUYECKUX PeKOMEH AUl

Unens! Paboueil rpynmsl MOATBEPANIN OTCYTCTBUE (PMHAHCOBOM MOAIEPKKU/KOH(IUKTA
UHTEpecoB. B ciayyae cooOueHns 0 HamMuuKu KOH(IIMKTAa HHTEPECOB, WieH(bI) paboyei rpynibl

ObU1(1) HCKITIOUeH(BI) U3 00CYXKIEHUS Pa3/IeioB, CBI3aHHBIX C 001aCThI0 KOH(PIIMKTA HHTEPECOB.

Ipusoxkenue A2. MeTogo0rusi pa3spadoTKu KJIMHUYECKUX
pPeKOMeH AUl

[IpencraBnennsie Pexomenpanuu pa3paboTaHbl Ha OCHOBE MPEIBIAYIIEH BEPCUH
nokymeHnTta «KenynoukoBble HapymieHUs puTma. KeaynoukoBble TaXWKapAUU U BHE3alHas
cepaeunas cmeptb» 2020 roma, omoOpeHHOTO Ha 3acelaHuu HaydHO-TIPaKTUYECKOTO COBETa
MunuctepcrBa 3apaBooxpaHeHust Poccuiickoit ®enepaunn (3acemanue ot 16.10.2020r.
npotokon Ne38/2-3-4), Pexomenmanuii EBpomeiickoro oOmiecTBa KapAHOJIOTOB IO JICYCHUIO
OOJILHBIX C JKETyJIOYKOBBIMU HAPYIICHUSMH pUTMA M NMpOoQHUIaKTUKE BHE3amHou cmeptu 2022
roJia, a TAK¥Ke C YIeTOM KIIMHUYIECKUX PEKOMEHIAIIHH TI0 IPOBEACHUIO IIEKTPOPUINOIOTUIECKUX
WCCJICIOBAaHMM, KaTeTepHOW alialuyd W MPUMEHEHHIO WMIUIAHTHPYEMBIX aHTHAPUTMHUYECKHUX
ycTporicTB  Bcepoccuiickoro  HaydyHOTO  OOIIECTBa  CHEIUATUCTOB IO  KIMHHUYECKOU
37eKTpOoPU3HOIOTHH, apuTMosioru U Kapauoctumyssinun (BHOA) 2017 roga, pekomeHaammii
o0IIecTBa CIeUaNiCcTOB 0 HEOTIOKHOM KapIuonoruu «Kemy109KoBbIe apUTMHH Y B3POCIBIX)
2015 rona, Beepoccniickux KIMHUYECKUX PEKOMEHAALNN 110 KOHTPOJIIO HaJl pUCKOM BHE3aITHOM
OCTAHOBKH CEp/IIla U BHE3AITHOM CEPICUHON CMEPTH, MPOPUIAKTUKE U OKa3aHUIO TIEPBOM MTOMOIIN
2018 roma, co3gaHHBIX, B CBOIO OYEPE/lb, HA OCHOBE aHAIM3a UMeroterocs 6onee yem 20-1eTHEro
OTIBITA PA3IMYHBIX IO LETISIM, TPOTOKOJIaM U 00heMaM KPYITHBIX UCCIIEOBAHUH, IPOBEACHHBIX IO

PA3JINYHBIM ACIICKTAM JUAIrHOCTUKHU U JICUCHUSA KCITY JOUKOBBIX TaXI/IapI/ITMI/II\/'I.

B Pexomenmanusix U3J105K€HbI OCHOBHBIE TPHHIIUITBI TUATHOCTHKH, CTPATU(UKAIIMH PUCKA
BHE3aITHOM CMEpPTU M JICUCHHS MAIlMEHTOB, B TOM YHUCJIE€ U B Psie KIMHUYECKHX CHUTYalHi,
KOTOpble OBbUTM TMOJIy4eHbl B PAHIOMH3UPOBAHHBIX KOHTPOJIUPYEMBIX HCCIECJOBAHUSIX.
Hcnonp3yercss KOMIUIEKCHBIM MOAXOA € Y4YeTOM JTHOINATOreHe3a, WHAWBUIYabHBIX
OCOOCHHOCTEl ~ MEXaHW3MOB  pa3BUTHUsA W  TeueHUs  3a00NieBaHUsA,  HUCIOJIb30BaHUS

MCIUKAMCHTO3HBIX, MHTCPBCHIIMOHHBIX U XUPYPTHICCKUX MCTOOB JICUHCHMU .

LlesieBasi ayANTOPHUS TAHHBIX KJIMHUYECKUX PeKOMeHIaALMii:
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1. Bpau-kapauosmor

2. Bpau-cepAae4HO-COCYIUCTBIN XUPYPr

3. Bpau peHTreHXupypruueckux METO0B TUATHOCTUKHU U JICUCHHUSI
4. Bpau pyHKIIMOHAIBPHON TUATHOCTUKHU

5. Bpau-tepaneBt

6. Bpau oOmieli mpakTuKu

EOK - B TekcTe HacTOSIIMX KIMHUYECKUX PEKOMEHIAIMil JOMOJHUTEIbHO YKa3aHBbI
IIOKa3aHUs K TE3UCaM B COOTBETCTBUHU C PEKOMEHIAUUsAMU EBpOINENCKOro KapAauoaoru4eckoro

obmectBa (EOK).

BcnenctBue Toro, uro Poccuiickoe kapauonorudeckoe obmiectBo (PKO) Bxoaut B cocra
EBponeiickoro obmiectsa kapauosioros (EOK), u unenst PKO Taxoke sBnstores uienamu EOK,
BCE €BPOIEHCKHE peKOMEeHAANH (POPMHUPYIOTCS C yYaCTHEM POCCUHCKUX IKCHEPTOB, KOTOPHIE
SBJISIFOTCSL COAaBTOpaMHU pekoMeHaanuii. Takum obpaszoM, cymiecTByromue pekomermanun EOK
OTPaXKAIOT 001IIee MHEHHE BEIyIIUX POCCHICKUX U €BPOMEHCKUX KapIUOJIOTOB.

B cBs3u ¢ aTM, popMupoBaHUE HAITMOHATBHBIX PEKOMEH AN IPOBOJIUIOCH HA OCHOBE
pekomenmanmii EOK ¢ yderoM HamwoHanmbHOW crienupuKd, OCOOCHHOCTEH OO0CIeI0BaHMS,
JIYEHUsI, JOCTYNMHOCTH TOW WM WHOW MEIUUMHCKOW momomnu. Ilo sToil mpuumHe B XOje
pa3paboTku poccuilckux KiImHUYecKuX pexomennanuii PKO wucnonb30BaHbl MEXIyHapOAHbIE
KJIACChI MOKAa3aHUI PEKOMEH AN, TO3BOJISIFOIINE OIEHUTh HEOOXOIMMOCTh BHITIOTHEHHS TE3HCa
PEKOMEHIalIMi ¥ YPOBHH JIOCTOBEPHOCTH JIOKA3aTEIIbCTB TaHHBIX KiaccoB (Tadmuier 1 u 2).

B Tex cnmyuasix, Korja B eBpONeHCKUX PEKOMEHIAIMSIX OTCYTCTBOBAIM KIIACChl U YPOBHH
JI0OKa3aTeIbHOCTU, HO 10 MHeHuio 3kcneproB PKO naHHble TE3MCHl SIBISUIMCH KpaifHe
HEOOXOJUMBIMU JUISS BBINIOJHEHUS WM, HA000pOT, abCONIOTHO HE pPEKOMEHJOBAaHBI K
npuMeHeHuto, 3kcnepTsl PKO, ocHOBBIBasich Ha mpaBmiiax (OpMUPOBAHUS KJIACCOB MOKAa3aHUM
COIJIacHO pekoMeHanusaM EBppomneiickoro ob1ecTBa KapAHOIOroB, CaMy MIPOCTABIISUIN KIIACChI U
ypoBHU. B nmanHo#l cutyanum o6o3nadenne EOK 3ameneno na PKO-kmaccel U ypoBHU
npocrasieHHble 3kcnepramu PKO.

Kpome Ttoro, poGaBrmena HoBas cuctema mkan YJJI w YVP nnga neueOHBIX,
peabUIUTAIIMOHHBIX, MPO(QUIAKTUYECKUX BMEIIATENbCTB M JUArHOCTHYECKUX BMEIIATENIbCTB

(Tabmuuet 3, 4 u 5), BBeaennas B 2018 r. ®I'BY LIDKKMII Munzapasa PO. Takum obpa3om, B
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TEKCTe KIMHUYECKMX PEKOMEHIAIi, paspadaTeiBaeMbix skcrepramu PKO, omHOBpeMeHHO

MCITOJIB30BaHkbI JiBe mKkanbl (Tabmune 1, 2, 3, 4, 5).

Taoauna 1. Kinacesl mokaszanuii corjiacHo pekomenaanusim Esponeiickoro Oomecrsa

Kapanogoros (EOK).
Kuaace IMpennaraemas
peKoMeHIaIu Onpenenenue dopmyaupoBka nist
il (EOK) HCIO0JIb30BaHMSI
JlokazaHo WK OOLIETIPU3HAHHO, YTO IUAarHOCTUYECKas PeKoMeH10BaHO/
I IpoIelypa, BMEIIATENbCTBO/ JICUEHUE SBIISIOTCS
3G HEKTUBHBIMU U TTOJIC3HBIMHU IIOKA3aHO
BosIbIIMHCTBO TaHHBIX/MHEHHUH B TIOJIB3Y IenecoobpazHo
3¢ GEKTUBHOCTH/TIONB3BI IUATHOCTUYECKON MPOLIEAYPHI,
ITa IIpumeHATH
BMEUIATEIbCTBA, JICUCHUS
. MoxHo
3¢ hexkTUBHOCTH/TOIB3a TUATHOCTUYECKON MPOLIEAYPHI,
IIb BMEUIATEIbCTBA, JICUEHUS YCTaHOBIICHBI MEHEE NPUMEHSTD
yOeauTebHO
JlaHHbBIE WJIM €AMHOE MHEHHE, YTO IUAarHOCTUYECKast He pexomennyercs
III npoIielypa, BMEIIATENbCTBO, JIEYeHUE OECIOIe3HbI/He [IPUMEHATD
3¢ dEKTUBHBI, a B e CIydaeB MOTYT IPUHOCUTH BpeJ

Taoauna 2. YpoBHU 10CTOBEPHOCTH I0KA3aTEJbCTB COIVIACHO PeKOMEHIAMAM

Esponeiickoro Oomecrsa KapauoJsoros (EOK)

YpoBHHu 10cTOBepHOCTH J0Ka3aTeabCcTB (EOK)

I[aHHBIe MHOT'OYUCJICHHBIX PAHAOMU3HUPOBAHHBIX KIIMHUYCCKUX I/ICC.HGI[OBaHI/Iﬁ

nin MCraaHaJInu30B
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B JlaHHBIE TIOJTyYEHBI 110 pe3yJIbTaTaM OJHOTO PaHIOMHU3UPOBAHHOTO
KJIMHUYECKOT'O UCCIIeIOBAaHUS WM KPYITHBIX HEPAHOMU3UPOBAHHBIX
UCCIIEIOBAHUM

C CornacoBaHHOe MHEHHE SKCIEPTOB /WM PE3yIbTaThl HEOOIBIINX

UCCIIEA0BAHUH, PETPOCIIEKTUBHBIX UCCIIEIOBAHUN, PETUCTPOB

Tadauna 3. lllkana oneHkn ypoBHeil nocToBepHOCTH AokazaTeabcTB (Y1) nas

METOA0B JTUATHOCTUKH (;marﬂocnmecxnx BMeIJ.IaTe.J'IbCTB)

YA Pacuiugposka

1 Cuctematuueckue 0030pblI HCCIIEAOBAaHUM ¢ KOHTPOJIEM peepeHCHBIM METOAOM WIIH
CHCTEMaTHYeCKHil 0030p pPaHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAaHUN C
IIPUMEHEHHUEM METAaHaIIn3a

2 OTnenbHbIE UCCIENOBAaHHUS C KOHTPOJIEM pepEepeHCHBIM METOJOM HIIM OT/AEIbHbIC
PaHIOMU3UPOBAHHBIE KIMHUYECKHE MCCIEIOBAHUS M CHCTEMAaTUYeCKHe 00305l
UCCIIEIOBAaHUM  JTI000TO  nM3aifHa, 3a UCKIIOYEHHEM  PaHIOMU3MPOBAHHBIX
KIIMHUYECKUX UCCIIEI0BaHM, C IPUMEHEHNEM METaaHAIN3a

3 HccnenoBanust 6e3 MOCIENOBATEIbHOIO KOHTPOJIS peEepeHCHBIM METOJOM HITH
UCCIIEIOBaHUsI C PEePEPEeHCHBIM METOJOM, HE SBISIOIUMCS HE3aBUCHUMBIM OT
HCCIJIElyEMOI0 METO/1a NI HEPAHIOMU3UPOBAHHBIE CPABHUTENIBHBIE NCCIICJOBAHMS,
B TOM YHUCJIE KOTOPTHBIE UCCIIENOBAHUS

4 HecpaBHuTenpHbIE HCCIEI0BAaHNS, OTMCAHUE KIIMHUYECKOTO CIydast

5 Nwmeercs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBHS MJIM MHEHHE YKCIIEPTOB

Tadauna 4. lllkana oneHkn ypoBHeil nocToBepHOCTH AokazaTeabcTB (Y1) nas

MeTO/10B NMPOPUJIAKTHKH, JedeHUs] U peaduautauuu (MpopuIaKTHYECKHX, JedeOHbIX,

peaduIMTAIIMOHHBIX BMENIATEIbCTB)

YA

Pacmugposka
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1 Cucremarnueckuii 0630p PKU ¢ npumenennem Metaananusa

2 Otnensabie PKU u cuctemaTndeckne 0030pbl MCCIIEIOBAHUN JIOOOTO aM3aiiHa, 3a
uckmouenneMm PKH, ¢ npumeHeHneM MeTaaHainsa

3 HepannomusupoBaHHblE CpaBHHUTEIbHBIE MCCIEAOBAaHUSA, B T. Y. KOTOPTHbBIE
UCCIIEI0BAHUS
4 HecpaBuuTenbHble HCCIEAOBAaHUSA, ONMUCAHUE KIMHUYECKOIO cliydas WM CEepUu

CIIy4aeB, UCCIIEI0OBAHUS «CIy4ail-KOHTPOJIb

5 Nmeercs numrs 000CHOBaHHE MEXaHU3Ma JICUCTBUS BMEIIATEIbCTBA (OKIMHUYECKUE
MCCJIEI0BAHMS) UJIM MHEHHE SKCIIEPTOB

Taoauna 5. lIkana oneHkn ypoBHel yOenurtejJbHOCTH pekoMenaanuii (YYP) nas
MeTOA0B NMPOPUIAKTUKH, TUATHOCTHUKH, Je4YeHUs] U peaduiauranu (mpopuiakTuyecKux,

AMATHOCTHYECKUX, Je4yeOHbIX, PpeaduIuTAINOHHBIX BMEIIATEIbCTB)

YYP Pacuiugposka

A CunibHasi pexkoMeHpaius (Bce paccMarpuBaeMmble KpuTepur S(HPEKTHBHOCTH
(MCXOfpl) SBISIIOTCSI BaKHBIMH, BCE HCCICIOBAaHHUS WMEIOT BBICOKOEC WIIH
YAOBJICTBOPUTCIILEHOC MCTOAOJIOT'MYCCKOC KAYCCTBO, UX BBIBOABI IO HHTCPCCYIOIIUM
nucxoagam sSABIAKOTCA COFHaCOBaHHBIMI/I)

B VYcnoBHas pexomeHaaius (HE BCE paccMaTpuBaeMble KpUTepuu d(PPEeKTUBHOCTH
(I/ICXOI[BI) SABJIAAIOTCA BaXHbIMHM, HE€ BCC HCCICAOBAHHA HMCIOT BBICOKOC HJIHN
YAOBJICTBOPUTCIILHOC MCTOJOJIOTHYCCKOC KadYC€CTBO I/I/I/IJII/I X BBIBOAbBI IIO
HHTCPCCYIOIIUM UCXOAaM HEC SABJIAIOTCA COI‘JIaCOBaHHBIMI/I)

C Cnabas pekoMeHpaanus (OTCyTCTBHE JOKa3aTelbCTB HAJJICKAIIETo KadecTBa (Bce
paccMmarpuBaeMbie Kputepuu 3PpPeKTUBHOCTH (MCXO/BI) SIBISIOTCS HEBaXKHBIMH, BCE
HCCIEAOBAHUSI HMMEIOT HU3KOE METOJIOJOTMYECKOE KaueCTBO M HMX BBIBOJBI IIO
MHTEPECYIONINM UCX0JIaM He SIBJIIOTCSI COTJIACOBAHHBIMHU )

Iopsiiok 00HOBJIEHUSI KIMHAYECKUX PEKOMEHIALM I
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MexaHu3M  OOHOBJICHHS  KIMHUYECKUX  PEKOMCHJIAIMKA  TNpeIycMaTpUBaeT X
CUCTEeMATHUYECKYIO aKTYyaTH3aIUI0 — HE PeXKe YeM OJIMH pa3 B TPH T'OJia WIH MPH MMOSBICHUH HOBOH
uH(pOpPMAIIUK O TAKTUKE BEICHUS NAIIICHTOB C JaHHBIM 3a0oeBaHueM. Perenre 06 00HOBICHUN
npuaumaer M3 P® Ha OCHOBE TPEIOKEHUH, MPEACTABICHHBIX  MEIUIIMHCKUMU
HEKOMMEpPUYECKUMHU TPOGECCHOHATBHBIMUA OpraHu3anusMu. ChOpMUPOBAHHBIC IPEII0KECHUS
JMOJKHBl  YYUTBIBATH  PE3YyJIbTAThl KOMIUIEKCHOM OIICHKH JIEKAPCTBEHHBIX IPENapaToB,

MEAMIIMHCKUX U3JIENHIA, a TAK)KE Pe3yIbTaThl KIMHUYECKOW anpoOarium.

Ipuioxkenue A3. CnpaBouHble MaTepHaJbl, BKJIHYas
COOTBETCTBHE MOKA3aHU U K MPUMEHECHU IO U
NMPOTUBOINOKA3aHUI, CHOCO00B TNpPUMEHEHUd H 103
JIEKAPCTBEHHBIX MPENnaparoB, HHCTPYKIMH 1O NMPUMEHEHUIO
JIEKAPCTBEHHOI'0 Mpenapara.

Cesazannvie 00KyMeHmbl

1. Ilpuka3 MunucrepcTBa 3apaBooxpanenus Poccuiickoit deneparmu ot 15 HosiOpst 2012
r. Ne 918n «O06 ytBepxkaenuu lopsnka okazaHus METUIIMHCKON MOMOITH OOJIBHBIM C CEpACYHO-

COCYIUCTBIMHA 3a00JICBAaHUSIMI).

2. Ilpuka3z MunncrepctBa 3npaBooxpanenus Poccuiickoit deneparuu ot 9 HosOps 2012
r. Noe 710m "OO yTBepkJIE€HUHM CTaHIapTa CIECHUATU3UPOBAHHONW MEAMLIMHCKOW MOMOIIU IPH

YKEITYIOUKOBOM Taxukapauu"

3. IIpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepannu ot 15 urons 2016 r.

No520n «O0 yTBEepKACHUN KPUTEPHUEB OIICHKN KaueCTBAa MEIUIIMHCKON TTOMOIITIY.

4. Ilpuka3 MunucrepctBa 3npaBooxpanenust Poccuiickoit @enepanun ot 28.02.2019 Ne
1030 «O0 yTBepXkIeHUH TOpPSIKa U CPOKOB pPa3pabOTKU KIMHHUYECKUX PEKOMEHAALWH, UX
[epecMOTpa, TUIOBOH (POPMBI KIMHMYECKHX PEKOMEHJAIMH M TpeOOBaHUN K UX CTPYKTYpE,
COCTaBY U Hay4yHO! 000CHOBaHHOCTH BKJIIOUAEMOH B KJIMHUYECKHE PEKOMEHAALNU HHPOPMALIUN

(3apeructpuponan 08.05.2019 Ne 54588).
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Anmuapummuueckue npenapamosl 0,11 RPOQUIAAKIMUKU HCETYOOUKOBHIX

apummui

B Hacrosimiee BpeMsi mpUHATA KJIACCU(PHUKAIMS MPOTHBOAPUTMUYECKUX IPENapaToB IO
E.M.Vaughan Williams B momudukamuu B.N. Singh u D.C. Harrison.

Ora kiaccudukanus TO3BOJSET pa3leiUTh BCE HW3BECTHBIE B HACTOSIIEE BpeMs
POTHBOAPUTMHUECKHUE MPenapaThl Ha 4 Kiacca, B 3aBUCUMOCTH OT X CIIOCOOHOCTH:

1. yraerats aenomsipuzanuio (pasy 0 moreHIana NEHCTBHUS) B TKaHSIX C «OBICTPHIMY)
OTBETOM;

2. GIOKMpOBATh CUMITATUYECKHE BIUSHUS Ha CEPIIE;

3. yBenuuMBaTh NPOJODKMTEIBHOCTh IOTEHLMAla JAEWUCTBUA, 3aMEMIsAsd IPOLECCHI
penospu3anuy;

4. 3aMeUIATh ACNOIAPU3ALNIO B TKAHIX C «MEIJICHHBIM» OTBETOM.

Kaxnplifi u3 M3BECTHBIX MNPOTHBOAPUTMHYECKHX TIpernaparoB o0danaeT OAHUM U3
IPECTaBICHHBIX BbIIIE 3(PPEKTOB B KAUYECTBE JOMUHHUPYIOIIETO, YTO MO3BOJSIET OTHECTH €ro K
TOMY WJIM HHOMY KJIaccy.

1. Antnaputmudeckue mpernapathl | kimacca (mpenaparhl, OJOKHPYIOIIHE HATPUEBHIC
KaHaJIbI).

2. bera-agpeHo6iokaTOphl: aHTHApUTMHUYEcKue npenaparts I kimacca.

3. Antnapurmuueckue npenapatsl III kmacca: mpenapaTsl, OJOKHMpYIOLIHE KalUEBbIC
KaHaJIbI.

4. brokaTtopsl «MEIJICHHBIX» KaJbIMEBBIX KAHAJIOB: aHTHAPUTMHUYECKHE Mpenaparsl [V

KJ1acca.
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Tabanna A3.1 AHTHAapUTMHYeCKHe NpenapaTsl 1S JINTeJbHON Tepanuy ¢ Heabio NpoGuiIakTuKu pennanBos KT

AnTnaputmuyecknii | Jlo3za nus IHoxka3zanus Yacrele IIporuBonokazanus
npenapar (kjaacc') JUTATEJIbHOT O nodouHbIe 3¢ deKrThI

NepopaIbHOro

NPHMEHEeHHA
Awmuonapon** (III) 200 mr — 3 pa3a B cytku | KO, XT, ©X, Kapaunanesele: I'unorensus, QT >480 Mc 1o Hauana Tepanuu

— 1 senens, 3ateM

200 mr 2 pa3a B CyTKH —
1-2 Hegenun, 3aTeM
MO/ICPKUBAIOIIAS 1032
200 Mr B cyTKH

B TOM YHCIIC Y
MaIMEHTOB C
XCH,
MaTOJOTUYCSCKOM
(> 1,4 cm) T'JIK,
I[TMKC

Opanukapaus,

AB-0ioxazsl,

KT tuna «upysT», 3aMeIJIeHue
putMma KT Huxe nopora
nerexkmun UKJ[***, Bo3pacranue
nopora aeGpuopuuIaIun

HexkapauanbpHble: KepaTonaTus,
THITO- ¥ THIIEPTHPEO3, PBOTA,
3arop, (hoToceHCcHONIM3anus,
aTakcus, TOJIOBOKPYKEHHE,
nepudepuyeckas HelpomaTHs,
TPEMOD, JIEKAPCTBEHHBIN TEMATHUT,
UPPO3 NeueHH, pudpo3 Ierkux,
ITHEBMOHUT

Cepnaeunas HegocrarouHocts [II-IV OK
NYHA

CunycoBas Opagukapausi, CA-61okama
II-111 cr.

AB-6mokana II-III ct. mpu oTcyTcTBUM
UMILTaHTHpOBaHHOTO DKC***

bera-
anpeno6mokaropsl (I1)
#ATenomon** (1)
#oucomnponon** (2)
#rapBeauiaon** (3)
#Mertonponon** (4)
#IIponpanonon™®* (5)

Pa3Hbie 1036l

25-100 mr 1-2 p/cyT.
(1)

2,5-10 mr 1 p/eyrt. (2)
3,125-25 mr 2 p/cyT.
(3) [727, 728]

25-100 mr 1-2 p/cyT.
4)

10—40 mr 4 p/cyT. (5)
[729]

KO, KT,

B TOM YHCJIE Y
MMAIIMEHTOB C
XCH,
MMaTOJIOTHYECKOM
'K (> 1,4 cm),
ITNKC,
BPOXIEHHBIN

LQTS, KOIDKT

Kapaunanbhueie: bpanukapaus,
runorens3us, AB-01okana,

ycyryonenne XCH.
Hexapnuanenbie:
["os10BOKpYKEHUE, YCTANIOCTD,
OpOHX000CTPYKTHUBHBIN CUHIPOM,
TPEBOKHBIE PACCTPOMCTBA,
Jenpeccusi, 1uapesi, CeKCyaabHble
paccTpoiicTBa, TUIOTJIMKEMHUSI
npu uHCcyJuH3aBucumoM CJI

CA-6mokapa II-1II ct., AB-6nokana II-
III ct., cunycoBas Opagukapaus (B
orcytctBun DKC***), aprepuanpHas
runotonus, XCH IV ©K,
OpOHXO00OCTPYKTHUBHBIN CHHAPOM
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Coranon™* (III) 80-120 mr 2 p/cyT. KD, KT, XK Kapnmnanbneie: Opaaukapaus, CA-6nokana II-Illct., AB-Omokana II-
Makc. no3a 320 mr/cyT. runiotensus, ycyryoneane XCH, | III ct., cunycoBas Opagukapaus (B
KT tuna «aupys>m» orcytcTBuu DKC***), aprepuanbnas
HekapnuanbsHble: Kak y OeTa- runiotoHus, XCH III-IV ©K,
aapeHo0I0KaTOPOB narosioruueckas (>1,4 cm) I'JIXK, B
octpom nepuoae UM,
OpOHX000CTPYKTHUBHBIN CHHAPOM
[Tponadenon** (IC) 150-300 mr 3 p/cyT. KD, KT (B Kapnuansubie: CA-6nokana, AB- | CA-6mokana II-1II cr., AB-6nokana II-
OTCYTCTBHUE onokana, pacmupenne komriekca | I cr., cunycoBast 6pagukapaus (B
JlanmakoHuTHHA 25-50 mr 3 p/cyT. CTPYKTYPHOTO QRS 10 25%, oTpunaTenbHbINA otcytcTBuM DKC***), Tspkenbie
rugpodpomug** (IC) MOpaXEHUS UHOTPONHBIHN 3¢ dexKT, HapyLIEHUs BHYTPUKEITYJOUYKOBOTO
JlanmakoHuTHHA 25-50 mr 2 p/cyT. cepana) ycyryonenne XCH, ysenuuenne | npoBeaenus (QRS > 140 mc), TII (mpu
THIPOOpOMUST MIOPOT'OB CTHUMYJIALIUU U OTCYTCTBHUH TEpAIHH MpernapaTamu,
MTPOJIOHTUPOBAHHBIH * * neuOpUILIALNIN cepaua. osokupyromumu AB-mipoBenenue),
(I10) ApUTMOTreHHOE JIeHCTBUE — UBC, ITMKC, XCH mob6oro @K,
JustraamuHOIponuod | 50 mr 3 p/cyT. moHomopdHast KT, DXK. camxkenne ®BJIK, 6ome3nun
WISTOKCUKApOOHUIAMH HexkapauansHbie: KJIANIaHHOTO armapara cep/ra ¢
nHodenornasun (IC) TOJIOBOKPYKEHHE, yTOMIISIEMOCTh, | HAPYLIEHUEM I'eMOIMHAMUKH, CUHAPOM
CYXOCTb BO PTY, TOIIHOTA, Bpyrana, HaciencTBEHHBIH CHHIPOM
Jiapest, TPeMOp, HEYETKOCTh yutnHeHHOro uHTepBana QT
3peHus1, HapyleHus QyHKIUN
Ne4YeHU
#penntoun** (IB) 400-600 mr/cyT. KO, KT KapnunanbeHele: aprepuanbHas CA-6nokana II-1II ct., AB-6nokana II-
TUTIOTOHHS III ct., curycoBas Opagukapaus (B
HekapaunanbeHele: orcytcTBue DKC***), Tspxensie
TOJIOBOKPY>KEHUE, AU3apTPHs, HapYLICHUS BHYTPUXKEITYJOUYKOBOTO
JIeTaprus, TMHTUBUT, nposeaenus (QRS > 140 mc) ), XCH
MaKpoIUTapHas aHEMUSI, [II-1V ®K
BOJTYAaHOYHOTIOOOHBIA CHHAPOM,
JIerOYHbIe MHPMIBTPAThI
#Bepanamun** (IV) 240-480 mr/cyT. KT (u3 KapnuaneHblie: THIIOTEH3US, CA-6nokana II-11I ct., AB-6mokana II-
BBIHOCSIIIETO oteku, AB-010kana, cuaycoBas III ct., curycoBas Opagukapaus (B

#nuntuazem (IV)

120-360 mr/cyT.

tpakta [DK, JDK;

Opaaukapaus, ycyryonenne XCH

orcyrctBue DKC***) XCH, cHmkeHue
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bacuukysipHas
XKT)

y NaLMEHTOB CO CHUYKEHHOMN
DOBJLK

HekapauanbHble: TOI0BHAS OO,
ChIIlb, TUIIEPILIA3UsA IECEH, 3aI0p,
JTMCTICTICUS

OBJDK, ®II/TII y maumeHToB ¢
cunapomoM WPW

Ipumeuanus: 'cornacuo knaccudukamuu E.Vaughan Williams B mogupuxauu D.Harrison.
CyT. — CyTKH, MI/CyT. — MIJUTUTpaMM B CyTKH, KO — xenynoukoBas sxctpacuctonus, JKT — sxemynoukosas Taxukapaus, OXK — pubpunmnsanus sxemynouxos, OIT —
¢ubpmwusinus npeacepaui, TI1 — tpeneranune npeacepauii, CA — cunoarpuaibhsiii, AB — arpuosentpukynsipusiid, LQTS — cunnpom yanunennoro untepsana QT,
KOITKT — karexonamuHeprudeckas moinuMopdHas skeayaoukoBas Taxukapaus, [DK — npaesiii sxenynouek, ['JIDK — runeprpodus nesoro xenynodka, [TMKC —
noctuH(papkTHBIA Kapauockiepos, DBJIK — dpakuus BeiOpoca neBoro xxenynouka, XCH — xponnueckas cepaednas HepoctatoyHoctb, PK — hyHKUMOHANBHBIN

knace, Cl — caxapubiii nuadet, TdP — KT tuna «nupyasT» (torsades de pointes).

162




Aumuapummutlecxue npenapantvl 0214 Kynupoeanus nAPpOKCU3IMO86
HCETY)OUKOBOU MAXUKAPOUU
Tabnunma A3.2
AAII pist kynupoBanust napokcusmoB KT
IIpenapart Jo3bI 1 cxeMbI IIpumenenne IMapameTpsI Yacroie
(xaacc!) 9KT, noGoYHbIE
Tpedyomme 3¢ dexTnI
BHUMAHUS
AMuopapon** B/B CTpYHHO KT y naniuenroB co | CuHycoBas ApTtepuanbHas
(11D 5 MI/KT B T€UE€HHE CTPYKTYPHBIM Opagukapaust < | TUIIOTOHUS,
15-20 muH., nmopaxkeHueM cepia, | 50 ya/muH. Opanukapus,
Janee B/B ocJIe VYruerenue AB- | Hapymenus AB-
KaIleJIbHO: nepeHecenHoro UM, | mpoBeaeHus IPOBOJAMMOCTH,
1 Mr/MuH. — 6 4., B TOM YHCIIC TIPH (6mokamer II-1II | Bo3pacTanme
0,5 Mr/muH. — 18 4. | maTONIOTNYECKOM CT.), nopora
(mo 1200 mr B 'K, XCH, XT QRS> 160 mc, | neduOpuLIsAIHH,
CYTKH) nocJjie QT =500 mc KT tuma «mmpyasT»
KapIHOJIOTHIECKIX (penko)
oneparmii, XT y
MAIMEHTOB C
K JT***
Jupokaun**(IB) | 1-2 Mr/kr B/B KT y nanueHToB B 3HaYUMO HE Jenupuii, ncuxos,
ctpyiino (100-200 | octpom mepuoae BIIUSIET Ha SMUJIETITUYECKHE
Mmr) B reuenne 3—5 | UM, KT BcaeacTBue | MHTEpBAIIBI MIPHUIIAJIKU, TPEMOP,
MUH., TIpH WHTOKCHUKAITIH OKI'. Moxer n3apTpus (Mpu
HEOOX0IUMOCTH CepACYHBIMH cokpamath QTc | no3ax KamenbHOro
Janee B/B KalleJIbHO | TIIMKO3UAaMU, TOCie BBeZeHUS | T/CyT.
1-4 mr/MuH. KapIHOXUPYPTrUIECK boiee)
UX omepanui
Hpoxannamun** | B/B memnenno 100 | Kynuposanue CunycoBas ApTtepuanbHas
(IA) MTI KaXJible 5 MUH YMXT npu Opaaukapaust < | THIIOTOHUS,
JI0 KYTTUPOBaHUS OTCYTCTBHH 50 ya/muH. Opagukapaus,
KT v BeIpaxkeHHOH CH, yraerenue AB- | Hapymenus AB-
JOCTIDKEHHS A03bl | TUTIIOTEH3HUHU, OCTPOTO | TIPOBEICHUS IPOBOJAMMOCTH,
500 Mr, 3aTeM B/B WM, tepmunaneroit | (6mokaznst II-1II | mapymenwst
KanenbHo 20 MOYEYHOMI CT.), BHYTPHKEIIYAOUKO
MI/MUH B T€UYECHHE HEJI0OCTaTOYHOCTH, QRS >160 mc, BOM
25 MUHYT (MaKc. TIPU3HAKOB QT =500 mc MIPOBOTUMOCTH,
Harpy3ouHas fo3a | cuaapoma bpyrama BO3pacTaHue
1000 mr). nopora
IIpn JIepUOpHILISIINY,
HEOOXOIUMOCTH KT tumna
o AePKaHHS «IHPYITY,
KOHIICHTpAIUH
JUIUTEJILHOE B/B
KarleJIbHOE
BBeJCHUE 2-6
MI/MUH/
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#Bepanamua** B/B crpyitno 5-10 | «Manonatnueckue» | CuHycoBas ApTtepuanbHas
av) mr (0,075- XKT: Opaaukapaust < | THIIOTOHUS,
0,15mr/kr). W3 BBIHOCAIIETO 50 ya/muH. Opaaukapaus,
IToBTOpHOE tpakTa [IK, JDK. VYruerenue AB- | Hapymenus AB-
BBeneHue 10 Mr @acuukymnsapHas KT | npoBeneHus IIPOBOJUMOCTH,
(0,15Mmr/kr) uepe3 (6moxkaner II-IIT | octpas CH.
30 MuHYT. CT.) IIpoTuBOMOKa3aHEI
MIPU CUHJIPOME
WPW u mo0six
dhopmax XCH
#Tpudocanennn | B/B ctpyiiHo 10 Mmr | «Manonatnueckue» ApecT CHHYCOBOTO
B TEUEHUE 2CEK. KT: y371a uian AB-
Uepes 2 MuH. W3 BRIHOCSTIIETO omokana II-1II cr.
BO3MOYHO tpakrta [DK, JDK. (KpaTKOBpPEMEHHO).
IIOBTOPHOE @acuukymnspaas KT Bo3moxxno
BBEJICHUE pasBUTHE
20 mr napokcuszma OII.
B T€UEHHUE 2 CEK., OnpIika,
3aTeM 4epe3 2 MUH. OpoHxocmazM
30 mr
B TEUEHUE 2 CEK.
#Marnus 2-4 r /B ctpyitno | JKT tuna TdP npu ApTtepuanbHas
cyabpar** MEJJICHHO TTOJT CYUQT paznuaHOi TUTIOTOHUS
KoHTpojeM A/l 3THUOJIOTUU
Jl03a MOXXET OBITH
yBenuueHa o0 6—10
I IPH OTCYTCTBUU
THUINIOTOHHUHU
Ipumeuanue: ' cormacuo knaccudukaumu E. Vaughan Williams B mommdukanmu D. Harrison.
Coxpaienusi: AB — aTproBeHTpUKYJISpHBIA, AJl — aprepuaabHOE AaBiCHHE, B/B — BHYTPHBECHHOC
Beenenne, 1 JDK — rumeprpodus meBoro skemymouka, KT — sxemymoukoBast taxukapausi, UK —
UMIUIAaHTUPYEMbI Kapauoseprep-aepudpmuarop, UM — wundapkr muokapma, JOK — neBblit
xkenynouek, IIDK — mnpaseiii xemynouek, CYUQT — cunapom yminmaenHoro untepsaia QT, CH —
cepleyHas HenoctaTodHocTh, YMIXKT — ycroiumBas moHoMopduas XT, ®II — dubpwiaus

npencepauii, XCH — xpoHudeckas cepaeyHasi HeocTaTo9HOCTh, DK — anekrpokapauorpamma, TdP
— torsades de pointes, WPW — cunapom Bonbga-Ilapkuncona-VYaiira.
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Hpuwnoxenue b. Anropurmsel 1eMCTBUI Bpaydeil

KT no 12- KaranbHoid K 17 AHamHes (daxTopbl pucka HacnepgcreeHHbIi aHamHes JlaBopatopHbie AaHHbie

(npoAomKuTENbHOCTD CC3, xanobel, (BCC, nepeuyHbIE (anexkTponuThl,

umMKkna, mopconorus, ConyTCTBYIOILAA NaToNOrUA,
NpoBoKaLmaA huanyecKon JNIEKapCTBEHHbIE
HarpysKoM npenapartsl)

v

( 12 - kaHanbHas KM I IXOKI )
1
v

3neKTpudeckue 6onesHu, ypoeeHb NT - proENP,
KapavomMonaTuia) TTr/T4)

.

¢

N3T KT

buroncua

AyTOMMMYHHaA ceponorma

Buoncua nog koHTponem
KapTMpOoBaHWA
(Npy NoKanbHOM
BOB/IEYEHUM HENyAoHKa)

Pucynok 1b. Anroputm eicTBUI Bpaya MpU MEPBUYHOM SIHU30/€ YCTOMUNBOU

MOHOMOP(HOM eIy J0YKOBON TaXUKaAPAHH.

Ipumeuanue: )XT — xerxynouxosas taxukapaus, CC3 — cepredno-cocynuctsie 3adboneBanus, BCC —
BHe3amHas cepjieunas cmepTb, TTI — Tupeorponsiii ropmoH, DXOKI — axokapauorpadus, KAT —
kopoHapoanruorpadusi, CIIC — crpykrypHas natonorus cepaua, UBC — nmemudeckas 60me3Hs cepaua,
MPT — marauTtHO-pe3oHancHast Tomorpadus, AKIDK — apurmMoreHHas KapJuOMHOIATHS IPABOTO
xenmynouka, [I13T KT — mo3uTpoHHO-3MHCCUOHHAS KOMITbIOTepHAst Tomorpadust, DDU —
anekrpodusnonorndeckoe uccneposanue, JAK IDK — snexkrpoanatoMuueckoe KapTUPOBAHUE MIPABOTO
xenyouka (aganTupoBaHo u3 [8]).
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Ipuiaoxenue B. Uudopmauus 1Jis nanmeHra

Keaynoukosbie HapymieHus1 puTMa. BHe3anHasi cepieyHasi CMepThb.

OcHOBHAs TEPMHUHOJIOTUSA

XKenynoukoBble HapylIeHUs pUTMa WIH KEIyJOYKOBbIE TaXHApUTMHUU — O0OOOILEHHOE
Ha3BaHME PACCTPONCTB CEPAEYHOrO0 pPUTMA, MPU KOTOPHIX MCTOUYHHUK MNATOJOTHYECKON
ANEKTPUUECKON aKTUBHOCTU HAXOJIUTCA B TKAHU >KEIIYJA0YKOB Ceplla.

BreszamHas cMepTh — HETIPEABUACHHOE CMEPTENbHOE COOBITHE, HE CBI3aHHOE C TPABMOU H
BO3HHUKaloIllee B TeueHue 1 yaca ¢ MOMEHTA MOSIBICHUS CUMIITOMOB y MPAaKTUYECKH 370POBOTO
yenoBeka. Eciu cmepTh mponsonuia 6e3 cBuaeTeNel, 0 BHE3AITHOW CMEPTH TOBOPST B TOM ClIydae,
€CJIM TTOTUOIINI HAXOUIICS B yIOBICTBOPUTEILHOM COCTOSIHUU 32 24 yaca JJ0 CMEPTH.

Bueszannas cepaeunas cmepth (BCC) — TepMUH IpUMEHSIETCS, €CIM BHE3arHas CMEPTh
BO3HUKJIA Yy TAlMEHTa C UW3BECTHBIM IMPH KU3HU BPOXKIECHHBIM WWJIH MPUOOPETECHHBIM
NOTEHLMAIbHO (paTanbHBIM 3a00JIeBaHUEM CepAlla, WM MAaTOJIOTHsl CEepPACYHO-COCYTUCTON
CUCTEMBI OblJIa BBISIBJICHA MIOCMEPTHO U MOTJa OBITh MPUYMHON CMEPTH, WIIA €CIU OYEBUIHBIC
BHECEpJICYHBIC MTPUYMHBI CMEPTH HE OBLTU BBHISBJICHBI, U HAPYIICHHE PUTMA CIYXKHT Hanbolee
BEPOATHOW MPUYMHON CMEPTH.

ConmaibHas 3HaUYNMOCTD

BHesamHas cepmevHas cMepThb Kak HEOOpaTHMBI HMCXOJX M Ppe3ysbTaT BHE3aIHOU
OCTaHOBKHU cepAana gocturaet 50% cpenu apyrux ucxonoB y auil 35-50 neT, nperuMyIecTBeHHO
MY>KCKOT'O I10J1a, OJIHAKO B MOCJeIHee BpeMsl HaOJt01aeTCsl TEHACHIINS K YBEJIIMYCHHIO JOJTH JIMLL
YKEHCKOTO 110714, a TaKXKe IMOJAPOCTKOBOIO U IOHOIIECKOTO BO3pPAacTa.

[Toutn B MOJOBHHE CIIy4aeB OCTAHOBKa cepaua y jauil crapuie 40 ner mpoucxoaut 0e3
U3BECTHBIX 3a00JeBaHUM cepala, OJHAKO OONBIIMHCTBO M3 HUX TPU 3TOM HMEIOT
HEJMarHOCTUpPOBaHHYI0 umeMuyeckyto 6onesnp cepamna (MBC). CHwkenue 3aboieBaeMOCTH
NBC u npyrumu BHAaMU CEPACHYHON MATOJIOTHUU MPHUBEJIO K YMEHBIIEHUIO KOJUYECTBA CIIy4acB
BCC nouru Ha 40%. CymecTByeT reHeTuuecKas MpeapaciooKeHHOCTh K BHE3AITHOM CMEPTH.
OnucaHo IPOrHOCTUYECKOE 3HAUEHUE CEMEMHOIO aHAMHE3a BHE3AIIHOM CMEPTH — NPU HAJIUYUU
OJIHOTO CIJIy4asi BHE3aITHOM CMEPTH B CEMbE OTHOCHUTEINIbHBII €€ PUCK BO3PaCTaeT MPAKTUUYECKU
BJIBOE, a TIPU JIBYX CJIy4asiX BHE3AIMHON CMEPTHU B CEMbE PUCK yBeIUYHBaeTcs B 9 pas.

bautenbHOCT, 1O OTHOWIEHHMIO K 3nekTpokapauorpaduueckum  (OKI) u
’XOKapArorpaduuecKuM IMpH3HAKaM HacJeICTBEHHBIX apUTMOTEHHBIX 3a00JIeBaHUM SIBISETCA
BaXHOW YaCThIO KIIMHUYECKOM MPAKTUKHU U MO3BOJISIET CBOEBPEMEHHO BBISIBUTH JIULA C BHICOKUM

puckom BCC. CkpuHUHT OMMDKaWIIMX POJCTBEHHUKOB JKEPTB BHE3AITHON CMEPTH TMO3BOJISIET
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BBIIBUTH JIMIIA B 30HE PUCKA, HA3HAYUTH COOTBETCTBYIOLIEE JICYEHUE U TEM CaMBIM IIPEIOTBPATUTD
JIpyrue Cily4yau BHE3aIIHOM CMEpPTHU B 3TOM CEMbE.

Knnnnyeckne IIPOABICHUA

KnuHuueckre TPOSIBICHUS  KEITYJOYKOBBIX  TaXHAPUTMHHA MOTYT  CYIIECTBEHHO
pa3nuyuaTbCs — OT aOCOMIOTHOM OECCHMITOMHOCTH JIO CEepAIeOneHus, TuckoMmdopTa B TPy,
3arpyAMHHON O0JIH, yIyIIbsl, TOJOBOKPY KEHUS, TPECUHKOMAIBHBIX M CHHKONATIBHBIX COCTOSHUM.
VYyamenHoe cepiedrnenne, mpeaooMopoyHOe COCTOSTHHE M OOMOPOKH — TpH HanboJiee BaKHBIX
CHMIITOMa, KOTOpPbIE TPeOYIOT BU3UTA K Bpady H JOMOJHUTEIHHOTO 00CIICIOBAHHSI.

Koppeknus cepieYH0-COCYAUCTHIX (baKTODOB PHUCKA HC6J'I31"OHDI/ISITHBIX HCXO0J10B

[TarueHT MOMKEH 3HATH 00 WMMEIOMIMXCS Y HEro W YICHOB €ro CeMbH CEepACYHO-
COCYAHCTHIX (haKTOpax pUCKa — KypEeHUH, U30BITOYHON Macce Tela, MCUXOIMOIMOHATHHOM
cTpecce, MaJONOJBHKHOM 00pa3e >KM3HH, TOBBIIIEHHOM YpOBHE XojecTepuHa. BrusHue
yKa3aHHbBIX ()aKTOPOB PUCKA MOKET ObITh CHUXKEHO. OCOOEHHO Ba)kHAa KOPPEKLUS U3MEHSIEMBIX
(GakTOpoB pHICKA NIPHU HAJTUYUU Y TAIMEHTAa U YWICHOB €r0 CEMbU HEKOPPUTHPYEMBIX (PaKTOPOB
PHUCKa, K KOTOPBIM OTHOCSITCS: HaJMYME B CEMEMHOM aHAMHE3€ BHE3AIHOW CEPACUYHON CMEPTH,
paHHUX MO3TOBBIX MHCYJIBTOB, MH(QAPKTOB MHUOKap/Aa, caxapHOro auadera; Takke K JTaHHBIM
(dakTopaM OTHOCAT MY>KCKOW I0JI, MOXKUIION BO3PACT, PU3NOJIOTMUYECKYIO WIH XUPYPTUUYECKYIO
MEHONAy3y Yy KEHIIUH.

Koppekuuro ¢axTopoB pucka TpeOyercs MPOBOAUTH HE TOJIBKO MAIMEHTY, HO M YICHAM
ero cembu. OHa OCYIIECTBISACTCS MyTEM peaju3aldd MOporpaMM CEMEHHOM MEepBUYHOMN
npo(UIAKTUKY U BOCIIUTAHUS, COCTABJICHHBIX JICUALTUM BpPayOM:

+  Unpekc maccs Tena (Ketne) = macca Tena B kunorpammax/(pocT B M2);

* UWunekc tamus/6enpa (UTH): UTh = OT/OBb, rne OT (0Kpy>KHOCTh Taaul) — HaWMEHBIIas
OKPY)KHOCTh, wu3MepeHHass Haa mynkoM; OB (okpyxkHocTh Oemep) — HamOoJbIIAs
OKPY’KHOCTb, U3BMEPEHHAsI HA YPOBHE SITOIUIL;

ba3oBbIe COBETHI MAIUEHTY U €T0 CEMbBE

1. JlocTaTO4YHBIM CUYMTAETCSl COH HE MEHEE 7 4acOB B CYTKHU;

2. Macca Tena Jo/KHA IpuOMIKaThes K naeanbHoi (MMT menee 25 kr/m?). J1iis 9T0oro cyTouHast
KaJIOPUHHOCTD MUILY B 3aBUCUMOCTHU OT MaCChI TeJla ¥ XapakTepa paboThl 10KHA COCTABIISTh
ot 1500 mo 2000 kkan. [Torpebnenne Oemka — 1 T/KT Macchl Tella B CyTKH, YTIIEBOJIOB — JI0
50r/cyT, *xupoB — 10 80 r/cyT.

3. JKenatenbHO BECTH NHEBHUK NMHUTAHUS; MAlUEHTY HACTOATEIBHO PEKOMEHIyeTCsl M30eraTh
JKUPHBIX, CIAIKUX OO/, OTIAaBaTh MPEANOYTEHHE OBOIIAM, (PyKTaM, 371aKOBBIM U XJIeOy

rpy0oro momona;
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10.

OrpanndeHne MoTpedICHUs COIH 10 5 T/CYyTKH;

Crenyer ynotpeOuaTh B HILLY IPOIYKTHI, OOraTsie KanueMm (cBexue GpyKThl, OBOIIH, Kypara,
HeueHbIN KapToden);

Heo0xommumo mpeKkpaTHTh WM OTPaHUYUTh KYpPEHHUE;

[ToTpebnenune aakorois caeayeT OrpaHHINUTh, C MAKCUMAJIbHBIM MTOTpebieHneM He 6oiee 30
MJI/CYT B TiepecdeTe Ha aOCONMIOTHBINA ATaHOT,

CornacoBaHue ¢ Jie4aluM BpadyoM MHIWBUAYAIBHO NMPHEMIIEMbIX Ui MAIleHTa Harpy3oK:
TNeIMe MPOTYJIKH, €3/1a Ha BEJIOCHIIEIE, X01b0a Ha JIbDKax, padoTa B cajy;
[Tcx0oMONIMOHATIBHBIN CTPECC Ha TMPOM3BOJCTBE U B OBITY KOHTPOJIHMPYETCS MPABHILHBIM
oOpazoMm xu3HU. CrenyerT OrpaHMYUTh HPOJOJDKUTEIBHOCTh PabOYero JHS M JOMAITHUX
Harpy3ok, u30eratb HOYHbIX CMEH, KOMaHIHPOBOK;

IOHOmam, 3aHUMAOIIUMCST CIIOPTOM, HEINb3sI 3JI0YTMOTPEOIIATh MUIIEBBIMA J00aBKaMH IS

HapalivMBaHUA MBIIIICYHON MacChl M HCKIIOYUTH IIpueM aHA0O0JIMYECKUX CTEPONI0B.

CoBeThl NanMcHTy C HMMIIIAHTUPOBAHHBIM KaDI[I/IOBeDTeDOM-I[ed)I/I6DI/IJIJI5ITODOM W/UId

YCTPOWCTBOM CEPJICUHON PECUHXPOHU3UPVIOIIENH TEpAIUN

® 3anpeu1aeTc;1 noaABCPraTbCAa BOB,Z[GI\/'ICTBI/IIO MOIIIHBIX MAarHvuTHBIX W 3JICKTPOMAIHUTHBIX
HoJieH, a TakXe HENOCPEJICTBEHHOMY BO3JCHCTBHIO JTIOOBIX MAarHUTOB BOJHM3M MecCTa
UMIUTAHTALNY;

* 3ampeniaeTcsi NOJABEPraThCs BO3ACHCTBUIO JIEKTPUUECKOTO TOKA;

* BrmosHeHHEe MarHUTHO-pe3oHaHcHOW ToMorpadum (MPT) 3ampemnieHo; HWCKIOueHUE
coctaBsitoT cucteMbl MK/[ u CPT-]{ (31eKTpoabl M yCTPOMCTBO), UMEIONINE OTMETKY O
MPT-coBMeCTHMOCTH,

* 3ampeniaeTcsi HAHOCUTH yAapbl B rpyib B o0nacts umruiantanuu MKJI/CPT-]/1, nertaThes
CMeEIaTh anmnapar Moj KOXeu;

* 3ampeuraercsi CaauTbCs 3a PyJib TPAHCHOPTHOIO CPEACTBA B MEpBble 3 Mecsla mocie
umriantaiun UKJl/ CPT-JI, a Takke B TedeHHE 3 MeECAIEB mociae 000CHOBAHHOIO
cpabareiBanms UK/

e 3anpemaercss NPUMEHSATh MOHOIOJISIPHYIO AJIEKTPOKOAryJIALMI0 IpU XUPYPTrUYECKUX
BMEIIATeNbCTBaX (B T.4. DHJIOCKOIMYECKUX), MPUMEHEHUE OWMOJSAPHONW KOaryJsiuu
JOJI’KHO OBITH MaKCUMAJIbHO OTPAaHUYEHO;

 Crnenyer OrpaHd4YUTh MPUMEHEHHE Tep(OpaTopoB U DIEKTPOApENed, a Takxke
ra30HOKOCHJIOK; KOCUTh BPYYHYIO M KOJIOTh JpOBa HEOOXOIUMO C OCTOPOKHOCTBIO, IO

BO3MOXHOCTH JIYUHIC€ OTKA3aTbCsAd OT JAaHHOI'O BUJa ACATCIbHOCTHU,
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* HexenarenbHbl 00JbIINE HATPY3KU Ha MJICUEBON MOSAC;

*  MOXHO TOJB30BaTHCS KOMIBIOTEPOM U MOJOOHBIMH €My YCTPONCTBaMH, B TOM 4YHCIIE
MIOPTATUBHBIMY;

*  MOXHO BBIIOJHSATH JIIOObIE PEHTI€HOBCKHUE UCCIIEI0BAaHNUS, B TOM YHCJIE KOMIIBIOTEPHYIO
ToMorpaduro;

* Moxno paboraTh IO JOMYy WJIM Ha 3E€MEIbHOM YYacTKe, HCIOJIb30BaTh
AIIEKTPOUHCTPYMEHT, MPU YCIOBUH €T0 UCIIPABHOCTH;

*  MOXHO 3aHUMAThCS CIIOPTOM, M30erasi KOHTAKTHO-TPAaBMATHUECKUX BUIOB;

* Tlammment ¢ UKJl/ CPT-JI momkeH CBOEBPEMEHHO SBISATHCS K Bpady ISl MPOBEPKHU
YCTPOWCTBA C UCIIOIb30BAHUEM COOTBETCTBYIOILIETO MMPOIPaMMATOPa;

e [Ilamment c¢ WKJ/ CPT-J| nmomkeH 3HaTh Ha3BaHHWE, MOJENbh HMILIAHTHPOBAHHOTO
YCTpPOWCTBA; KpaiiHEe >KelIaTeIbHO BCEra MMETh MpH cebe macmopT, WHPOpMAIMOHHBIE

nmanaeie 00 MK/ CPT-/I.

CoBeThl HNAanMCHTY TIOCJIC MPOBCACHHA HWHTCPBCHIMOHHOI'O JICUCHHA XKCIYAOYKOBBIX

HapyHIeHU puT™Ma

*  OrpaHuueHue CPEAHETKEIBIX, TSHKEIbIX (PU3UUECKUX HArpy30K B TEUYCHUE OT OJHOTO 0
TPEX MECSIIEB MOCJIE€ UHTEPBEHIIMOHHOTO JICYEHUS JKEITyA0UYKOBBIX HAPYIICHUN PUTMa;

* Crporoe coOmoeHHE JABUTATENBHOTO PEKUMA, PEKOMEHAANMA 10  MPUEMY
MEIMKaMEHTO3HBIX MPENapaTos;

* PerynspHoe mocenieHue Jieyailero Bpaya € OLEHKOM COCTOSIHUS 3710poBbs, OKI'-
KOHTpOJIEM He pexe 1 pa3a B 6 MecsleB;

* Ilpu BO3HMKHOBEHHUU TMPUCTyNA APUTMHUHU, COMPOBONKIAIOIIETOCS TOJIOBOKPYKEHHUEM,
c1aboCThI0, TOTEpPEH CO3HAHWS, YYAIlCHHBIM CepAlcOMeHHEM, - BBI30B CKOPOU
MEIUITMHCKON moMoIIH; xenatenbHa DK -hukcarnus HapymeHnii puTMma;

» Ilo mokazanusiM, peKOMEHIAIMSIM JICUAIIeTo Bpauya MOKeT ObITh HEOOXOMMO IMPOBEICHUE
KOHTPOJIBHOTO 3XOKapaUOrpauuecKoro MCCIe0BaHUs, CYTOYHOTO MOHUTOPHPOBAHUS
OKT'.

IIpuHIAIEL Ha6J'IIOI[eHI/I$I MMarMeHTa y JICHAIICTO Bpada

o H.HaHOBI:Ie BU3HUTHEI K neqameMy Bpaqy JJIA KOHTpO.H}I COCTOAHUA SI[OpOBb}I IIOKAa3aHbI B
cpenHeM 1 pa3 B mosropa;
* [lamueHTy >kenaTeabHO 3HATH Ha3BAHUS U JJO3UPOBKU MPUHUMAEMBIX MPENapaToB;

* Ilenecoobpazno nmposeaenne IKI-KOHTPOIISA PH BU3HTE K JIEHAI[EMy Bpady;
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[Tpu yxyaiieHnn caMo4yBCTBHSI pEKOMEH/I0BaH BHEIUIAHOBBIM OCMOT JieHallero Bpaya.

HeoTnoxHble cOCTOSIHUS, TPEOVIOLIME BbI30BA CKOPOM MEAUIUHCKON HOMOIIHA

[lpy BO3HMKHOBEHWH 5IU30[a APUTMHH, COIMPOBOXKIAIOIIETOCS TOJIOBOKPYKECHHEM,
c1aboCThIO, TPEAOOMOPOYHBIM  COCTOSHHEM, IOTepe  CO3HAHUs, YYalleHHbIM
cepaleOMeHNEM IMOKa3aH BBI30B CKOPOH MEIUIIMHCKOW TIOMOINM Uit KOHTPOJIS |
CTaOMIIM3alUU COCTOSIHUS, OTPENENCHHs MOKa3aHWH K BO3MOXKHOW TOCTIUTAIHM3ALUH B
cTanuoHap;

[lpy BO3HMKHOBEHWHM SMU30JI0B MPEAOOMOPOYHBIX COCTOSIHUH, IOTEPH CO3HAHUS
PEKOMEH/JOBAaH BBI30B CKOPOW MEIMIMHCKON IOMOIIM JUIS KOHTPOJIL M CTaOMIU3AINU
COCTOSIHHS, OIPE/ICIECHNSI TOKAa3aHUH K BO3MOXKHON TOCIUTAIN3AIMH B CTAIIOHAD;

IIpu Bo3uukHOBeHun cpabateiBanuii WKJI/CPT-JI pekomMeHIOBaH BBI3OB CKOPOIi
MEIUIIMHCKOW TIOMOIIM JUISI KOHTPOJIS W CTaOWIM3aIllMd COCTOSIHHS, OIPEICICHHS
MOKa3aHU K BO3MOYKHOW FOCIUTAIIM3AIUNA B CTAllUOHAD;

[TanmeHTamM ¢ BO3HUKIIUMHU OCJIOXKHEHHUSIMH TIOCIIC KaTeTepHOH alianiy peKOMEeHI0BaHa
CKOpEWIlasi TOCHUTAIM3AaUUs B CHCHUAIM3UPOBAHHBIA CTAllMOHAP [UIS TPOBEACHHUS
HEOOXOAMMBIX JI€4eOHO-TUArHOCTUYECKUX MEPOIIPUSTHH.

MeauiacKas JOKYMEHTAITHS

[TanpeHTaM pEKOMEHAYETCsl XPAaHUTh BCE BBIIIMCHBIE SIHUKPU3bl W3 CTAallMOHAPOB,
AIIEKTPOKAPIUOTPAMMBI (0COOEHHO 3apecucmpuposantbvle 8 MOMEHM HapYuleHull pumma),
KONHMM Ja0OpaTOPHBIX aHAIU30B M IPOTOKOJOB HHCTPYMEHTAIBHBIX MCCIIEOBAHUM,
3aKIIIOYEHUST OT BpAuyel-KOHCYJbTAaHTOB HE  KapAHOJIOTHYECKOro Mpoduias ¢
Ha3HAUYCHMUSIMU JIEKQpCTBEHHBIX MpenaparoB. Bo BpeMs IIaHOBOrO BHU3HUTA B
NOJUKIMHUKY, TPU TOCHUTAIU3AIMM, NMPH BbI3oBe «CKOpOH MOMOIIM» 005S3aTEIbHO
NOKA)XUTE€ O3TU JOKYMEHThl Bpauy. CpaBHeHHMe Bammx AaHHBIX C NOpeblIyLIMMU
MOKA3aTesIMM OYEHb BAXXKHO U MOXKET MMETh PEIIAIOLIEe 3HAYEHHME ISl IPABHIIBHOTO

JuarHosa " JICUCHHA.

170



Hpuiaoxenue I'l. IIkaabl OUEeHKH, BONPOCHUKUA U JApyrue
OLICHOYHbIE UHCTPYMEHTBI COCTOSIHM S MalMeHTa,
NpPUBEICHHbIC B KIIMHUYECKUX PEKOMEHIAUAX

Humepnem-pecypcol, KanoKyaamopvl 014 OUEHKU PUCKA HCUZHEYZPOIHCAEMBIX APUMMUTL U
BCC
- OOHOBIIsIEMBIH IEpEUEHB JIEKAPCTBEHHBIX CPEJCTB, BIUSAIONIMX Ha JITUTEIBHOCTh MHTepBaia QT:

https://crediblemeds.org/

- AxrtyanpHas wuHpopmamus o nO00YHBIX I¢deKTaXx MEeIUKAaMEHTO3HBIX IpPEernapaToB:

https://www.drugs.com/)

- [IpemapaTsl, MOBBIMIAIONINE PUCK JKEITYIOYKOBBIX ApUTMHUH y TTAIIMCHTOB ¢ CHHAPOMOM bpyrana:
http://www.brugadadrugs.org: Ha pycckoM s3eIke:  https://www.brugadadrugs.org/upload-

dir/Drugs%20in%20Brugada%20syndrome%20letter%20RUSSIAN.pdf

- KanpkynsaTop nns OLEHKM NATWIETHErO pucka kusHeyrpoxatromux aputMuil npu JAKMII n

naroreHHoi mytanueit LMNA (He BanuaupoBaH Ha poccuiicko momyssauun): https://Imna-risk-

vta.fr/

- Kanpkynstop pucka BCC B Teuenne 5 ner (Risk-ICD) mpu TI'KMII y B3pocnbix:
http://doc2do.com/hem/webHCM.html

- Kansxynstop pucka BCC y gereit 1-16 ner ¢ 'KMII (BanuaupoBaH Ha BHEITHUX JTaHHBIX, HO HE

MIPOXOIVJI BAJIUIAIIMIO HA POCCUIMCKOM momyJisiiiuu ): https://hemriskkids.org
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